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TAXKEAASL AHAOUAAKCUSA V AETEN:
KAMHNYECKUE OCOBEHHOCTMU M TPUITEPLI

1OCTT «Hay4uHO-MCCAEAOBATEABCKUN KAMHUYECKUM WHCTUTYT MEAUATPUN U AETCKOM XUPYPIUu
uM. akap. FO.E. BeawruiieBay ®IrAOY BO PHUMY um. H.U. TTuporora M3 PO,
2I'BY3 «MOpPO30BCKasi ACTCKasi TOPOACKAst KAMHUYECKast GoabHUIa A3SM», SOTBOY AITO Poccutickas
MEeAUITMHCKAas aKapeMUsl HelIPephIBHOTO MpodeccruoHarbHOTO oOpa3oBanmus M3 P®, r. Mocksa, PO

B P® poaroe Bpemsa cymiecTBoBajia IpoGJjeMa OTCYTCTBHS perucrpa aHapmuiaaxkcunm (AD), Kak
BaKHEWIIero NHCTPYMEHTa y4eTa, aHaJn3a U HaOJMIogeHud JaHHOI rpynnsl 60abHbIX. C 2022 r. Ha
0a3e Mopo30BCKOI OeTCKOi 00JbHUIIBI (PyHKIMOHUpPYeT nepBbiii «Ileqmarpuueckuiit MockoBCKHA
Peructp Anaduimakcuu», KOTOPHIH II03BOJISET BCECTOPOHHE CHCTEMATH3MPOBATh M AHAJIU3UPO-
BaTh JaHHBIE NMAIMEHTOB B OTHONIIEHMU ITHOJIOTHHU, KJINHUKHU, (PAKTOPOB TSAMKECTH M DPHCKA pas-
Butusg AP, uro KpaiiHe IEHHO /IS BeJEeHUS NAaHHOH rpynmbl GoabHbIX. Ilenp ucciaegoBaHuS:
OLIEHUTH 0CO0eHHOCTH TsakecTH A®D ¢ yueToM BO3PACTHBIX M TeHAEPHBIX (haKTOPOB, KOMOPOM[I-
HOCTH, TPHUITE€POB, KINHUYECKHMX CHMIITOMOB cpeau aereii MoCKOBCKOro permoHa. Marepuajabl U
MEeTOABI MCCIEeNOBAHUS: B PAMKAX OJHOLIEHTPOBOTO KOTOPTHOTO IIPOCIHEKTUBHOTO MCCJEIOBAHUS
MOIBEPTHYTHI CTATMCTUYECKOMY aHAJU3y aHKEeTHbIe NTaHHBIE OMPOCHUKA 69 mereit B Bo3pacre OT
0 mo 18 mer (28 meBouerk u 41 mMaapuuk), KoTopbie 3a mepuox ¢ masg 2022 r. mo cenraops 2023 r.
OBLIIM BKJIIOYEHHI B PETHCTDP IPH 3KCTPEHHON TOCIUTAJIH3ANNH B cBA3U ¢ AD. Pe3yabpraTsi: moss
nanueHToB ¢ Tsaxkeaoin AP cocrasuina 30% , 3aMKCHPOBAHO JBA BO3PACTHBIX IIHKA €€ YACTOTHI B
rpynnax gereit 0—3 gder u 13—18 mer (44% u 35% coorBercrBeHHO0). IINmIeBbIe TPUITEPHI ABJIS-
Juch Hau0oJiee 3HAYUMBIM TPUITEPOM HE3aBUCHMO OT cTemeHu Ts:kecTn AD, Tskesnas mumieBas
A® B 31% wungynuposajach opexamMu aepeBbeB, B 19% — kopoBsum mosiokom. IleHTpassHas
HEePBHASI U CEPHEeYHO-COCYIUCTasl CUCTEeMbI NpHU Ts:Keaoir AP 3a7eiicTBOBAHBI CTATHCTHUYECKU
3HAYMMO dYalle B CPAaBHEHWM C TPyNmamMu Jierkoii/cpemHersskenon AD (86% vs 25%, 81% vs
30% coorBercTBenHno, p<0,001), B 63% cayuaeB cumMnTomMsl passBuBaiauch B Teudenme 0—15 muH.
BeisiBiIeHBI CTATHCTHYECKH 3HAYMMbIE PA3JMYUSI B YACTOTE MOCTAHOBKU quarHo3a A®d mpu Tsxe-
noit u cpenHersrenoin AD (57% vs 12%, p=0,001). 3akaouenue: Tsakelble aHAQUIAKTHYECKHE
peakumuu y nereili Ham0oJee YACTO HHAYIMHUPYIOTCA NUIIEBBIMU TPUITEPAMHU, XapaKTePH3YHOTCS
BBICOKOH YAaCTOTOW B3a/JeiiCTBOBAHUA CEPAEYHO-COCYIHMCTOH M I[eHTPAJbHOH HEPBHOI CHCTEM,
OBICTPHIM Pa3BUTHEM CHMIITOMOB, YTO KpPaiiHe BAajKHO YUYUTHIBATH IPH OKCTPEHHOH BepupUKAIUH
IMar€o3a M He3aMeIJINTeJIbHOM BBeJeHUM dnuHe(ppUHA.

Knrouesvie cnosea: anaguaakxcus, demu, aanepzus, INUHePPUH, AHAPULAKMUYECKAs PeAKUUs,
pezucmp, KomopoudHoCMb, MANHCECMb, OPEXU, MONOKO, OUAZHOCTUKA.
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Over a long period of time in Russia we had the lack of the anaphylaxis (AF) register problem
as it sounds to be the most important tool for recording, analysis and monitoring of this group
of patients. Then, starting 2022, the first «Moscow Pediatric Anaphylaxis Register» has been
maintaining at the Morozov Children’s City Clinical Hospital (Moscow, Russia), which systematizes
and analyzes all the patient data on the etiology, clinical picture, severity factors and risk of
developing AF, which in its turn is undoubtedly extremely valuable for further management of
this group of patients. The purpose of this research was to evaluate the severity of AF taking
into account the age and gender factors, comorbidity, triggers and clinical symptoms among
children among the Moscow agglomeration. Materials and methods used: within the framework of
a single-center cohort prospective study, the questionnaire data of 69 pediatric patients aged 0 to
18 y/o, 28 girl/41 boys, who were included in the study in May 2022—Sept. 2023, were subjected
to statistical analysis register for emergency hospitalization due to AF. Results: the proportion
of patients with severe AF was 30%; two age-related peaks in its frequency were recorded in the
groups of children 0 to 3 y/o and 13 to 18 y/o (44% and 35%, respectively). Food triggers were
the most significant regardless of the severity of AF; severe food AF was induced by tree nuts in
31%, and cow's milk in 19%. The central nervous and cardiovascular systems in severe AF were
involved statistically significantly more often in comparison with the mild/moderate AF groups
(86% v 25% and 81% v 30%, respectively, p<0.001), in 63% of cases symptoms developed within
0 to 15 minutes. Statistically significant differences were revealed in the frequency of diagnosis of
AF in severe and moderate AF (57% v 12%, p=0.001). Conclusion: severe anaphylactic reactions
in children are most often induced by food triggers and are characterized by a high frequency of
involvement of the cardiovascular and central nervous systems, rapid development of symptoms,
which is extremely important to consider during emergency verification of the diagnosis and
immediate administration of epinephrine.

Keywords: anaphylaxis, children, allergy, epinephrine, anaphylactic reaction, register, comorbidity,
severity, nuts, milk, diagnosis.

For citation: N.V. Esakova, S.B. Zimin, E.I. Kovtun, 1.P. Vitkovskaya, V.V. Gorev, A.N. Pampura.
Severe anaphylaxis in children: clinical features and triggers. Pediatria n.a. G.N. Speransky. 2024;
103 (2): 8—17. DOI: 10.24110/0031-403X-2024-103-2-8-17.

Anapunarkcusa (AP) mnpencraBaseTrca OTHUM
u3 Hambojee OMACHBIX [JIA JKUSHU ITPOABJIEHUN
ajuiepruueckux 3aboseBaHuii [1, 2], cMepTHOCTH
Opy KOTOPOM B O0OIIell HONyJSIny KoJjiedJeTcs
or 0,5 mo 1 cayuasa wa 100 000 uenosex B ron [3,
4], cpegu geteii JietadbHOCTH Ipu AP cocrasisgeT
nopsanxa 1% [5, 6]. Kamxaprit suuson AP asisercs
pesyJIbTaTOM CJIOYKHOTO B3aMMOAEWCTBUA NAIlMIEH-
Ta, MMEIOIIEeTr0 YCJIOBHO CTAOMJIbHBIE XapaKTepu-
cTuKM (KoMopOugHbIe 3aboJieBaHUSA, IPOPUIL U
YPOBEHb CEHCUOMIM3aIluu U Jp.), 1 MHOT000OpasHO-
TO CIIEKTPa BHEIIHUX W CUTYAIIMOHHBIX (DAKTOPOB
(Tpurrep, HWHTEPKYPPEHTHBIe WHOEKIuu, GUn-
YyecKWe HAarpysKu U [pP.), B DTOM CBASU y YacTH
OOJILHBIX HAOJIOZAIOTCS JIETKHE W CPeTHETsKeJsble
KJIMHUYECKUe IposaBaeHus AD, npyras mojsd mamu-
€HTOB MOJKET MMeTh KpaiiHe TAMKeJble CUMIITOMBI
BILIOTH [0 Pa3BUTHA aHADWIAKTUUYECKOTO IIIOKa C
MOTEeHIIUATBbHBIM PUCKOM (DaTaJabHOTO MCXO[A.

HecmoTpa Ha MHOTOYMCJIEHHOCTH WCCJIENO-
BaTeJbCKUX PabOT, MIOCBAIIEHHBIX IIOMCKY BO3-
MOJKHBIX IIPOTHOCTHUYECKHX (AaKTOPOB M MapKe-
POB TSMKeJNBIX aHADUIAKTUYECKUX pPeaKIuii, Ha
CEerofHs MPOCTEKUBAETCA OUEBUAHBIN HEJJOCTATOK,
a B pAAe ciyyaeB HEOJHO3HAUHOCTH HH(OpMa-
UMW OTHOCUTEJBHO KJIUHUKO-IIATOT€HETUUECKUX
ocobeHHocTel (GaTtanbpHOU/cyOdaranbuoit AD.
ITomoOHas mpobiieMa ABJASETCA HWCKJIIOUUTEIHLHO
AKTYaJIbHOW [OJIA IeguaTPUYecKUX IallueHTOB
BBUAY OOJIBIIIOTO KOJMUECTBA BO3PACT-3aBUCUMBIX
MOTEHIIMAJBbHBIX (PAKTOPOB TAMKECTU aHA(PUIAKTH-

YeCKMUX PeakIuii: paclliupeHre MMUIeBOro paluoHa
HA IePBOM TOAYy KU3HU, 'OPMOHAJbLHBIE U IIOBE-
JeHUYecKre 0COOeHHOCTHU IOAPOCTKOBOIO BO3pacTa,
u3MeHeHre KJIWHUYEeCKOr'o OTBeTa IITOKOBBIX Opra-
HOB, POCT YMCJa KOMOPOUIHOW IIATOJOTHUU U AP.
B OosbiinHCTBE pasBUTBHIX CTPaAH BakKHBIM
MHCTPYMEHTOM W3YUYEHUs PA3JIUYHBIX AaCIeKTOB
AD, B T.U4. ee THAKECTH, SABJISIOTCI PETUCTPHI
[7—9]. OnbIT MOZOOGHBIX PETUCTPOB, OCOOEHHO ITPO-
CIEeKTUBHBIX, II03BOJISET BCECTOPOHHE CHCTEeMAaTHU-
3UPOBATh U AaHAJU3UPOBATH MAHHBLIE MAIEHTOB
B OTHOIIEHUMW STHUOJOIUU, KJIUHUKU, (HaKTOPOB
TsyKecTn U pucka Ad, BoaMoOKHOCTEH IIpodhu-
JIAKTUKU ee IOBTOPHBIX BUM30J0B. B 8TOi cBA3U
B 2022 r. Ha 0aze MOpPO30OBCKOUN HEeTCKOU 00Jb-
"Hunbl (I'BY3 «Mopososckasa [AI'KB O3M») mpu
nonmep:kke rpaHra IIpaBurenbcTBa MoOCKBBI OBLI
paspaboTaH ¥ peaJu30BbIBAETCSA HAYYHO-IIPAK-
TUUYECKUN IIPOEKT «INUAEMUOJOTUSA W TPUTTEPHI
TSAYKEJIBbIX OCTPHIX aJIEPTUUEeCKUX pPeakIuii B pas-
paboTKe OGMOMapPKEPOB PA3BUTUA KUSHEYTI'DOKAIO-
IUX COCTOSAHUN U CHUCTEMbI CHUKEHUS PUCKOB UX
pasBuTusa». B paMKax JaHHOrO IpoeKTa paspabo-
TaH 1 B mae 2022 r. sanymen «IleguarpuuecKkuit
MockoBckuii Peructp Anaduiaakcum», KOTOPBIN
MO3BOJINJI WMHTErPUPOBATH B IPAKTHUKY IUDPO-
BOWl ONPOCHUK, CHUCTEMATU3UPYIOINIUNA HTaHHBIE B
OTHOIIEHUHU 3T13040B AP, ONTUMHU3UPOBATH INC-
maHcepHOe HaOJIOfeHVe MHAIlMeHTOB U IIPUIIeIbHO
00beKTUBHO AaHAJIU3UPOBATL pAa3JUUYHBIE XapaK-
TePUCTUKHN aHA(PUIAKTUUYECKUX PeaKIuil y aeren
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MockoBckoro peruoHa. VCKJIIOUUTEIBHON II€H-
HOCTBIO perucTpa SBJISAETCS BO3MOKHOCTL TIPO-
CIeKTUBHOTO BKJIOUEHHUS IIAIIeHTOB, SKCTPEHHO
TMOCTYIAIOUX B CTAIlMOHApP B cBA3U ¢ AD, uTo,
B OTJIMUYMU OT PETPOCIEKTHUBHBIX WCCJIEeIOBAHUI,
oIpefiesigeT BBLICOKYIO TOCTOBEPHOCTL BepuumKa-
YU KJINHUYECKUX CUMIITOMOB M TSKECTH aHadu-
JAKTUUECKUX pPeaKIiuii.

Ilenp wmccaemoBaHuWs: OIpefesieHre OCOOEHHO-
creil TsokecTu AD ¢ yueToM PasMUYHBIX (PAKTOPOB
(Bo3pacT, TPUITep, BpeMs peakiiuu, KOMOPOUIHOCTD
u 1p.) cpenu nmereii MockoBcKoro peruona. Kpome
TOTO, BaKHOM 3aJaueil WMCCIAEIOBAHUSA SABJIAETCS
OIleHKa BJIUSAHUS TAMKECTH CUMIITOMOB aHA(pUJIAK-
TUYECKUX peaKInii Ha YacTOTy IIOCTAHOBKU [ua-
rHo3a A®D y meTell W UCMIOJbB30BAHUA sMUHe(PUHA
B ee JIeUeHUM Ha JOTOCIUTAJILHOM 3JTalle OKa3aHUA
CcKopoii MmemuitnHCKoi momorru (CMIT).

MaTepuajsl 1 MeTOAbI MCCJIETOBAHUS

Ju3aiin uccnedosanusn

Hayuno-uccienoBatenbcKkad pabora mpeacTas-
JseT €000 OJHOIIEHTPOBOE KOTOPTHOE IIPOCIIEK-
TUBHOE HCCJIeTOBaHUE.

Kpumepuu coomeemcmeusn

Kpumepuu 8Kka0OYeHUs: TIAIIUEHTHI B BO3PACTe
or 0 mo 18 jseT, KOTOphbIe SKCTPEHHO TOCIUTAJIU-
supoBasnuck B I'BY3 «Mopososckaa II'KB [I3M»
B CBA3U C OCTPBIM smm30oM AP u OBLIU BKJIIO-
uenbl B «llemmarpuueckuit MockoBckuii Peructp
Anadpunakcun».

Kpumepuu He6KII0UeHUS: HETIOATBEPKIEHHBIH
nuaraos A®.

Ycnoeusa nposedenus u npodonijcumendv-
HOCMb Uccnedo6anusn

Britouenue mamueHTOB B Peructp AP ocy-
IIECTBJIAJNCA CPEeau JeTeli, IOCTYIUBIIUX 3SKC-
TperHo B cramuoHap I'BY3 «Mopososckas [II'KB
I3M» B cBasu ¢ sum3ogom AD B mepuon ¢ Masd
2022 r. mo ceuntsaops 2023 r.

OcHo6HOU u OononHumenvHvie UCX00bL
uccnedosanusn: nuario3 A® u ee TAKECTB.

Ananu3 6 nodzpynnax

B pamkax HacTosAIel paboThl TPOBOAMIIN IIPU-
[eJbHBI aHaJW3 BO3PACTHBIX W TeHAEPHBIX (ak-
TOPOB, KOMOPOUIHOCTU, TPUITEPOB, KIMHUUYECKUX
CUMIITOMOB B Ipynmnax mnamueHToB ¢ AP pasauy-
HOM CTeNeHU TAMKECTU: JIETKOM, CPeTHETIKeJI0N u
TAYKEJION.

Memodwv pezucmpayuu ucxodoé

Huaruos A® BBICTABJAJICA BpauoM aJjjaepro-
JIOTOM-UMMYHOJIOTOM HEIIOCPEeJCTBEHHO IIPU 9KC-
TPEHHOM TOCHUTAJM3AIMU Ha OCHOBAHUU OOIIe-
MPUHATHIX JUATHOCTUUECKUX KPUTEPUEB, TAKECTh
A® ompenenAanum IO CTAHZAPTHBIM KPUTEPUAM
rasxectu [1, 2, 10]. duarnos A® moxareep:raaica
HEe3aBUCUMBIM MHEHWEM [BYX 9KCIEPTOB B 00Ja-
ctu A®.

A cucremaTusanmuy NaHHBIX MalldeHTa IPU
BKJIOUeHUU B Peructp AP BpauoMm 3amojHsAJIACH
OHJIAMH HAaIleHT-OPUEeHTUPOBaHHASA aHKeTa-0IpPoc-
HUK, KOTOpad COAEPKUT CJEAYIOIINe OCHOBHBIE

paspmeJsibl: IacIOPTHBIE JaHHBIE; OCHOBHOM [ma-
THO3; OOIMWII U aJlJIeproJIOTUYeCKU aHaMHES3,
BKJIIOUAIOIINH XapaKTepUCTUKY »duu3onoB AdD
(MecTO pasBUTHUA PEAKIUU, TPUTTEP, KOGaKTOPHI,
CUMIITOMBI, BpeM# U TAXKeCTb UX Pa3BUTHUA, IPO-
BomuMoe JeueHue (camomomorlnb, CMII), Bpemsa
KynupoBaHusa cuMmnToMoB, nuarHo3 CMII). Kpome
TOoTO, B Peructpe A® mpemycMoTpeH pasze Jiabo-
pPaTOpHOM AUATrHOCTUKM, BKJIIOUAIOIIUN pPe3yib-
TaThl OIpelesieHUA ypoBHA crnenuduueckux IgE
K OpenmoJoKuTeabHOMY Tpurrepy A® (meron
ImmunoCap); 0 BO3MOKHOCTH OIPEAEIAIN yPO-
BEeHb TpUITa3bl (C yKasaHuWeM BpeMeHHU 3abopa
KPOBU OTHOCUTEJBHO IEPBBIX cUMOTOMOB A®D) u
IIPOBOUJIN TOTOJHUTENbHBIE JIa00OPATOPHBIE TECTHI
mpu HeoOXOAUMOCTH.

Cmamucmuieckue npoyedypul

Ilpunyunev. pacuema pas3mepa 6vlOOPKU:
BLIGOpKI/I IIpeaBapuTeJbHO HE€ paCcCuUuThbIBaJIU.

MemodvL 0o6pabomku omcymcmaynuwux 0AHHbLX: B
HnccjaegoBaHUN HeE 6])[.710 OTCYTCTBYIOIIINUX OAaHHBIX.

pasmep

Cmamucmuueckue memodvl

CraTucTUYecKyio 00paboTKy MTAaHHBIX IPOBOLUIN
C WCIOJB30BAHMEM IaKeTa MIPUKJALHBIX I[IPOrpaMm
Statistica for Windows 10.0 (Statsoft Inc. USA).
KonmnuecTBeHHBIE HaHHBIE TPEACTABJIEHBI B BUIE MeIU-
aHBI U BepXHero M HIXKHero keaprtuiasa Me [Q1l; Q3].
CpaBHeHUE TPYII IO KOJUYECTBEHHBIM TAaHHBIM OBLIO
peasn3oBaHO ¢ MOMOIILI0 Kpurepus Kpackena—Yosiuca
C MOCJIEYIOINM IIOIAPHLIM CPABHEHNWEM TI'PYIII C IOMO-
mpio Kputepusa MarHa—-Yurau. KoppeaarnuoHHbBIH
merony Cnupmena (Rs).
KauecTBenHbIe mapameTpsl IIPeACTaBJIEHBI B Bupe abco-

aHaJIW3 MNOPOBOAUIU IIO
JIFOTHBIX YHCEJ M OTHOCUTEJIBHOTO KOJIWYecTBa (IIPOIleH-
ToB). CTaTHCTHUYECKYIO 3HAUNMOCTD PA3JINYUIl IIPU CPaB-
HEHUU HECBA3AHHBIX TPYI II0 moJje (JacToTe MpU3HaKa)
BBIUMCJIAJY C IIOMOIIBIO IBYCTOPOHHETO TOYHOTO KPUTE-
pusa Pumiepa. Kpurnueckoil BeIMYNHOIN YPOBHS CTATHU-
CTUYECKOM 3HaumMocTu pasyuuumii cuuranu p=0,05.

dmuueckan IKkcnepmu3ia

IIpu BKIIOueHMHU manueHTOB B Peructp A® mudop-
MUPOBaHHOE corjacue OBLIO IOJYyYeHO OT BCeX IMallMeH-
TOB crapiie 15 jier u oT pomuTeseii/ONeKyHOB IalueH-
TOB B Bodpacte no 15 ser. Hayumo-ucciegoBaTesbcKas
pabora opmobOpeHa JIOKaJbHBIM KOMHTETOM IIO JTUKE
npu OCII «HayuHo-umccaemoBaTeIbCKU KJIMHUYECKUH
WHCTUTYT NEeAUATPUU U HETCKOM XUPYPrUu UM. aKam.
I0.E. Beabruinesa» ®I'AOY BO PHUMY um. H.U. I1u-
poroBa M3 P® (mpotoxos Ne 6/21).

Pe3yabTaTsl

Dopmuposanue 6bL60pKU UCCLe006AHUA

3a mepwuog ¢ masa 2022 r. mo cenTsaops 2023 r.
B I'BY3 «Mopososckasa [II'KB JI3M» Bcero skc-
TpeHHO mocTynuau 1189 mamueHTOB ¢ OCTPHIMU
alJIepruuecKuMu peaknuaMu (KOI AUATHO30B II0
MKB-10: L50.0, T78.3, T78.4 u np.), U3 KOTO-
prix B nudppoBom «Ilegmarpudueckom MOCKOBCKOM
Peructpe Amadpuiaxcuu» OBLIN 3aperuCTPUPOBa-
Hel 69 mereill ¢ Bepu(PUIMPOBAHHBLIM AUATHO30M
A®. BpIObIBIIINE IAIMEHTHI OBLIN HMCKJIOUEHBI U3
TEeKYIIero UCCaeI0BaHUd.



Yuacmuuku uccnedosanusn

Menuama Bo3pacta 69 marmenToB ¢ AP cocra-
Buaa 11,7 per (Me 11,7 [3,5; 15,1]), 13 KOTOPBIX
28 meBouek (41% ) u 41 manpumk (59% ) (Tabua. 1).

B 12% cayuaes A® cooTBeTcTBOBaJIA JIETKOI
CTelleHU TsMXKecTH, y 58%  aHapuiIakTUYeCKUe
peaKIuy WMeJU CPeIHEeTSIKeJble MPOSBJIEHUS, B
30% ormeuanachk Tsaskenas AP, JeTAJIbLHBIX CIIY-
vaeB 3aUKCUpPOBaHO He ObLI0. Menuana Bospacra
B rpymnnax manueHToB ¢ A® pa3imuyHON CTeleHU’
TAKECTU CTATUCTUYECKU 3HAUMMO He Pasandyajiach
(p=0,299). Yacrora Taxesnoii AD cpenu neBOUEK
cocraBmwia 36% (n=10) u ObLIa HECKOJIBKO BBIIIIE
OTHOCHTEJIbHO IIAaIlMeHTOB Myskckoro moiua (27%,
n=11), ogHAKO CTATUCTUYECKU 3HAUMMBIX Pa3JIu-
uuii BeIABJIEHO He ObL10 (p=0,441).

OcHoéHble pe3ynbmambl uccrnedo6anus

Taxcecmv aHagurakcuu u zenOepHbvle/803-
pacmuble 0COOEHHOCMU

Pacmpenmenenue Tsa:xkectu AP na rpynm maiu-
€HTOB PA3JIUYHOTO BO3PACTA IIPeACTaBJIeHO B Taba. 2.
CTaTI/ICTI/IquRI/I 3HAUUNMBIX paaﬂmqmﬁ BBIABJIEHO
He O0bL10 (p=0,541), Tpu 3TOM HaMOOJIBIIASA YACTO-
Ta TaKeao AD oTMmMeuasach cpenu TAIMEHTOB
B rpynnax 13—-18 mer u or 0 mo 3 ser, rme oHa
cocraBmwiaa 35% (n=9) u 44% (n=7T) cooTBeTCTBEH-
HO. B rpymnmax mammeHToB OoT 3 m0 13 jeT moua
rssxenonn AD Obuia Huske (18-19%).

Tsaxcecmsv anauiakcuu U KOMOPOUOHOCMY

Ha momenT passutuss ADP 77% (n=53) mereit
UMeJu B aHaMHe3e ajuiepruuecKue 3a00OJieBaHUS.
AronuyecKuil [epMaTUT U aJJIEPTUYECKUA PUHUT/
nmosiuHOo3 mMesnu Mmecto y 42% (n=29), ocrpasa
KpanuBHHUIIA/aHTHOOTEK — ¥ 35% (n=24), 6poHxU-
anpHadg actma — y 7% (n=5), xpoHuyeckas Kpa-
TMUBHUIIA — ¥ OOHOTO pebenka, 22% (n=15) mereit
B aHaMHe3e uMeau aHaQUIaKTUUYEeCKUe pPearIiuu
(tabu. 3). ¥ 2 (3%) manmeHTOB ObLia BHIABJIEHA
OTSATOIIEHHOCTh HacjeAcTBeHHOCTH Mo AD.

Cpenu mammeHTOB ¢ TswKenaoir AP uacrora
aTOIIMUECKOr'0 JAepMaTuTa 1 OCTPOY KpaluBHUIILI/
aHTMOOTeKa B aHaMHe3e Oblla MaKCUMAaJbHOU U
mocrurana 57% (n=12), B To BpeMs Kak B I'DYII-
me cpenHeTa)keaoir AD oHa ObLIa HECKOJIBKO
amxke: 40% (n=16) u 41% (n=17) cOOTBETCTBEHHO
(rabsa. 3). Y mammeHTOB ¢ Jerkoii A® wuyactoTa
aTONMMYECKOro JiepMaTuTa B aHaMHe3e ObLiia MUHU-
manbaoM (12% (n=1)), BBIABIEHBI CTATUCTUUECKU
3HAUUMBble pPA3JUYUs B CPaBHEHUU C TPYNIOH
raxenoin A® (p=0,044), ocrpas KpanmBHUIA/
aHTMOOTEeK B aHaMHe3e IIaIlIeHTOB C Jerkoi Ad
He (purypupoBasia. B oOTHOIIEHNM YACTOTHI APYTUX
ajutepruyecKux 3a00JIeBaHUI CTATUCTUYECKU 3HA-
YUMBIX Pas3JIUYUil BHIABJIEHO He OBLIO.

Ha mowmenT passutusa AP 23% (n=16) mamu-
€HTOB HEe UMeJN KaKUX-Inbo aJepruuecKux
3aboseBaHuil B anamMHuese. Cpenu meTeil ¢ TAMKeIOHN
A® gona Takux MDAMMEHTOB ObLIa MUHMMAJIbHONI
u cocraBiasna 14% (n=3), B rpymmax C JIeTKOU U
cpenuersikenoin AP — 38% (n=3) u 25% (n=10)
COOTBETCTBEHHO, OJHAKO CTATHUCTUYECKU 3HAUU-
MBIX DPa3JINUYUI BBIABJIEHO He OBLIO.

Cpenu wmHeanrepruueckux 3aboseBaHuii 'y 3
nanuenToB (4% ) B aHaMHe3e WMEJU MeCTO XPO-
HUUYeCcKre 3a00JieBaHUSA IKeJYLOUHO-KUIIIEeUHOTO
TpakKTa (racTpuT, racTpPoAyOAeHUT, TacTposzodare-
aNbHBIA pedJioKc), V OAHOTO pebeHKa — ayTOUM-
MYHHBI TUPEOUIUT.

Taxncecmv anHaurakcuu u KoQpaxmopwvl

Y 14% (n=10) mammueHTOB HAa MOMEHT pPas3BU-
g AP TIPUCYTCTBOBAIN PAa3JUUYHBIE KOPAKTOPHI:
(usmueckas marpyska — 7% (n=>5), ocTpsie pecmu-
paTopHble MH(MEKIUN C OOLBEMOM TeMIIepaTyphl
rera — 4% (n=3), mencrpyauusa — 4% (n=3),
Y ONHOUW mamueHTKW HAOJII0JAaJ0Ch IPUCYTCTBUE
cpa3y ABYX Ko(paKTOpPOB — (hMBUUYECKOl HArpy3KH
u meHcrpyaruu. Cpegu 10 gmereii, mMeoIIUX Ha
MOMEHT pas3BuTusa A®DP 5KCIO3UIUI0 KOPaKTOPOB,

Tabauua 1

ITosi0-BO3pacCTHBIE XapPAKTEPUCTUKH MAIMEHTOB B IPylNax maiueHTtoB Ad
pas3anuHoii cremeHu TskecTu (n=69)

AD ngerkxoit

A® cpenneii

AD taxenaon

Xapalc'repnc'rmm Bce n=69 CTeIIeHU TAKEeCTH CTeIIeHU TAXKEeCTH CTeIIeHU TAKEeCTH
(n=8) (n=40) (n=21)
o, M/JT 41/28 5/3 25/15 11/10

Bospact, Me [Q1; Q3], roxsr 11,7 [3,5; 15,1]

9,35 [5,2; 13,15]

11,75 [4,55; 14,2]

12,5 [2,7; 15,8]

Taxkects aHaduIakcuu B pa3pese 0 BO3PACTHBIM rpymnam (n=69)

Tabauua 2

Or 13
Bee n Or 0 mo 3 et | Or 3 mo 7 mer (Ot 7 mo 13 x;er
TaxecTs aHaDUIAKCHA (% /69) n (% /16) n (% /11) n (% /16) b1 () }8 Jer
n (% /26)
Jlerkas 8 (12%) 2 (12%) 0 (0%) 4 (25%) 2 (7%)
CpenHas 40 (58%) 7(44%) 9 (82%) 9 (56%) 15 (568%)
Tsoxenas 21 (30%) 7(44%) 2 (18%) 3 (19%) 9 (35%)
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Tabruua 3

Haauuwme/oTcyTcTBHMEe B aHAMHe3e aJIIePrHUecKuX 3a00JieBaHUIl B TPylmax MalieHTOB
¢ aHauIaKcuell Pa3IUYHOM CTeleHUu TaxkecTH (n=69)

_ A® nerkoit crenenu | AD cpenneil crenenu | A® TAKeI0N CTemeHH

Ioxasaremn i =i Takectn (n=8) TsakectH (n=40) TsakecTH (n=21)
Annepruyeckue 3aboJieBaHUSA
B aHAMEESe 53 (7T7%) 5 (62%) 30 (75%) 18 (86%)
Aronuueckuil [epMaTUT 29 (42%) 1 (12%)* 16 (40%) 12 (57%)*
(0]
a;ﬁgggéganmmua/ 29 (42%) 0 (0%)*L 17 (41%)L 12 (57%)*
AnnepruyecKuii puHUT/
HOILILEHOS 24 (35%) 2 (25%) 15 (36%) 7 (33%)
BpouxuanbHas actma 5 (7%) 0 (0%) 4 (10%) 1(5%)
XpoHnuyecKas KpamuBHUIA 1 (1%) 1(12%) 0 (0%) 0 (0%)
Anapunaxcus 15 (22%) 1(12%) 8 (20%) 6 (27%)
gggg’ggggﬁﬁamepmqecmx 16 (23%) 3 (38%) 10 (25%) 3 (14%)

*| — cTaTHCTHYECKN 3HAUMMBIe MEXKTPYyINnoBhle pasauuusa p<0,05.

4 pebenka (40%) xapaKTepU30BAJUCH TAKEIbI-
MU MPOABJIEHUAMHU aHaGUIAKTUUYECKUX pPeakrIluii,
IOJIsT CpeqHeTsKeJbIX peakmnuii cocraBumiaa 50%
(n=5), m JuIb y OZHOTO pebeHKa WMeJia MECTO
AD jerxoii cremeHm Tsaxkectu. Cpemu nmereir 0es
BO3AEHCTBUS KO(MAKTOPOB HA MOMEHT pPAa3BUTUSA
AD (n=59) uacrora Takemsoir AP Oblaa HIUKE
OTHOCHUTEJLHO T'DPYIIBI IMAIlUEHTOB C 9KCIO3UITHe
KodakTopoB u cocraBiasana 29% (n=17), omHako
CTATUCTUYECKU 3HAUMMBIX Pa3JIUYUil BBIABJICHO HE
o110 (p=0,479).

Tsaxcecmsv anauiarkcuu u mpuzzepol

IIpenmosiaraemMble TPUITEPHI aHaAPUIAKTHAYE-
CKUX peaknuil (CcO CJIOB NAaIMEeHTOB/pPONUTEJNEH
HalnueHTOB) B rpynnax gereil ¢ AP pazinuHOM cTe-
MeHU TSAMKECTU IpeacTaBJeHbl B Ta0a. 4. [Iuiessie
TPUTTEPHl SABJAJNCHL Haubojsiee B3HAUUMOM IIPHU-
YnHOU aHaGUIAKTUUYECKUX peaKIuili B TIPyIIIax
nanueHToB ¢ AD pa3MYHOU CTEIeHU TAKECTH
(560-95%). B rpynme mnammeHTOB ¢ Jerkoi AdD
sHaunTeabHasg goasa (38% (n=3)) peakmuit Oblia
WHAYIIMPOBAaHA KOHTAKTOM KOMKH C HEIHIIEeBbIM
Tpurrepom (mocTesbHOe Oejibe, MBLIO0), JAHHBIN
TPUTTEDP OTCYTCTBOBAJ B IPyINax TAMKeJON U cpef-
HeTs:Keaonn ADd. VYikaneHWe HACEKOMBIM WMeEJIO
MEeCTO JIUIIb y OJAHOTO pebeHKa Tsa:Kemoir AD.

B rpymnme mammMeHTOB € TSMKEJNOH NHIIEBOM
A® szHayurenbHas moas peaknuit (31% (n=5))
WHAYIIMPOBAJach opexaMu AepeBbeB, Ha BTOPOM
MecCTe II0 3HAUMMOCTH OBLIN ajliepreHbl KOPOBBHETO
mosioka (19% (n=3)) u Ha TpeTheM MecTe — KOH-
IUTEPCKUEe U3AeJNUs W rasupoBaHHbIE HAIUTKU —
13% (n=2) peaxnuii. CraTuCcTUYECKU 3HAUUMBIX
MEKTPYIIIIOBLIX PAa3JMUuil BBISBJIEHO He OBLIO
(tabi. 4).

Tsaxncecmsv anaulakcuu u ee KAUHUYECKUE
CUMNIMOMbL

B o0mieit rpynme mnamueHTOB 3HAUYUTEbHAS
Ioyid aHaUIAKTUUECKUX pPeaKIuii pasBUBAJIACH
B Teuenue 0—15 mua n 15—-30 MuH mocje Bo3meii-
cTBUA mpexpmosaraemoro tpurrepa (58% (n=40) u

32% (n=22) coorBercTBeHHO), 10% (n=7) cayuaen
AD pasBuBaauch uepes 1 1 u GoJiee mocJie BO3aei-
cTBUA ayjepreHa. Cpeau IaIllMeHTOB C TsKeJON
A® maubosbuiuii mporeHT peakiuit (62% (n=13))
pasBuBaJica B IlepBbie 15 MHH Iocje KOHTaKTa C
TPUTTEPOM, a JJIA JAeTel C JIETKOI/cpeqHeTaKea0in
A® znauurenvHas goad peakmuit (71% (n=34))
yKJIagbiBajach B uHTepBas 15—30 MUH, BHIABIECHBI
CTATUCTUYECKU 3HAUMMBbIE Da3JUUUA MEXKIY IaH-
HeIMU rpynmnavu (p=0,001) (cM. pucyHOK).
KosimuecTBO BOBJIEUEHHBIX CHUCTEM OPTaHOB
npu pasputuu AP CTaTUCTUUECKU 3HAUUMO II0JIO-
JKUTEJIBHO KOPPEJNPOBAJIO CO CTEIEeHbIO ee TsKe-
ctu (Rs=0,33, p=0,006). Kainunuyeckas KapTUHA
A® He3aBUCUMO OT CTEeIeHU TAKEeCTu Haubo-
Jee dacTo MaHU(PECTHPOBAJa CUMITOMaMHU IIOpa-
JKeHHUs CO CTOPOHBI KOMKU/CIUBUCTBIX 000JI0UEK
(100-90%) u opraHoB MObIXaTeJIbHON CHCTEMBI
(560-67%), cuMOTOMBI CO CTOPOHBI TOPTAHU C
0OJIBINIEe}T YAaCTOTOI BCTPEUAJIMCh B TPYIIIE CO CPel-
Herskenoit AP (72%), racTpOMHTECTUHAJIbHBIE
mposABJeHuss — npu TsKenaoir AP (67% ), omHAKO
CTATUCTUUYECKU S3HAUMMBIX PAa3JUUYUN B OTHOIIIE-
HUW YaCTOThl MaHHBIX CHUMIITOMOB BBISBJIEHO He
OobL10. MakcuMaJsibHAss dYacTOTa CHUMIITOMOB CO
CTOPOHBI ITEeHTPAJbHOM HEPBHOH U CepHeuHO-COoCY-

1 uac u Gosee 15-30 munyr Ml 0-15 MunyT

% IanueHTOB

Taxenas AD

Jlerkasi/cpenusas AD

PucyHok. Bpemsa pasBuTusA peakuuii B rpynnax naiueHTOB
¢ aHa(uIaKcueil pPas3IUYHON cTeneHu Tsakectu (n=69).




IIpenmnonaraemMsie TPUITEPHI B IPyNIIax IIalfueHTOB
¢ aHa(puIaAKCHEeH Pa3INYHON CTemeHU TskecTu (n=69)

Tabnuuya 4

Tpurreps anauanenn | Teo n=g | A% serkoll regomn [AS eperuei nuem (AT maesof croponn
ITumeBbie ayinepreHbl 58 (84%) 4 (50%) 38 (95%) 16 (75%)
JlekapcTBeHHBIE IIperapaThbl 3 (4%) 1 (12%) 0 (0%) 2 (10%)
Y:xajeHue HaCEKOMbBIM 1(2%) 0 (0%) 0 (0%) 1 (5%)
f;;‘:&f;g;;enmemw 3 (4%) 3 (38%) 0 (0%) 0 (0%)
IIpuunHa HeMs3BeCTHA 4 (6%) 0 (0%) 2 (5%) 2 (10%)

Tpurrepsl MUIEBON n (% /58) A® nerkas cremenb | AD cpenHsa creneHb | AD Takenas cTeneHb

aHaduIaKcuu n (% /4) n (% /38) n (% /16)
Opexu IepeBbeB 20 (835%) 0 (0%) 15 (39%) 5 (31%)
Kougurepckoe uspenmne 10 (17%) 2 (50%) 6 (16%) 2 (13%)
KopoBre mos0KO 7 (12%) 0 (0%) 4 (10%) 3 (19%)
Kypunoe aiimo 4 (7%) 1 (25%) 2 (5%) 1(6%)
Prifa u/uam MOPempogyKThI 3 (5%) 0 (0%) 2 (5%) 1 (6%)
OBoru 3 (5%) 0 (0%) 1 (3%) 2 (13%)
I'asmpoBaHHBIe HATUTKH 3 (5%) 1 (25%) 2 (5%) 0 (0%)
Apaxuc 2 (4%) 0 (0%) 2 (5%) 0 (0%)
DpPYKTHI/ATOLBI 2 (4%) 0 (0%) 1 (8%) 1(6%)
ITmrenuna 1(2%) 0 (0%) 1 (83%) 0 (0%)
ToBanuHa 1(2%) 0 (0%) 1 (3%) 0 (0%)
Mep, 1(2%) 0 (0%) 0 (0%) 1(6%)
CeMeHAa IOACOTHEUHUKA 1(2%) 0 (0%) 1 (3%) 0 (0%)

IUCTOM cUCTeM (pUKCHUpoOBaach IIpu TAKeIon AD,
rae oHa cocraBiaana 81% (n=17) u 86% (n=18)
COOTBETCTBEHHO W ObLIAa CTATUCTUYECKU 3HAUUMO
BBIIIIE B CPABHEHUU C IPYIIIaMU JIETKOU U CpeIHe-
Tskenoir A® (p<0,001) (Taba. 5).

Taxcecmv aHauLAKCUU U ee JeueHUe

Ha pgorocuuranbaom srame CMII B jeueHun
A® snunedpuH 6611 BBeJeH 37 nanuentam (54% ).
Yacrora HasHaUeHUs snuHe(PUHA B IPYIIIE IAIH-
eHTOB c Takenoit AD cocrasuia 52% (n=11), B
Tpynmax ¢ JEerkKoil um cpexHerskesnon AD — 62%
(n=5) u 52% (n=21) COOTBETCTBEHHO, CTATUCTUYE-
CKV 3HAUYMMBIX MEKTPYIIIOBBIX PAa3INYUN BBISB-
JIEHO He OBLIO.

Huaruos AP ma srame CMII ObL1 BBICTaBJIEH
gumb 17 mammentam (25%), m3 Koropbix 12
(71%) mereii mmesm TsAMKeJble IposABiIeHuA AD
u 5 (29%) — cpemHeTs)Kesble aHAPUIAKTUUECKUE
peakiuu. [Ipy MeXrpymnmoBOM CPaBHEHUU IIaI(u-

€HTOB pAa3JIMYHOM CTEIeH! TSMKECTH BBISBJIEHBI
CTATUCTUYECKHN 3HAUMMBbIE pPAa3JUYUsA B YaCTOTE
mocTaHOBKU auarmosa ADP ua stanme CMII mpu
TSoKeJI0l u cpemHeTs:kenoir A® (57% vs 12%,
p=0,001).

O6cy:kaenue

Pe3tome ocnoéH0z0 pe3yavmama uccnedo-
éanua

Hacrosdiee wucciaemoBaHuMe IIO3BOJIUJIO OIle-
HUTH OcoOeHHOCTU TsaKecTu AP ¢ yueToM BO3-
PacTHBIX ¥ TeHIAePHBIX (PaKTOPOB, KOMOPOUIHO-
CTH, TPUITEPOB, KINHUYECKUX CHUMITOMOB CpeIu
nereir MocKOBCKOro peruoHa. IIpoanaiusmpoBaHO
BIUSHUE TAMKECTH CHUMIITOMOB aHa(UIaKTHUUe-
CKUX peaKIUil Ha YacTOTy IIOCTAHOBKU AUArHo3a
AD y mereii 1 MCHOJb30BAHUS SMUHE(GPUHA B €€

JIEUeHUHN Ha OOTOCIIMTAJIBHOM 3dTalleé OKa3aHUud
CMILI.

Tabruua 5

BoBJIe4€eHHOCTh CHCTE€M OPTaHOB B IPyIIIaX NMAaIMeHTOB ¢ aHa(UIAKCUEH
Pa3IUYHOM cTemeHu TaxKecTH (n=69)

A®D jerkoi A® cpenneit AD Taxenon
BoBiaeuena B A®D cucrema opraHos Bce n=69 | cTemeHM TAKECTH | CTENEHM TSAKECTH |CTEIeHM TAKECTH
(n=8) (n=40) (n=21)
Kosxa/causucreie 000JI0UYKNT 65 (94%) 8 (100%) 36 (90%) 21 (100%)
PecniupaTopHBIil TPAKT 54(78%) 4 (50%) 26 (65%) 14 (67%)
CHUMIITOMBI CO CTOPOHBLI TOPTAHHU 44(64% ) 3 (38%) 29 (72%) 12 (57%)
TacTponHTECTUHANBHBIN TPAKT 38(55%) 2 (25%) 22 (55%) 14 (67%)
IlenTpasbHasa HepBHaAdA CHCTeMa 33(48%) 4 (50%) 12 (30%)* 17 (81%)*
CepieyHO-COCYyAUCTAsA CUCTEMA 30(43%) 2 (25%)J 10 (25%). 18 (86%).L£

*|£ — cTaTHCTUYECKU 3HAYMMBble MeKrpynmnoBble paginuuusg p<0,001.
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O6cysncdenue 0CHO6HO020 pe3ynrbmama uccue-
dosanusn

B macrosimeM wuccIegOBAHMU HOJS TsKe-
JBIX aHA(PUJIAKTUYECKUX PpeakIuil cpeau IeTew,
BKJIIOUeHHBIX B Peructp AP, mgocturama 30%.
IlonyueHHble OAHHBIE COIJIACYIOTCA C OOJIBIIMH-
CTBOM MEXKIYHAPOAHLIX PErucTpPOB, IJEe YacToTa
TsoKenolt AD cpenu meguaTpPUUECKUX IAITEHTOB
IIPEJCTABJIAETCS NOCTATOYHO BBICOKOM M OXBATHI-
Baer OoJuee 1/5 mereii [7, 11-13].

Bo B3spocioit mnomyasamum TsKeaas/cyoda-
ragbHag A® ualle BCTpeuaeTcsa Cpequ MaIlMeHTOB
MOJIOZOTO M TIOMKWJIOTO Boadpacta [7, 9, 13, 14],
OJHAKO B3aMMOCBA3b BO3pacTa C TMXKecTbio AD
cpenu IeqUaTPUYECKUX IAIMEHTOB, II0 JaHHBIM
OOJIBIIMHCTBA MCCJIENOBATEIbCKUX pPadoT, IIpej-
cTaBjsgeTcsa HeogHo3HauHoii. Tak, II0 JaHHBIM
peructpa CeBepHol AQPUKKM YaACTOTA TAMKEIBIX
aHa@UIAKTUUYECKUX peakIuil B Trpynne [gereil
0-5 jer Gosee ueM B 2 pasa BBIMIE OTHOCUTEIb-
HO pmereit 6-14 ner (68,8% vs 31,4%) [12], B
perucrpe IOsxHoii Kopeu MarcuMaabHas 4acTOTa
Tsaskenoin A® zadUKCHpPOBAHA Cpeau IIOAPOCTKOB
13-17 netr (31,3%) [7]. Ilo coobiileHUIO TYPEIKUX
MCcJIefoBaTeIeil IPU PETPOCIEKTHUBHOM AaHAJINI3e
ucropuii 6osesnu 239 mereill, TOCIUTAIU3UPOBAH-
HBIX ¢ A®, HATPOTUB, HE BBLIABJICHO KaKOM-I1160
PASHUIILI MEXIY BO3PACTHBIMM TPYIIAMM IIAIlY-
€HTOB B OTHOIIEHUU TsKecTu 3abosjeBamusa [15].
B cBomo ouepenb, IpPU aHaJN3e TAaHHBIX HACTO-
amero Perucrpa A® ObLIO 3a(pMKCHPOBAHO IBA
MMHKAa YaCTOTHI TsKesnol A® B rpylle HaleHTOB
or 0 mo 3 yer u cpemu mompocTKoB 13—18 ier,
e OJs TSAMKEJNbIX aHAPUIAKTUYECKNX PeaKIluil
cocraBmyia 6onee 1/5 cayuaer (44% u 35% coor-
BeTCTBEHHO). IlosiyueHHBIE PE3yJIbLTATHEI BHICOKOBE-
POATHO OIPENeIAI0TCA HAJNUYNEM Y JAaHHBIX I'PYIIII
MMAIeHTOB BO3PAaCT-3aBUCUMBIX [IOTEHIIUMAJIbHBIX
darkropoB Takectu AD. Tak, meTu mepBBIX JeT
JKUBHM XapaKTEePU3YIOTCSA IIOCTOAHHBIM PACIIIH-
peHneM palroHa IUTAHUSI, HEIpPenCcKasyeMOCThIO
nepBoro suusona A® m, Kak CIeICTBUE, 3aLEPik-
KO BepHM(UKAIUK AUATHO3a U MPOPUIAKTUKUI
IIOBTOPHBIX SIM30L0B peaxknuii. llerm pamHHEro
BO3pacTa He MOTLYT OIHMCAThL CHUMIITOMBI, Yy HHUX
YacTO OTCYTCTBYe€T MOHUTOPHHI apTepPUaIbLHOIO
IaBJIeHNUsI, HaJYaJbHBIE CHMIITOMBI CO CTOPOHBI
CEepIeYHO-COCYANCTON U IeHTPAJbHON HEPBHOM
CHCTEM MOI'yT IPOTEKATh CTEPTO, OBICTPO BBI3bI-
BaTh JeKoMIIeHcaluio u 1ok [16]. B cBoio ouepenn
cpenu IIOAPOCTKOB HEPENKO HaOJIIOJAIOTCA II0Be-
JEeHUYEeCKU OYHT M CHUYKEHHE POIUTEIHCKOI0 KOH-
TPOJISI M, KaK CJIeICTBUE, IIOTEePs OSUTEJIBLHOCTH
¥ TOBBIIIEHNE PHCKA CJIAYYaWHOro YIIOTPeOJeHUS
MIPUYMHHO-3HAUNMOI'O IPOAYKTA, OTKAa3 OT IIOCTO-
SAHHOI'O HoIleHUus snuHeppuHa. IIoAPOCTKM MOTyT
CTECHSTHCS CBEPCTHHKOB B OTPAHNYEHUN PAIIOHA
¥ IpeJHAMEPEHHO VYIOTPEeOUTh IIOTEHIINAIbLHBIN
ajlJiepred, He HCKJIOUEHBLI CIydau aJIKOrOJbHOTO
MW HAPKOTUYECKOI'0 ONbSIHEHMS.

IIo gamHBIM HAIIEr0 PErUCTPa, MHAIMEHTHI C
Tsokenoit AP uamte (57%) B aHamMHese uMean

ATONUYECKUH AePMATUT W OCTPYIO KPATTUBHUILY/
aHTMOOTEeK B CpaBHEHUU C JeTbMU C JIETKUMU
nposaBiaenuaMu AP, mpu 9TOM He ObLIO BBIABJIE-
HO KaKUX-JIM00 CTAaTUCTUYECKU B3HAUYMMBIX pPas-
JUYUN B yacToTe OpoHXMANAbHOII acTMbl. CTemeHb
B3aMMOCBSI3M HAJWYUS aCTMBI C TsKecTbio AD
aKTUBHO O00OCYy’KTaeTcs, ONHAKO COOOIleHusA He
CTOJIb OAHO3HAUHBI. Tak, IO JAHHBIM perucrpa
IMonbiiu, y TamueHToOB ¢ TsaxKesmonn AD mambosiee
YacTO B aHAMHe3€e BCTPEUAIOTCS aJJIePTUYeCKUil
punutr u actma (23,8% u 22,5% CcOOTBETCTBEHHO)
[9], amamms Bpuranckoro Peructpa daranbHOM
A®D ¢pukcupyer, UTO cpefu cayuaeB cMepTell JUIID
22% TmaneHTOB paHee He WMEJU MUATHO3a ACTMbI
[17]. B cBoio ouepensb, mo coobiienuio Dribin T.E.
¥ COaBT., cpeau 663 mereit, roCIUTATIN3UPOBAHHBIX
B cBsa3u ¢ AD, He ObLIO BBISBJIEHO OOJIBIIEH BEPOAT-
HOCTH Pa3BUTHUA TIKeJbIX caydaeB AP mpu Hamum-
Uyny y HUX OPOHXMAJILHON acTMbI B aHaMHe3e IIO
CcpaBHEHUIO ¢ feTbMu O0e3 TarkoBoii [18]. Bosee Toro,
mo mamHbIiM EBpomefickoro Peructpa A®, nannuue
OpPOHXUATBHOM aCTMBI HEraTHUBHO ACCOITMHPOBAHO
¢ Takectbio AD [19]. Ilomobuble HaAGMIONEHUA,
BEPOATHO, OOOCHOBLIBAIOT 3HAUMMOCTH HE ITPOCTO
HAJIWUYMs acTMbI, 4 B MIEPBYIO Oouepelb YPOBHS ee
KOHTPOJIA, B KOHTEKCTe (DaKTOpa, OIPENeIAI0IIero
TAMKECTb aHA(PUIAKTUUECKON peaKIluu.

BospgeticTBue pasaunuyHBIX KO(GaAKTOPOB Ha
MOMEHT pPas3BUTUSA aHAPUIAKTHUUYECKON peaKIuu
MOJKET IOBBIIIATL PUCK TaAKedoir AD. K xodak-
TOpaM, HaumboJiee aKTyaJbHBIM [Jid [IeTeil, OTHO-
CAT WHTEHCUBHBIe (PU3WUECKHe YIParKHeHUd,
UHTEPKYPPEHTHLIE 3a00JeBaHUA (peclnupaTopHbIe
UHEeKInn), JUX0PAnKy, IpueM (papMaKoJoruie-
CKUX mpenapaToB, crpecc [6]. IIlo maHHBEIM HacTo-
SAIEeTO pEerucTpa, Ccpenu JAeTeil ¢ SKCIO3UITUel
Ko(aKTOPOB Ha MOMEHT pa3ButTud AD OblIa TaKkKe
3auKcupoBaHa 6ojiee BBICOKAsA UaCTOTA TAMKEJON
A® oTHOCUTENHBHO TPYHNLI TMAIIMEHTOB 0e3 BO3-
nmetictBua KopaxTopoB (40% vs 29%). Cpemu
KOo(aKTOPOB OTMeYeHbI: (uanuyecKas Harpyska,
MeHCTpyallus, OCTPble PecIupaTOpHbIe MWHPEKINN
¢ TTOAHEMOM TeMIIepaTyphl TeJa.

ITuieBoii TpUTTEpP MMeEET NOMUHUPYIOIee 3Ha-
yeHue AJsA pasBuTud AP B OETCKOH IOMYyJIAINMT,
YTO TPOCJTEKMBAETCSA B OOJBIIMHCTBE MCCJIEIOBA-
TeabcKux pabot [6, 7, 12, 20]. TpaguimoHHO CYU-
TaJIOCh, UTO apaxMC ABJIAETCI MPUUYNHON OOJBIITIH-
CTBa TSMKEJBIX/(aTadbHBIX cayuaeB AP, ogHAKO
B HACTOSAIee BPeMs IIOKa3aHO, UTO U PAZL APYTUX
aJIJIePTreHOB MOTYT ObITh OTBETCTBEHHBI 3a PA3BUTUE
TAMKeJIbIX peakmnuii. Tak, B BeauKoOpUTAHUM KOPO-
BbEe MOJIOKO fABJIAETCA CaMOIl pacIpOCTPaHEHHOM
npuunHoil daranbHoit AD y mereii [17], B To Bpema
Kak B ABCTpaJiuu — aJlIePreHbl MOPEIPOAYKTOB
[21]. ITo pe3ysbTaTaM HaCTOAIIETO PErUCTpa IIUIIe-
Bble TPUITEPHI BBICTYIIAJH HamboJiee 3HAYMMON
MPUYNHON aHaPUIAKTUUECKUX PEeaKkIuil B IeJIOM
(84% ) u B rpynmnax geteit ¢ A®P pasauvyHOIl cTeleHn
rsaskecTu (50—-95%). 3HaunTeIbHAS MOJIA TAMKEJIOHN
nuitieBoit A® MHAyIMpPoBaach opexaMu IepeBbeB
(31%) u xopoBbuM MoJOKOM (19% ). BakHO oTMe-



TUTHh, UYTO CTOJIb JOMMHUPYIOIIlee 3HAUYEHNE TaHHBIX
aJIIepreHoB B pasBuUTUU OuIieBoit AP yixe ObLIO
3a()MKCUPOBAHO HAMU paHee IIPU PETPOCIEKTUBHOM
aHaau3e Cpefy IaIlieHTOB, MOCIUTAIU3UPOBAHHBIX
B oxmay u3 MockoBckux 6oxbuurr [20]. dauubIi
(axT mOgUEPKMBAET WX AKTYaJHHOCTD [AJIA HAIIIETO
permoHa, Kak C TOYKW 3PEHUA BaKHOT'O TPUTTepa
nas pasButusa A® y mereii, Tak U B KOHTEKCTe 3Ha-
guMOro (paKTopa ee TAMKECTH.

B xome paboTbl OBLLIO IIOKa3aHO, UYTO CTe-
meHb TaAKecTH AD MOJOKUTETBHO KOPPEJNpYeT
C KOJIMUYECTBOM BOBJI€UEHHBIX B PEAKIIUIO CHUCTEM
opraHoB. Tsakenble aHapUIAKTHUUECKUE PEAKIIUU
XapaKTepPU30BaJUCh BBICOKON UYAaCTOTOW 3amei-
CTBOBaHUSA CEPAEUYHO-COCYAUCTON U IeHTPAJIbHOI
HepBHO# cuctemsbl (86% u 81% cCoOOTBETCTBEHHO),
YTO COTJIACYETCS C OOIIENPUHATHIMU KPUTEPUAMU
rsskectn AP [1, 2, 10]. UmetoTcsa maHHBIE O TOM,
YTO pasdjauyHble TpUrrepbl AP MOryT HMHIYIIUPO-
BaTh (paTaJIbHBIN UCXOJ C PABJINYHON CKOPOCTHIO, B
YaCTHOCTHU, MearnaHa BPEMEHHU 4O OCTAHOBKU ObIXa-
HUA WU CepJlia TOocje YHOTPeOJIeHUSA MIUIIEeBOTO
mpoxykTa cocraBiasger 30 MuH, mocjie y:KaleHUA
HaceKoMbIMU — 15 MuH, mocje mpumema/BBeJeHUA
JeKapcTBeHHOro Ipemapata — b5 wmumH [22, 23].
B cBowo ouepenb, MO JAaHHBIM HAIIIETO PETHUCTPA,
HECMOTpSA Ha TO, UTO 3HauuTeJabHass mousa (75%)
Takeaolr AD ObLIa MHAYIWPOBAHA MHUINEBBIMU
Tpurrepamu, B 63% caydyaeB KJIMHUYECKAsS Kap-
THHA MaHU(eCcTHpOBaJa CTPEMUTENBHO W Pas3BU-
Bajach B TeUeHUE NEPBBIX 15 MWH Iocyie BO3JEli-
CTBUA MPEJIIOJIOKUTEIbHOTO TPUTTEPA.

Huskasa uvactora BepupuKanuu guarHoza AdD
W OTCYTCTBUE BBeJeHU:A sNnHe(pPUHA IPU KYIUPO-
BaHUU e€e CHUMIITOMOB, B T.4U. Ha OJOTOCIIHNTAJIBHOM
arame oxasanusa CMII, mpomosKaioT ocTaBaThCA
aKTyaJbHOU IIPo6JIeMOI BO BCeM MUpPE, UTO HEPEeJ-
KO CBA3aHO C HEJOCTATOYHOM OCBEJOMJIEHHOCTBHIO
cumernmaauctoB [7—9, 24, 25]. CTouT OTMETUTH,
YTO, II0 HAIIUM HaOJII0LeHuAM B MocKBe, B JTaHHOM
BOIIPOCE OTMeUeHa IIOJIOKUTEJIbHAsA TEHIEHIUI.
B wactHOCTH, IO pe3yJbTaTaM paHee IPOBEIAEHHOTO
HaM{ PETPOCHEKTUBHOTO aHAJIN3a YacTOTa IIOCTa-
HOBKM auarHoda AP u BHINUCKU STUHEpPUHA HE
mpesbimnana 13% cpenu mereil, roCIUTAIN3UPOBAH-
HBIX B cBas3u ¢ AD 3a mepuon ¢ 2016 mo 2020 rr.
B ogHy u3 MockoBckux OosbHUI [20], mpu sToMm B
2021 r. pe3yabTaThl MHUIMUTPOBAHHOTO HAMU OIIPO-
ca Bpaueil 1Mo pa3JMUYHBIM acmeKTam AD y mereit
IIPOJIEMOHCTPUPOBAIN IIOCTAHOBKY nAuarHo3a AdD
u BBeneHudA snuHedpuHa B 50% ciayuaes [26]. ITo
mauaeiM Pouessel G. u coaBT., K BayKHOMY (DaKTo-
DY, OIPENeJAIEeMy HU3KYI0 YaCTOTYy WCIIOJIB30-
BaHUA dSumHedprHa npum AD, MOXKET OTHOCUTHCA
HeIOOIleHKa TaxKecTu ee cumnTomoB [13]. Tak, mpu
aHaym3e NaHHBIX EBpomelickoro Perucrtpa mokasa-
HO, UTO Bepudukranusa Tsa:xensoir AP B 3 pasa mOBBI-
maeT Ha3HauUeHWe SUUHe(pPUHA, CXOKad TeHIeH-
IUA TIPOCJIEIKUBAETCA B PALe aHAJIOTUUHBIX PaboT
[8, 12, 24]. AHanus3 4acTOThI BBeJeHUS STHHEGPU-
Ha Ha gorocuuTtasbHOM sTame CMII cpemu marmen-
TOB HACTOAIIETO PETMCTPa He BBIABMJ KaKUX-JINOO

CYIIIeCTBEHHBIX DpAa3JMUUil B TIpynnax Jgereil pas-
JUUHOU cremeHu Tswkectu AD (52-62%), ogHAKO
YacToTa ITOCTAHOBKM AuarHoda A® mpu TAKeIbIX
IPOABJIEHUAX aHaQUIaKTUUEeCKUX peaKIuil (Quk-
CHPOBAJIACH BBINIE OTHOCUTEJNHHO CPETHETSIKEIOTO
TeueHus1 3abosieBanus (57% vs 12%).

Hunmepnpemayua pe3yavmamoé uccaedo-
6aHus

Takum obpasoM, B paMKax HACTOAIIETO MCCJe-
IOBaHUS IIOKA3aHO, YTO MAOJA TAMKEJbIX aHa(pu-
JaKTUUECKUX PeaKIuii cpenu meTeii, BKIIOUEHHBIX
B Peructp A®, gocruraer 30% . 3HauUMTeIbHAT
yacrora Tsakenoir AP mpuxoguTcsa Ha BO3pacT
mereir or 0 mo 3 Jser m mompocTKoB 13—18 uer.
ITanuenTsr ¢ Tsaxxemgoin AP wuainme B aHaMHese
UMeJU aTOIMUYEeCKUil AepMaTUT U OCTPYIO KPaIluB-
HUILY /aHTUOOTEK B CPDABHEHUU C AETHMU C JIETKUMU
npoaBeHuAMU AD, mpu 3TOM He OBLIO BBISABJIEHO
KaKUX-I100 CTaTUCTUYECKU 3HAUMMBIX Pa3JIUUNMN
B UacToTe OpOHXMAJbHON acTMbl. BosaeilicTBue
pasIuuYHBIX Ko(daKTopoB ((pusmueckas Harpyska,
MEeHCTPyallusd, OCTPhle PecupaTOpHble MHPEKIINN
Cc TIOABEMOM TeMIIepaTyphbl Tejia) Ha MOMEHT pas-
BUTUA aHAPUIAKTUYECKON pPeaKIIUU MOJKET IIOBBI-
mIaTh puck Tsaxesnoin A®. I[TuieBoil Tpurrep nMeeT
IOMUHUpPYIOIlee 3HaUeHUe A pasButus AP BHe
3aBUCUMOCTU OT CTEMeHU TIKEeCTH pPeaKIuii, mpu
STOM 3HAUHUTEJIbHAA MOJA TAMKeJOoH muiieBoii AdD
WHIYIIUPOBaJach opeXaMu IePeBbeB W KOPOBLUM
mosiokoM. Tsskenble aHaPUIaKTUUECKUE PeaKIIuu
XapaKkTepus3oBaauch 0ojiee OBICTPHIM Pa3BUTUEM
CHUMIITOMOB UM BBICOKOM YacCTOTOM 3aJelCTBOBAHUS
CEPAEYHO-COCYANCTON U I€eHTPAJbHOU HEPBHOU
CIICTEM, a TaKyke 00Jiee BBICOKOI UACTOTOI IOCTa-
HOBKU auarHosa AP OTHOCUTEJIbHO CpeTHETSKe-
JIOTO TeueHus 3aboJieBaHUA.

Ozpanuwenusn uccnedoganus

CnemyeT OTMETHUTH, YTO HACTOAIMIASA HAYYHO-
uccjaenoBaTe bcKasa paboTra mMesa pAL OoTpaHuue-
HUM, CBA3AHHBLIX C OXBATOM HEIIPOIOJIXKUTEIHHOTO
nepuona paborsl Peructpa A®, m, KaK cJeICcTBUE,
c oTpaHUYeHUEM 00'beMa aHAJTN3UPyeMOil BHIOOPKU
TMalueHTOB, HEePaBHO3HAUHOCTHIO paccMaTpuBae-
MBIX M CPDAaBHUBA€MBbIX I'DYIIII I10 YMCJI€HHOCTH, YTO
B pdAle CJydYaeB IIO3BOJISAIO0 (UKCHUPOBATH JIUIIH
TeHOEeHIINUIO 663 BBIABJIEHUA CTATUCTUUYECKU 3HAUU-
MBIX pasauunii. Kpome Toro, orpaHMuYeHHEeM IaH-
HOI paboThl SABIAETCS OMHOIEHTPOBOII XapaKTep
MCcCIeT0BaHMA.

3akaroueHue

Hamuple ombiTa padboTel mepBoro B Pd
«ITegmatpuueckoro MockoBckoro Perucrpa AmHa-
(unakcum» MEMOHCTPUPYIOT, UTO UYACTOTA TSKe-
ot AD cpenu mereit mocruraer 30%, mpu sTOM
OTMEeUYaeTCss JBa BO3PACTHBIX IHNKA B TPYyIIe
naruerToB oT 0 mo 3 seT u cpenm MOAPOCTKOB 13—
18 ser, rae mONA TAMKENBIX aHAPUIAKTUYECKUX
peaknuii cocraBmiya Oosiee 1/53 ciyuaeB. Kpaiine
BAQXXHO YUYHUTBHIBATH IIPUCYTCTBUE KO(PAKTOPOB
(busuueckasa Harpyska, MEHCTPyalus, OCTPLIE
pecnupaTopHble NHPEKIUU C TOABEMOM TeMIlepa-




TYDPHI TeJia) Ha MOMEHT pa3BuTud AP, Tak KaK OHU
MOTYT yCYTYOJATh ee TAMKeCTb. AHaIn3 KOMOPOUI-
HOM aJIJIepTOJIOTUUECKOH ImaToJiorum Kak (axrTopa,
ompegendoIiero Taxkects A®, mpexamosaraer He
TOJILKO HaJIWUMe KaKoro-jiImnbo 3abojieBaHUSA, HO U
YPOBEHBb €r0 KOHTPOJiA. [IuireBbie TPUTTEPHI ABJIA-
IoTcA Hambojee 3HAUMMON NPUUYMHON aHadUIaAK-
TUYEeCKUX peakIuii y nereii B P® HezaBHCUMO OT
CTENIeHN TAMKECTH. SHAUUTEJTbHAA NOJA TAKEION
numeBoil AD MHAYIUPYETCA OpexaMU AePeBBEB U
KOPOBBUM MOJIOKOM, YUTO IOZUYEPKUBAET aKTyasb-
HOCTh JAaHHBIX aJIJIEPTE€HOB B KOHTEKCTEe 3HAYU-
moro (akTopa ee TAKecTH. TdAKenble aHADMIAK-
THUYECKVE peaKIIuM XapaKTePU3YITCA BBICOKOM
4acTOTOM 3aeliCTBOBAHUSA CePLeYHO-COCYAUCTOHI
U IEeHTPAJbLHON HEPBHOU CHCTEMBI, 0ojiee YeM B
IIOJIOBUHE CJIy4YaeB KJIMHUYECKAd KapTWHA Pa3BU-
BaeTcsA CTPEMUTEJHHO B TeUeHWE IEePBBIX 15 MuH
Imocje BO3JEHCTBUA MPEIIIOJIOKUTEIbHOIO TPUT-
repa. Ha gorocmuranbHoM sTame okasanus CMII
cpeau meTedl C TAKeIbIMU HpoABiIeHUAMU AD
oTMeuaeTcs 0ojiee BHICOKAA YAaCTOTa BePUDUKAIMHI
IVarHosa, OOJHAKO YYThb MeHee IIOJOBWHBI ITaIlMeH-
TOB, HECMOTPA HA TAMKECTH PEAKINH, TPOJOIIKAIOT
ocTaBaTbca 0e3 COOTBETCTBYIOIIEro AUWArHo3a u
BBeleHUA snuHe(dpPUHA.

Bxnad aemopos: 6ce aemopv. 6 pABHOU CMeneHu 6HecLU
c60ll 6KnA0 6 DPYKONUCHL, PACCMOMPeNU ee OKOHYAMEeJbHbLil

sapuanm u daau cozaacue Ha NYOIUKAYUI.

Dunancuposanue: uccredosarue u nyoAUKAYUsL OCY-
wecmanenvl npu noddepixcke epanma I1pasumenvcmea Mockevt
HQ pearu3ayuilo HAYYHO-NPAKMULeCK020 npoekma 6 meduyure
Ne 0408-1.

Kon@nuxm unmepecos: 6ce agmopuvl 3a46ull 00 omeym-
CMBUU KOHKYDUPYIOWUX UHMePecos.

ITpumeuwanue uzdamensa: OO0 «Ileduampus» ocmaemcs
HellmpaibHblM 6 OMHOULEHUU OPUCOUKUUOHHBLX NpemeH3uil
Ha OnYyOAUKOBAHHbIE MAMEPUALbL U UHCMUMYYUOHALbHBLY
npunadnexcHocmeil.

Authors’ contributions: all authors contributed equally
to this manuscript, revised its final version and agreed for the
publication.

Financing: the research work and the publication of its
results had been carried out with the financial support from
the Moscow City Government Grant for the Implementation
of a Scientific and Practical Project in Medicine No. 0408-1.

Conflict of Interest: the authors declare that they have
no conflict of interest.

Publisher's Note: Pediatria LLC remains neutral with
regard to jurisdictional claims in published materials and
institutional affiliations.

Esakova N.V.®0000—0001—8792—2670
Zimin S.B.®0000—0002—4514-8469
Kovtun E.I.®0000—0002-1508-314X
Vitkovskaya I.P.@OOOO—0002—0740—1558
Gorev V.V.®0000—0001—8272—3648
Pampura A.N.®0000—0001—5039—8473

Cnucok autepaTypsl

1. Anapunaxktuueckuii 1moxk. KImHMYECKNe pPeKOMeHMa-
nuu. M.: Poccuiickas acconmarusi ajyIeprojoroB U KJIWHIYE-
ckux mMMmyHoJsioroB um OOIiepoccuiickas o0IljecTBEHHAasi opra-
Husanus «@Pegepanus aHECTE3UOJIOTOB U PEAHWMATOJIOTOB»,
2020: 36. https://raaci.ru/dat/pdf/allergic_shock 2020.pdf.

2. Muraro A, Worm M, Alviani C, et al. EAACI
guidelines: Anaphylaxis (2021 update). European Academy of
Allergy and Clinical Immunology, Food Allergy, Anaphylaxis
Guidelines Group. Allergy. 2022; 77 (2): 357-377. DOI:
10.1111/al1.15032.

3. Turner PJ, Campbell DE, Motosue MS, Campbell
RL. Global Trends in Anaphylaxis Epidemiology and Clinical
Implications. J. Allergy Clin. Immunol. Pract. 2020; 8 (4):
1169-1176. DOI: 10.1016/j.jaip.2019.11.027.

4. Tejedor-Alonso MA, Moro-Moro M, Mugica-Garcia MV.
Epidemiology of Anaphylaxis: Contributions From the Last
10 Years. J. Investig. Allergol. Clin. Immunol. 2015; 25 (3):
163-175. PMID: 26182682.

5. Ramsey NB, Guffey D, Anagnostou K, et al.
Epidemiology of anaphylaxis in critically ill children in the
United States and Canada. J. Allergy Clin. Immunol. Pract.
2019; 7: 2241-2219. DOI: 10.1016/j.jaip.2019.04.025.

6. Turner PJ, Campbell DE. Epidemiology of severe
anaphylaxis: can we use population-based data to understand
anaphylaxis? Curr. Opin. Allergy Clin. Immunol. 2016; 16:
441-450. DOI: 10.1097/ACI.0000000000000305.

7. Jeong K, Ye Y-M, Kim S-H, et al. A multicenter
anaphylaxis registry in Korea: Clinical characteristics and
acute treatment details from infants to older adults. World
Allergy Organization Journal. 2020; 13: 100449. DOI:
10.1016/j.waojou.2020.100449.

8. Tarczon I, Jedynak-Wgsowicz U, Lis G, et al. Inter-
vention in anaphylaxis: the experience of one paediatric
centre based on NORA reports. Adv. Dermatol. Allergol.
2021; 38 (2): 235—-243. DOI: 10.5114/ada.2019.89715.

9. Poziomkowska-Gesicka I, Kostrzewska, M, Kurek M.
Comorbidities and cofactors of anaphylaxis in patients with
moderate to severe anaphylaxis. analysis of data from the

anaphylaxis Registry for West Pomerania Province, Poland.
Int. J. Environ. Res. Public Health. 2021; 18: 333. DOI:
10.3390/ ijerph18010333.

10. Cardona V, Ansotegui IJ, Ebisawa M, et al. World
allergy organization anaphylaxis guidance, 2020. World
Allergy Organ J. 2020; 13 (10): 100472. DOI: 10.1016/j.
waojou.2020.100472.

11. Dorris S. Fatal food anaphylaxis: registering a rare
outcome. Ann. Allergy Asthma Immunol. 2020; 124 (5):
445-446. DOI: 10.1016/j.anai.2020.02.001.

12. Chippendale S, Reichmuth K, Worm M, Levin M.
Paediatric anaphylaxis in South Africa. World Allergy
Organization Journal. 2022; 15: 100666. DOI: 10.1016/j.
waojou.2022.100666.

13. Pouessel G, Antoine M, Pierache A, et al. Factors
associated with the underuse of adrenaline in children with
anaphylaxis. Clin. Exp. Allergy. 2021; 51 (5): 726—729. DOI:
10.1111/cea.13821.

14. Anagnostou A, Sharma V, Herbert L, Turner PdJ.
Fatal food anaphylaxis: distinguishing fact from fiction. J.
Allergy Clin. Immunol. Pract. 2022; 10 (1): 11-17. DOI:
10.1016/j.jaip.2021.10.008.

15. Yagmur IT, Celik IK, Topal OY, et al. The Etiology,
Clinical Features, and Severity of Anaphylaxis in Childhood
by Age Groups. Int. Arch. Allergy Immunol. 2022; 183 (6):
600-610. DOI: 10.1159/000521063

16. Esakova N, Pampura A, Dustbabaeva N, Baybekova V.
Anaphylaxis in Infants. In: Oner Ozdemir, ed. Allergic
Disease — New Developments in Diagnosis and Therapy.
IntechOpen. 2023: 150. DOI: 10.5772/intechopen.108738.

17. Turner PJ, Gowland MH, Sharma V, et al. Increase
in anaphylaxis-related hospitalizations but no increase in
fatalities: an analysis of United Kingdom national anaphylaxis
data, 1992-2012. J. Allergy Clin. Immunol. 2015; 135 (4):
956-963. DOI: 10.1016/j.jaci.2014.10.021.

18. Dribin TE, Michelson KA, Zhang Y, et al. Are
Children with a History of Asthma More Likely to Have
Severe Anaphylactic Reactions? A Retrospective Cohort



Study. J. Pediatr. 2020; 220: 159-164.e2. DOI: 10.1016/j.
jpeds.2019.12.019.

19. Worm M, Francuzik W, Renaudin JM, et al. Factors
increasing the risk for a severe reaction in anaphylaxis: an
analysis of data from The European Anaphylaxis Registry.
Allergy. 2018; 73: 1322-1330. DOI: 10.1111/al1.13380.

20. Ecakxosa H.B., 3axaposa H.H., Ocmanos H.M. u Op.
Anaduiakcus cpeau geTeil, TOCIUTAIN3UPOBAHHBIX C OCTPBHIMU
aJIePTUYeCKUMY PEaKI[UAMU: IATUIETHUN PETPOCIEeKTUBHBIN
aHanus. Bompockl merckoit pueronmoruu. 2022; 20 (4): 21-30.
DOI: 10.20953/1727-5784-2022-4-21-30.

21. Mullins RJ, Wainstein BK, Barnes EH, et al. Increa-
ses in anaphylaxis fatalities in Australia 1997 to 2013.
Clin. Exp. Allergy. 2016; 46 (8): 1099-1110. DOI: 10.1111/
cea.12748.

22. Pumphrey RS. Lessons for management of anaphylaxis
from a study of fatal reactions. Clin. Exp. Allergy. 2000; 30
(8): 1144-1150. DOI: 10.1046/j.1365-2222.2000.00864.x.

© Koanexmue asmopos, 2024

23. ITamnypa A.H., Ecakoséa H.B. Ta:xenaa anaduiaxkcus
y gmereil: meUMHUIUM, STHUOJIOTUA, MOAXOALI K IPOGUIAKTH-
Ke. Poccuiickuit asneprosiorudeckuii xkypHaia. 2023; 20 (4):
501-511. DOI: 10.36691/RJA15039.

24. Vamvakaris K, Koumpoura A, Farmaki M, et al.
Diagnosis, management and prescription practices of
adrenaline in children with food-induced anaphylaxis: audit
in a specialized pediatric allergy department. J. Pers. Med.
2022; 12 (9): 1477. DOI: 10.3390/ jpm12091477.

25. Grabenhenrich LB, Dulle S, Ruaff F, et al. Epinephrine
in severe allergic reactions: the European anaphylaxis
register. J. Allergy Clin. Immunol. Pract. 2018; 6 (6): 1898—
1906. DOI: 10.1016/j.jaip.2018.02.026.

26. ITamnypa A.H., Ecakosa H.B., [Joromosa [[.]]. u Op.
PegynbTaThl OIEHKN MEKIYyHAPOLHOTO TecTupoBaHusa «OcTpbie
peakmuu y [eTeil» Cpeiu Bpayell PAas3JIUUYHBIX CIIEI[UAJbHO-
creii. Poccuiickuit anneprosorudeckuii sxypuaia. 2023; 20 (1):
29-40. DOI: https://doi.org/10.36691/RJA1589.

DOI: 10.24110/0031-403X-2024-103-2-17-26
https://doi.org/10.24110/0031-403X-2024-103-2-17-26

E.®. )Kykaaunal!, A.H. INamnypal!, T.H. Cyposenko?, A.A. MegBegea?

ITPOOUAN MOAEKYASIPHON CEHCUBUAU3AIIUUN
K AAAEPTEHAM IIVHIHBIX JKMBOTHBIX VYV ITAIIMEHTOB
POCCUNICKON O®OEAEPAIINN

1OCTT «HayuHO-MCCAEAOBATEABCKUN KAMHUYECKUM WHCTUTYT TIeAuaTpun uM. akap. FO.E. Beabruiesa»
OTAOY BO PHUMY um. H.U. TTuporosa M3 P®, r. Mockaa,
2OTBOY BO «TUXOOKEaHCKUU TOCYAAPCTBEHHBIN MEAMITUHCKUHN yHUBepcuTeT» M3 PD, r. BAaAUBOCTOK,
SOATIO OTAOY BO PHUMY um. H.W. Tuporosa M3 P®, r. Mocksa, PO

Konmaxmnuasa ungpopmayusn:

/HKyraruna Eézenun Pedopoéna — K.M.H.,
BpayY aJIepProJor-uMMYyHOJIOT

Tem.: +7 (903) 106-05-24

E-mail: e@zhukalin.ru

Crarpa moctrynuia 6.02.24

IIpunsara K meuatu 29.03.24

ITaTTepHBI MOJEKYISIPHON CEHCHOMIN3AINU He OMMCAHBI JJIA POCCUICKOH MOMyJIANNH, YTO 3aTPY/I-
HAeT Pa3patoTKy NPoGUIAKTHKY, JIUMUAHAIUN U JIEUCHUA MANNEHTOB ¢ ajuiepronarosorueit. Ileas
HCCJICJOBAHUM: IMPOBECTU AHAJIM3 MATTEPHOB CEHCUOWIM3AUNH K KOMIIOHEHTAM AaJIJIEPreHOB ILyII-
HBIX }KUBOTHBIX y NAaIlUEHTOB, oﬁc.nenonarmmx AJIsI UCKJIHYEeHU I ceﬂcuﬁunuaauuu. MaTepI/IaJII)I nu
MEeTOIBI UCCJEeTOBAHUA: MPOAHAJIUZUPOBAHbI pe3yabTaThl 1113 anmeprounnors ISAC y manueHTOB
C IOJ03PEeHNEeM Ha aTOMHI0. Y BCeX MAIMEHTOB ompenejeHsl KoHueHTpauuu sIgE Kk ajnnepreHHbIM
KOMIIOHEHTAM IIYyIIHBIX JKUBOTHBIX. Pesyuasrarsr: y 468 (58,21% ) us 1113 o6caeqoBaHHBIX BBISIB-
JIeHa CeHCHOWIU3auusa K ajiIepreHaM IMyNIHbIX KMBOTHBIX. VI3 HUX K KOUIKe CeHCUOUIU3MPOBAHBI
396 mauuenTtos (84,62% ), cobaxe — 277 (59,19% ), momagu — 98 (20,94% ) u merimu — 26 (5,55% )
nanuenTos. SIgE k Fel d 1 ompenmenena y 90,91% mnanueHToB ¢ ceHCMOMIM3anueil K KOIIKe, a
menuana koHumeHtpauuu sIgE k Fel d 1 Berme, yuem ¥ Fel d 2 (p=0,011) u Fel d 4 (p<0,001)
(5,4 [1,7; 15]). ISU-E, sIgE k Can f 1 BeiaBiaen y 73,29%, k Can f 2 —y 18,05%, x Can f 5 — y
41,52% mnamueHTOB, CEHCHOMJIN3NPOBAHHBIX K co0ake. Cpenu merei mo 9 jieT 4acTOTa BBISBIEHUS
cencuOouausanuu K Can f 5 6b1ia pesxe, uem B rpymme merei crapure 10 ger u B3pocasix (p<0,001).
3akjroueHne: qJIsI POCCUICKON MOIMYJANMU XapaKT€PHA BBICOKAS PACIPOCTPAHEHHOCTH CEHCUOU-
JIN3aNUH K aJUIepreHaM MYUIHBIX JKMBOTHBIX. Y GOJIBIINHCTBA HANMEHTOB HAGIIONAJIACH MOJUCEH-
cubuausanusa K kommnonenram ajuieprenos Komek (Fel d 1) u co6ak (Can f 1, 2, u 5). Beiasiaeno,
uyro Can f 2 o6xamaer Golee BHICOKMM aJIEPTEeHHBIM IMOTEHIIMAJJIOM, YTO IIO3BOJIAET BBHIAEIATh €ro
KaK MasKOPHBIN ajurepreH cobaku. 92,55% manmeHToB ¢ CeHCHMOMIN3aMuel K MYIIHbIM KUBOTHBIM
NUMET HOBBIII[eHHLIfI PUCK PAa3BUTUA aCTMBbI.
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ALLERGENS IN RUSSIAN PATIENTS

IResearch and Clinical Institute of Pediatrics and Pediatric Surgery named after Academician Yuri Veltischev
with the Pirogov Russian National Research Medical University, Moscow,
2Pacific State Medical University of the Ministry of Healthcare of Russia, Vladivostok, Primorsky Krai,
3Pirogov Russian National Research Medical University, Moscow, Russia

Molecular sensibilization patterns have not been yet described for the Russian population, which
makes it difficult to develop prevention, elimination and treatment methods for patients with
allergic pathology. The purpose of this research was to analyze patterns of sensibilization to
components of fur animal allergens in patients examined in order to exclude the sensibilization.
Materials and methods used: results of 1113 Immuno Solid-phase Allergen Chip (ISAC) in patients
with suspected atopy were analyzed. In all patients, sIgE concentrations to allergenic components
of fur animals were determined. Results: 468 (58.21%) of 1113 were found to have sensibilization
to fur animal allergens. Of these, 396 (84.62%) were sensibilized to the cat, 277 (59.19%) to the
dog, 98 (20.94%) to the horse, and 26 (5.55%) to the mouse. sIgE to Fel d 1 was determined in
90.91% of patients with cat sensibilization, and the median concentration of sIgE to Fel d 1 was
higher than to Fel d 2 (p=0.011) and Fel d 4 (p<0.001) (5.4 [1,7; 15]). ISU-E, sIgE to Can f 1 was
detected in 73.29%, to Can f 2 — in 18.05%, to Can f 5 — in 41.52% of patients sensibilized to
dogs. Among children under 9 y/o, the frequency of detection of sensitization to Can f 5 was less
frequent than in the group of children aged over 10 y/o and adults (p<0.001). Conclusion: the
Russian population is characterized by a high prevalence of sensibilization to fur animal allergens.
Most patients had polysensibilization to components of cat (Fel d 1) and dog (Can f 1, 2 and 5)
allergens. It was revealed that Can f 2 has a higher allergenic potential, which in its turn allows
it to be identified as a major dog allergen. 92.55% of patients with sensibilization to Fur-bearing
animals have an increased risk of developing asthma.
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B mocnemnme pecATuiIeTHs OTMEYEHO yBeJn- (l)Hsmqecxon AKTHUBHOCTHh, 3aBOOUJIM OOMAITHUX

YeHHEe PACIPOCTPAHEHHOCTH CEHCUOWIM3aIuu K
aJiepreHaM IIYIIIHBbIX MHUBOTHBIX B IIOIIYJAIIWMN, a
TaKyKe KOJIMUeCTBA OOJbHBIX C aJLIEPrUUYeCKUMU
3a00JIEBaHUSIMHY, IPU KOTOPBIX TPUITEPAMU CHMIITO-
MOB BBICTYHAIOT COOTBETCTBYIOIIME ajiepreHsr [1].

Pa3.TII/IqHI:Ie JOMAaIIITHNE IIMTOMIIBI ABJIAKTCA
COCTABHOI M HEOT'HEMJIEMON YAaCThIO KMU3HEHHOTI'O
YKJaga B IONABJISAIONEM OOJBIINHCTBE CTPAaH.
3Ha‘-II/IMOCTb AOMAIITHUX MHUBOTHBIX MHOT'OI'DaHHA
¥ BJIHKSET HA Pa3JUYHBIE ACIEKThI 0JIaromoJIydns
yeJOoBeKa M o00ImecTBa. ITO U SMOI[MOHAJILHASA
IO IEP’KKAa, BOCIIUTAHUE JeTed B TPAAUIIMOHHBIX
KYJBTYPHBIX ITEHHOCTSAX, B3aUMOJEUCTBUE C IPY-
MU BJaJeJibIlaMM KHUBOTHBIX U 1D. BOJIee TOrO,
MaHgAeMus U JIOKJAyH CIIOCOOCTBOBasu 0OoJiee Tec-
HOMY KOHTaAKTy C HWBOTHBIMU. MHOI‘I/Ie ceMhbl,
CTpEeMACh COXPaAaHHUTh IIPUBBIYHYIO COIIUMAJBHYIO U

IINTOMIIEB. ITocne cuarusa OTrPaHNYUTEJbHBIX MED
Ha IIepeBUIKEHNE YaCThb HaCeJIeHUs IIPOMOJIMKUIIIA
paboraTh ymajJeHHO, 1, OE3yCJIOBHO, 0€3 HOBBIX
IOMAIIHUX IIUTOMIEB YK€ HEBO3MOKHO IIPEICTa-
BUTH MHOI'mie CeMbU.

CoryiacHO MeXXIyHapOAHOMY OIIPOCY, B KOTO-
pom mpuHAau ydactue 6osee 27 000 yuacTHUKOB
u3 22 cTpaH, MOACUUTAHO, 4TO 57% Jomeill NMEeT
IoMa XOTsi ObI OZHO JOMAIIHEe YKMBOTHOE, dJallle
Bcero a1o cobaru (33%) u xomku (23%) [2].

K annepruueckum 3abosieBaHUAM, B IIaTOTeHe-
3e¢ KOTOPBLIX NOKa3aHa POJb AJIJIEPreHOB IIYIITHBIX
JKHUBOTHBIX, OTHOCATCHA aTONUYEeCKUN AepMaTur,
aJlIepruyecKuii PUHUT, OPOHXMAJbHAA acTMa u
ajlepruvyeckasi Kpanusauiia. PopMupoBanme CeH-
cubmIM3anuu K ajiepreHaM OYIIHBIX JKUBOT-
HBIX IIPECTABJIAETCS IIPOI[ECCOM, OIPEIeISTIOIIIM-



Ccs1 KaK OCOOEHHOCTAMU BSKCIIO3UIUMU KUBOTHOTO
(MHTEHCUBHOCTBIO M UYACTOTON KOHTaKTa), Tak u
BO3pacToM Cy0BeKTa, HaJUYMeM IIPeapacIosio-
JKeHHOCTH ¥ Ap. VICTOYHWUKOM aJlIepreHOB MOTYT
OBITh TIEPXOTh, CJHIOHA W MOYa, CEKPET MOTOBBIX U
caJbHBIX JKeje3. AJIepreHbl »KUBOTHBIX IEePEeHO-
CATCS 1O BO3AYXY, OOHAPY!KMUBAIOTCA B MBLIN, Ha
MOBEPXHOCTAX IIPEJMETOB ObITa, OIerKIe XO035€B,
cucteMe BeHTHIAUHU [3].

BosmosxkHOCTS, pasBuTusa MaHudecramuii y
CeHCUOUIMBUPOBAHHOTO CYOBEKTa MPU KOHTAK-
Te C PeJeBAaHTHBLIM JKUBOTHBIM B €CTECTBEHHBIX
YCJIOBUAX CBs3aHA CO MHOMKECTBOM (DaKTOPOB —
0COOEHHOCTSMHU 9SKCIO3UINK aJIJIepreHoB (mopoma
U COCTOSTHME 3J0POBbA JKUBOTHOTO, 3aMKHYTOE
MIPOCTPAHCTBO, TECHBIN KOHTAKT, OTCYTCTBUE BEH-
TUIAIUNA, IJIATEJbHOCTh ¥ [AP.), ePCOHAJLHBI-
MU XapaKTepUCTUKaMU MalrueHTa (KOHIeHTPAIUA
amneprercunenupuueckoro IgE (sIgE) k ncrouHuky
U KoMmIoHeHTaM u obiero IgE, mamunuume aJiep-
rmYecKmx 3a00JIeBaHUNl U CTEIeHb UX KOHTPOJIA,
IIPUCYTCTBUE 0asucHOU (apMaKoTepamuu, COIYT-
CTBYIOIAA HeaJJlepruyecKas maTojaorus u ap.) [4].
B cBsA3U ¢ 9TUM OIEHKA HAJUUYUS U KOHI[EHTPAIUN
sIgE kK aJulepreHaM NYIIHBIX KUBOTHBIX KMEET
BayKHOEe 3HAUEHMWE C TOUYKU 3PEHUS BePOSITHOCTU
BOBHUKHOBEHUS CHUMIITOMOB, pPa3paboTKU aJijiep-
reHcnenudpuueckoit mmmyHorepanuu (ACUT) u
9 peKTUBHON NTPOPUTAKTUKIN.

B mocienHuMe TroAbl IIUPOKO WCIOJB3YETCH
KOMITOHEHTHAsA AUArHOCTUKA, MIO3BOJIAIOINAA OIpe-
nenarsb ypoBHU SIgE K KOHKpeTHBIM OelkaM (KoM-
IIOHEHTaM) aJljaepreHa.

XopoIIo M3BECTHO, UTO IOBBIIIIEHHBIE YPOBHU
sIgE K ajiepreHaM IYITHBIX KUBOTHBIX CBSI3aHBI
C aJIePrUYecKMMU CUMIITOMaMHU. P#Am MOJEKYJT
ayiepreHa 6b11 onucaH y Koirek (Felis Domesticus)
u cobak (Canis familiaris). OcHOBHBIM ajlTepreHoOM
KomKku sBidercsa yreporiooun Fel d 1 [5], Ha
KoTopslit mpuxoautcsa oT 60% mo 90% Bcex peak-
nuii Ha ajiepreHsl Koiek [6]. K uwmcay muHOp-
HBIX aJJIEPTeHOB KOIIeK OTHOCATCS CHIBOPOTOUHBIM
ansoymuH Fel d 2, nmunmokanuusl Fel d 4 u Fel d
7, a TakKe ygaTepuH-mogo0HBIN Fel d 8. OcHoBHOIT
aniaepren cobaxku (Canis familiis) Can f 1 BmecTe
c Can f 2, Can f 4 u Can f 6 mpuHAIJIEKUT K
cemeticTBy JsumokanmaoB. Coobitasochk, uro Can
f 3, coiBopoTouHbIil anbbymuu, u Can f 4 aBidA-
I0OTCS MeHee BasKHBIMU aJjiiepreHamu. V3BecTHO,
yro Can f 5, mpocraTuyecKuii KaJLJIUKpPEUH B
MOue caMIloB co0aK, pacmosHaercsa 6O0JbIle, YeM Y
MOJIOBUHBI IAIlM€HTOB, CEHCUOMJIN3UPOBAHHBIX K
cobakam [7].

AJjteprusi Ha KOIIIEK W/WJau cO0AaK CUUTAETCSA
OHUM U3 OCHOBHBIX (DAKTOPOB PHUCKA PA3BUTUA
acTMbI W PUHUTA, a CEHCUOMIM3AIUSA K OHTUM
ajlepreHaM CBs3aHA CO CHUJKEHUEM KadyecTBa
JKUBHU, a TaKJyKe C IOBBIMIEHWEM OPOHXUAJIBHOMN
TUIIePPEaKTUBHOCTA U BOCIAJIEHUSA bIXaTeJIbHBIX
nyreit [8]. Kpome Toro, mosmceHcubuamsanud u/
WU TepeKpPecTHasi PeaKTHUBHOCTh 10 OTHOIIIEHUIO
K KOIlIKaM, cobakaM ¥ APYIUM MJICKOIUTAIOIINM

SKUBOTHBIM acCOIUUPYyeTcs ¢ 0ojiee TAMKEIbIMU
ajieprudeckuMu 3abosepanuamu [9]. B uacTtHO-
CTH, CEeHCUOMIMBAIUA K YyTEPOTJIOOUHY UM JIUIOKAa-
JIMHAM CBf3aHA CO 3HAUUTEJIbHBIM IOBBIIIIEHUEM
pUCKa pasBUTUA aCTMbl, pUHUTA, B T.4. HEKOHTPO-
JUPyeMbIM UX TeueHueM. ¥ poBeHb Fel d1, Can f1,
Can f2 B Bo3gyxe, HaIUUMe MOJUCEHCUOMIN3AIIUN
TaK’Ke CBA3AHBI C IOBBINIEHUEM (QPAKIIUU OKCHAA
asora B BbIgbIxaemoMm Bosnayxe (FeNO), cHuKeHU-
eM o0Bema (popcupoBaHHOTO BbIZoxa (OPB) Ha
20% BO BpeMsA IPOBeINeHUS TIPOBOKAIIIOHHOTO
Tecta ¢ MeraxosuaoM [10].

B Hacrodimiee BpemMsa TpoQUIN CEHCUOMIM3A-
OUU K ajiepreHaM OYIIHBIX JKUBOTHBIX AKTHUBHO
M3yYaroTcA KaK y OTAeJbHbIX WHIWBUAYYMOB, TaK
U B momyJasanuu. Kpome TOro, maydyeHume marrepHa
CeHCUOMIUBAINY TIPEJCTABIAET OCOOBINT MHTEPEC ¥
TMaINEeHTOB C CUMIITOMaMU aJIIePTUUecKux 3aboJie-
BaHm# [11-14]. Ananus pes3yJbTaTOB IIOCJIEIHUX
UCKJIIOUUTEJIbHO aKTyaJleH IJid paspaboTKuU cTpa-
TEruu TEePAleBTUUYECKUX U IPOPUIAKTUUECKUX
MEPONIPUATHUI B 9TOI 00JIacTH.

Ilenp wucciemoBaHWA: MPOBECTU AaHAJMU3 IIAT-
TEePHOB CEHCUOMIM3AUU K KOMIIOHEHTaM aJliepre-
HOB IYIIHBIX JKUBOTHBIX Y MAIMEHTOB PA3JIUUYHBIX
BO3PACTHBIX T'PYII (B3POCIBIX U AETei), MMeBIINX
CUMIITOMBI, CBHUJETEJIbCTBYIOI[E O BO3MOMKHOM
HaJIUYUU aJlJIepruYecKux 3ab0JIeBaHMIA.

MaTepuaJjsl 1 MeTOAbI MCCJIETOBAHUS

HAu3ain uccnedosanus: HAYIHO-UCCIENOBA-
TeJbCKasa paboTa mpeacTaBsieT co00ii OAHOIIEHTPO-
BOE KOTOPTHOE PEeTPOCIEeKTHBHOE HCCJIeIOBaHUeE.

Ycnoeua npoeedenusn uccnedosanusn

UccnemoBanme mpoBemeHo B mepuon c¢ 2018
mo 2022 rr. ma 6ase MeXKIYHAPOTHOM CETU KJIU-
HUKO-IUarHocTuYecKux Jaboparopuit Curuiaad Ha
Teppuropun Poccuiickoit Penepanunu: Besropon,
Bpsanck, Baagusoctok, Bragumup, ExaTepunoypr,
UBanoso, Kasaub, Kanuuuurpazn, Kanyra, Kupos,
Kocrpoma, Kpacuomap, Kpacuosapck, Kypck, JIu-
eIk, JJo6us, MockBa, Hagsim, Haspaub, Huskunmit
Hosropoxa, HoBocubupck, HoBbiii Ypenroii, Poc-
ToB-Ha-Ilony, Pasaub, Camapa, Caukr-IleTepOypr,
Tseps, Tyina, Yda, dpocaasib.

Kpumepuu coomeéemcmeusn

Kpumepuu 8xaueHus:

e 1100011 BospacT oT 0 u Gojee JeT;

e oOpaTHBINMECA II0 HAIIPABJIEHUIO Bpada WU
CaMOCTOSATEJbHO B JJaOOPATOPUIO IS MCKJIIOUEHU
CeHCHUOMIn3aIlun.

Ileneevie noxazamenu uccnedosanus

OcHo8HOlL nokasamenb UCCLeI08AHUI:
nentpanuu sIgE.

Memodvl udmepenusn yeneéblx noxkazamenei

Koumnenrpanuu sIgE ompeneneHbl ¢ MCIOJIb30BaAHU-

KOH-

eM asjeprouniia Ha ocHoBe TexHosioruu ISAC (Thermo
Fisher), mosBosAIONIETO OLIEHUTH CEHCUOUIMBAIUIO K
112 annepreHHBIM KOMIIOHEHTaM 3a OAWH 3a00p KPOBH.
AJNUKBOTBI CBIBOPOTKM II0 35 MKJ HMHKyOMpOBaIu Ha
MUKpoMaTpuiie B TeueHue 120 MUH IpU KOMHATHOMHR

TeMIiieparype, a IIpeaMeTHBbIe CTeKJia IIPOMBbIBaJIX U




o 2

om 103/

UHKYOUpOBaJu ¢ (JIYOPECIeHTHO-MEUEeHHBIMU AHTUTE-
namu npotuB IgE (Thermo Fisher) B Tteuenue 30 muH.
3aTeM YMUIbl TPOMBIBAJIM, CYIIWJIN U aHAJIMN3UPOBAJIHU C
TIOMOIIbI0 KOH(MOKAJHLHOTO CUUTHIBATENSA MUKDPOUYUIIOB
Laser Scan (LuxScan 10K/A; Capital-Bio, Ilexwun,
Kuraii). Pesysnbrarsl GbLIN OIEHEHBI C IIOMOIIBIO IIPO-
rpammMHOTO obecreuenusi Phadia Microarray Image
Analysis u npefcraBiieHbl B CTAHIAPTU3UPOBAHHBIX €/IU-
aumax ISAC. IToporoBoe 3HaueHue OBIIO YCTAHOBJIEHO
Ha ypoBHe 0,3 crangaptTusupoBanubix eguHuI ISAC nma
obounapy:xenus IgE (ISU-E).

Hauuble mepenaHbl o0e3nudeHo. VcciaemoBarensam
OBLIM M3BECTHBI YPOBHU KOoHIeHTparuu sIgE, mox u Bos-
pacT manueHTa W PEeruoH, B KOTOPOM OBLI IPOU3BENEH
3a00p KpOBU.

Cmamucmuieckue npoyedypoul

IIpunyuns. pacuema pa3mepa 6bLOOPKU: DPasMep
BBIOOPKY IIPEIBAPUTEIBHO HE PACCUUTHIBAJIN.

Cmamucmuyeckue memodvl. CTaTUCTUYECKUI aHA-
U3 TPOBeJeH ¢ IMoMomlbio mporpamMmbel IBM SPSS
Statistics v.27.0, CIIA wu Microsoft Excel v.16,
CIIA. KareropmajbHble IIepeMeHHBIE OIHUCHIBAIHN
C IOMOIIBIO a0COJIIOTHBIX YWCEeJI ¥ IIPOIEHTOB; [JIA
CPaBHUTEJHLHOTO AaHAJIMW3a WCIOJIb30BAIU KPUTEPUM
Xwu-kBagpar Ilupcona. YUuTeiBasg OTCYTCTBUE HOPMAJIb-
HOCTU pacIpefesieHUs KOJUYECTBEHHBIX NAHHBIX (KPHU-

Tepuit Illanmupo—Yuaka), B KadecTBe OIHNCATEIbHBIX
CTATUCTUK KCIOJIB30BANU Meguany, 1-ii u 3-i1 KBapTUIN
(M [Ql; Q3]), mnsa cpaBHUTEJIBHOTO aHaNW3a Hesa-
BHCUMBIX TIDPYIIl WCIOJBH30BAJIN HellapaMeTPUUYeCcKUe
kputepuu Mansa—Yurau u Kpackema—Yosunuca, a niusa
OIlEHKM B3aMMOCBA3ell — KO3(hPUIIMEHT KOPPeJadaruu
CrnupmeHna. Pasiauuums cuumTaau CTATUCTUYECKU 3HAUM-
mbiMu npu p<0,05.

Imuueckan Ikcnepmusa. Hayuno-ucciaenoBareisb-
ckasa pabora omobOpeHa JIOKaJbHBIM KOMUTETOM IIO
stuke npu OCII «HayuHo-ucciienoBaTebCKUN KJINHU-
YeCKUH WHCTUTYT NeAUATPUU U LEeTCKON XUPYyPruy WM.
akazn. [O.E. BeaprummeBa» ®Ir'AOY BO PHUMY wum.
H.U. ITuporoa M3 P® (mpotoxos Ne 1/24).

Pe3yabTaTsl

Dopmuposanue 6bL60pKU UcCLed06aAHUAR

Y 804 nammentoB u3 1113 BbIgBIIeHA CEH-
cubuaIM3anusd MHUHUMYM K OJHOMY AaJjljiepTeHy.
Y 468 mnanueHTOB BBISIBIEHA CEHCUOMJIM3AI[HSA
MUHUMYM K OJHOMY AaJIJIepPTeHy MIYIITHBIX YKUBOT-
HbIX. CeHCUOMIN3aUa MUHIMYM K OJHOMY aJijiep-
reHy KOIINKMN BbIABIeHAa y 396 mamueHTOB, UTO
coctaBuiio 84,62% malUeHTOB C SMUAEPMAaJIbHOMN
ceHcubmausaiueit, cobaxku — 277 (59,19%), somia-
o — 98 (20,94%) u mermu — 26 (5,55%) (puc. 1).

ITanmenTHI, KOTOPBIE OOPATUINCH
¢ MOoJO3peHueM Ha ajuiepruio, n=1113

v

L CeHCHOMIN3UPOBAHBI MUHUMYM K OJHOMY

aJIepreHHoMy KommoHeHTy, n=804 (72,24% )J L

!

v

Cencubunsanus He BbIABJIEHA,
n=309 (27,76%)

CeHCUOUIU3UPOBAHBI MUHUMYM K OJHOMY |

sMUAepMaJbHOMY ajliepreny, n=468 (58,21%) |

|

! \

CeHCUOMIN3UPOBAHBI
MUHUMYM K OJHOMY
ajIepreny cobaku,

n=277 (59,19%)

CeHCUOUIN3UPOBAHBL
MUHUMYM K OJHOMY
aJIepreHy KOIIKHU,

n=396 (84,62%)

CeHCHOMINBUPOBAHBI CeHCUOMIN3UPOBAHEBL

MUHUMYM K OTHOMY
aJlJIepreHy JIOIIanu,
n=98 (20,94%)

MUHUMYM K OLHOMY
aJIIepreHy MBIIIH,
n=26 (5,55%)

v

CeHCHUONIN3UPOBAHBI
> K Feld 1, >

n=360 (90,91%)

CeHCUOMIN3UPOBAHBI
K Can f 1,
n=203 (73,29%)

CeHCUOMIN3UPOBAHBI
K Equecl,
n="78 (79,59%)

CeHCUOMIN3UPOBAHBL
K Mus m 1,
n=26 (100%)

CeHCUOMIM3UPOBAHBI
- K Fel d 2, >
n=53 (13,38%)

CeHCcUOUIM3UPOBAHBI
kK Can f 2,
n=50 (18,05%)

CeHCUOMIM3UPOBAHBI
K Equ ¢ 3,
n=30 (30,61%)

CeHCHOUIN3UPOBAHBI
kK Can f 3,
n=47 (16,97%)

4 N\
CeHCUOMIN3UPOBAHBL
L >| K Fel d 4, >
n=144 (36,36%)

AN J

CeHCHUOMIN3UPOBAHBI
L5 K Can f 5,
n=115 (41,52%)

Puc. 1. /Iu3aiin ucciaeqoBaHuA U BBIABJsAEMAasdA YaCTOTAa CEHCHOMIM3AIMU K ajljIepreHaM IYHNIHBIX 'KUBOTHBIX.




Xapaxmepucmurxu évi60opru (zpynn) uccre-
dosanusn

IIpoBemeH aHaiu3 pe3yJbTATOB KOHIEHTPAI[AN
sIgE y 1113 manuenToB B Bo3pacte oT 0 10 72 jeT
(Me — 10 [5; 26]). ¥ 804 nammenTtoB m3 1113
BBISIBJIEHA CEHCUOMIM3AINA MHUHUMYM K OJHOMY
angepreny. ¥ 468 malueHTOB BBLIABJIEHA CEHCUOU-
JIU3aIusag MUHUMYM K OJHOMY AJIJIePTreHy MYIITHBIX
SKUBOTHBIX, 13 HUX 261 mansumk u 207 neBouek.
ChopmupoBano 4 BO3pACTHBIE TPYMIBI C I[EJIBIO
aHajM3a MaTTePHOB CEHCUOWIM3AIUU B Pasjiny-
HBIX BO3PACTHBIX rpymnmnax: 1-a rpymnma — ot 0 go 4
get (100 mamuenToB), 2-g rpymnma — ot 5 g0 9 jet
(125 mamuenToB), 3-A4 rpynmna — ot 10 mo 17 jer
(87 manueHTOB) U 4-4 rpynna — manueHTH 18 Jer
u crapire (156 mamuenTos) (Taba. 1).

PesynbraTtel aHanuda KoHIeHTpanuu IgE
MOKasaju, YTO BO3PACT CTATUCTUYECKU 3IHAUUMO
BAUseT Ha KoHIeHTpanuio IgE k amneprenmy Fel
d 4. Pasnuunue 00ycsoBiIeHO GoJjiee HU3KUM yPOB-
HeM MeamaHbl B 4-ifi BodpacTHOi rpynme (18 et
U cTaplle) OTHOCUTEJIBHO [PYTHUX BO3PACTHBIX
rpynn (MeToj apHOTo cpaBHeHuA: rpymna 1 u 2
p=1,000; rpynna 1 u 3 p=1,000, rpynna 2 u 3
p=1,000, rpynna 1 u 4 p=0,036, rpynna 2 u 4
p=0,064, rpynma 3 u 4 p=0,230).

YpoBuu kKoHIeHTpanuu sIgE TakKe Ol
mojesieHbl Ha 4 KaTeropum MAJs ONpemeeHusd
PUCKOB Pa3BUTHUSA CUMIITOMOB ajuieprum: 1-a Kare-
ropua — sIgE ot 0,3 mo 0,99 ISU-E, 2-a karero-
pua — sIgE ot 1 mo 3,49 ISU-E, 3-a kareropus —
sIgE ot 3,5 mo 14,99 ISU-E u 4-a — sIgE>18 ISU-E.

OcHoénble pe3ynrbmamol Uccne006aHUS

IIpoBesen aHaAW3 YACTOTHI BCTPEUAEMOCTH
pasnuuHbIiX ypoBHel sIgE m mx menman K ajep-
reHaM MOYIIHBIX JKWUBOTHBIX y 468 mamueHTOB,
UMEIOI[UX COOTBETCTBYIOIIYI0 CEHCUOUIN3AINIO
(puc. 2, Taba. 1).

Annepzennvie KOMNOHEHMbL KOWKU

Y 396 mamueHTOB BBIABJIEHA CEHCHUOMJIN3AIUA
xoTa Obl K omHomy ajuiepreny kKomku (Fel d 1,
Fel d 2, Fel d 4). Cpenu Hux mpeobJamaioniuM
amaepreHoM okasaisica Fel d 1, cemcubGuamsarus
K Koropomy ompenenaerna y 90,91%. Meauana
koumentpanuu sIgE x Fel d 1 craructuuecku
3HaumMo BhImIe, ueM K Fel d 2 (p=0,011) u Fel d
4 (p<0,001) (5,4 [1,7; 15] ISU-E (Tabxa. 1). ¥V ceH-
cubunusupoBaHHBIX K Fel d 1 B 57,58% cayuaen
BBIABJIEHA MOHOceHcuOuausanua (puc. 3). Kpome
TOoTO, Vv 53 uesmoBek (13,38% ) BLiABIEeHaA ceHCUOU-
ausanug K Fel d 2, y 144 nanuenTos (36,36 %) —
K Fel d 4. ITonucencubunusamus (Fel d 1, Fel d
2 u Fel d 4) mabaioganacs y 26 uemnosex (6,57%).
OcobenHo BaxkHO, uTo y 9,01% maimmeHTOB OTCYT-
CTBOBaJIa CEHCUOMIM3AIUN K OCHOBHOMY KOIIIaube-
My ajiepreny, Fel d 1.

Annepzennvie KOMNOHEeHMbL COOAKU

Cpenu maIlMeHTOB, CEHCUOUIU3UPOBAHHBIX K
ajIepreHaM IIYIIMHBIX JKUBOTHBIX, BBIABJIEHO 277
MaIUeHTOB C CeHCUOMIn3anueii MUHUMYM K OJHO-
my ajsuiepreny cob6axku (Can f 1, Can f 2, Can f 3,
Can f 5), uto coctaBuiio 59,19% . Can f 1 BeIgBIEH

30 — -
10 | B

7Canf1 Canf2 Canf3 Canf5 Feld1 Feld2 Feld4 Equc1l Eque 3 Musm 1

M sIgE or 0,3 10 0,99 ISU-E
sIgE ot 1 no 3,49 ISU-E

sIgE or 3,5 go 14,99 ISU-E
M sIgE >18 ISU-E

Puc. 2. Yacrora u koHuernrpauusa sIgE kK kKommoneHTam
cpeaM MANUEeHTOB, UMEIIUX CEHCUOMIM3AIUI0 K JIUIep-
MaJBHBIM ajureprenam, % (n=468).

Feld1

n=360 228

13

>
B

Feld4
n=144

Puc. 3. luarpamva BeHHa ceHCHMOMIM3aIMU K ajliepreHam
KOIIeK, IeMOHCTPUPYIONIAA YACTOTY MOHOCEHCHOMIM3AIUKN
u kocencuOounusanuu K Fel d 1, Fel d 2 u Fel d 4 (n=396).

KaK JOMUHUPYOINI KOMIIOHEHT aJIjIepreHa cooax —
73,29% mnamueHTOB OT BCEX, KTO MMeJ CeHCHuOu-
JM3anUi0 K cobake, MMeJIM 4YyBCTBUTEJIBHOCTH K
STOMY aJlJIepreHy.

OrMeueHO, UTO MeauaHa KoHIleHTpanuu sIgE
K gunokaiauny cobaxu Can f 2 BbIllle MeIuaH KOH-
meutpanuii autTuresa K Can f 1, Can f 3 u Can f 5,
uTo coctaBuio 5,25 [2,5; 22,5] ISU-E nporus 2,8
[1,05; 11] ISU-E, 2,6 [0,9; 6,35] ISU-E u 1,9 [0,8;
6,05] ISU-E coorBercTBenHo (Tabs. 1). Ho craru-
CTUYECKN 3HAUYMMOE PAas3jInulie BBISIBJIEHO TOJIbKO
npu cpaBuenuu Can f 2 u Can f 5 (p=0,007).

Cencubunusanusas K Can f 5 BwigBiaeHa ¥y
41,52% B Hale#t BLIGOPKE MAITMEHTOB, WMEIOITNX
CeHCUOMIN3AINI0 K a/IIePreHaM IYIIHBIX KHUBOT-
HeiX. Cpeau HUX IOJIOBUHA MMEIT MOHOCEHCHUOU-
ausanuio K Can f 5 (53 mamuenTa, 4To cocTaBgeT
19,13%) (puc. 4). 54 manumenta (19,49%) ne
VMEIT CeHCUOMIN3AUN K Ma)XOPHOMY aJlIepreHy
cobaku (Can f 1).

B xome wucciemoBaHmsa HaOJIOZagach 0oJiee
BbIcOKasa BuIABIAeMocTh SIgE k Can f 5 y cy6®-
€KTOB B 00Jiee CTapIINX BO3PACTHBIX TIPYIIHax
(v meteit crapie 10 jeT u y B3pocabix) (Tabi. 2).
IIpu srom xoumentpanusa sIgkE k Can f 5 ¢ Bospac-
TOM CTATHCTUYECKM 3HAUMMO He KOppeJIrpoBaJia
(r=-0,032, p=0,735). Omenena uacToTa BCTpEe-
yaemoctu ceHcumOouamsanmuu K Can f 5 B pasHBIX




Tabauua 1

KoanuectBo manueHToB u KoHUeHTpanud sIgE k anmepreHamM mynrHpIX KMBOTHBIX
B Pa3HBIX BO3PACTHHIX rpymmax (n=468)

Bcero 0—4 ner 5—9 xer 10-17 ner 18 ger u crapure
KO0JIN- KOJIH- KO0JIn- KOJII- KOJIH-
YeCcTBO YecTBO YeCcTBO YeCTBO YecTBO
Hamve- | TAamu- nanu- namu- namnu- nanu- Kpu-
HOBa- €HTOB €HTOB €HTOB €HTOB €HTOB Tep]}[ﬁ
. C KOH- M C KOH- M C KOH- M C KOH- M C KOH- M Rpac-
uent- 1: nenT- 1: uenT- 1: uenr- 1: uenT- 1: Kana—
wer- | pemnei | (G5yip | pamneit| gp’eh | pamnei | (G573Eh | pammer| (G55%" | pamnen| 955%" | vonmea
K aJuIep- K ajuiep- K aJuIep- K aJuiep- K aJuiep-
reny reny remy remy reny
0oJIbIIIe 0O0JIBIIe 0oJIbIIIe 00JIbIIE 00JIBIIe
0, n 0, n 0, n 0, n 0, n
5,4 4,6 6,2 6,2 5,2
Feld1| 360 | 1y 20ys1 | ™ | 6:131 | 99 |[1,95:15,5] r | (2,65 191 | 17 | (1,515 | 9570
2,6 2,25 1,8 7,9 2,3
Feldz] 53 Jroo'ss | ' Jos2sirz| O |porhie) | % [rrasisn | M7 | [1s/ss | 0%
4,3 5,5 5,5 6,7 1,4
Feld 4| 144 |16 075 191| 31 |[25;14,51| 37 | 1,6:131 | 22 | 1,253,151 | °* | o065 7,6] | 9012
2,8 2,1 3,5 41 2,4
Canf 1\ 202 |1y o5 117 47 |10,9;4,6] | °3 |[1,4; 12,751 40 [1,2: 14] 62 | 10,80 147 | 0259
i8
5,25 4,25 25,5 5,6 8
Canf 2| 50 |55 99511 18 |[2,5:8251 10 |[[5,4:46,551| ¢ |[3,7 12,751 1° 152";’5] 0,469
2,6 2,4 1,7 4,6 2,6
Canf3| 47 115976351 14 | 0,858 | 12 |[0,8:6,15]1| * |[2.5; 83251 17 .i; ey | 9922
1,9 1,7 5,5 2 1,8
Canf5| 115 119576051 16 (1,158,951 18 | 10,9:151 | 36 |[0,9: 5,551 | %0 |[o,7; 4,251 0764
2,05 1,25 2,8 2,1 2,85
Pawed) W 1 @im | " jorrdsiss) T neiss | 10 oemest | 2T | o.7isy | @3
2,5 2,95 1,9 3,75 1,35
Hawedl 30 Iy 1536751 8 |l255: 56251 B |l07%33251| % |[3.675:3825] 2 (1,073 4,65] 330
2,7 1,6 4,6 2,55 4,35
Msmll 26 |97 5| 3 |[1,271,61| ° |27 76| O |[Le: 325 3 |08 9,525 0354
Beero | 468 100 125 87 156
Tabruua 2

AGCOIOTHOE M OTHOCHTEJIbHOE KOJMYECTBO MAIMEeHTOB, ceHcuOouausupopanusix k¥ Can f 5,
B Pa3HBIX BO3PACTHHIX rpymmnax (n=468)

Boopacrman rpymma | o nataomon Geo [ Kommsecmo nasneinon ¢ spsmtonto
0—-4 jer 84 (23,8%) 16 (13,9%)
5-9 rer 112 (31,7%) 13 (11,3%)
10-17 ser 53 (15,0%) 35 (30,4%)
18 mer m crapie 104 (29,5%) 51 (44,3%)
Beero 353 (100%) 115 (100%)

BO3PACTHBLIX TI'PYIIax. B BO3pacTHBIX I'PYIIIax OT
0 o 4 ser u or 5 10 9 JEeT YMCIO CEeHCUOMIUBU-
POBAHHBIX MAIMEHTOB cocTaBujo 16 u 13 uesoBek
COOTBETCTBEHHO. JTa 3aKOHOMEPHOCTH ITPOLOJIMKA-
Jla pasBUBATbCA B BOBPACTHBHIX rpynmax oT 10 mo
17 smer u ot 18 ser u crapiie, rae CeHCUOUIUIU-
poBaubl 35 1 51 manueHT COOTBETCTBEHHO (puc. 5).
Takum o0pasomMm, y ImamueHTOB B Boapacte 10 jeT
¥ CTapllle CTATHCTUYECKHU 3HAUMMO Yallle BLIABJIS-
Jack cencubunusanuda K Can f 5. Takum ob6pasowm,
yacToTa BCTpeuaeMocTu cermcubmausanuu K Can f
5 3aBuUCHUT OT Bo3pacTHOM rpynnsl (p<0,001).

Annepzennvle KOMNOHEHMbL LOULAIU

Cencubuausanuss K ajjepreHam JIOIIagu
BolaByeHa y 98 mamumenTtoB (20,94% cencubuam-
3MPOBAHHBLIX K AJIJIEPreHaM IIYIIHBIX KHBOTHBIX).
Cpenu aux y 30,61% BbIsIBJI€HA MOHOCEHCHUOUJIM-
3aluA K ChIBOPOTOUYHOMY AJbOYMHHY JIOLIAIN.

Annepzennvle KOMNOHEHMbL MbLULU

Pesxe Bcero o0Hapy:KUBaIaCh CEHCUOMIN3AIMS
K ajiepreHaM Mbimu — 26 mamuenTtoB (5,56% oT
MAIeHTOB C AMUAepPMaJbHON CceHCHOmIU3aIuen).
ToNbKO y 2 NAIlMeHTOB BBISBJIEHA MOHOCEHCH-
OumMsanusi K JUIOKAJUHY Mblmn. OcTajabHbIe




Puc. 4. lnarpamma Benna ceHcHOMIM3anuu K ajjepreHaM
co0aK, AeMOHCTPUPYIOWIAs YacCTOTY MOHOCEHCHOMIM3AIMHI
u KocencuOnamuzauuu K Can f 1, Can f 2, Can f 3 u Can f
5 (n=277).
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Vr1epornobun

. JIunoxanua

. CHIBOPOTOYHEIH ans0yMHH

‘ Kammxpenn

Puc. 7. Ilnarpamva BeHHa ceHCHOMIM3AIMM K aJLIepPreH-
HbIM KOMIIOHEHTAM IIyIUHBIX SKMBOTHBIX, JXEMOHCTPUPYIO-
Ias YaCTOTy MOHOCEHCHOMIN3AIMH ¥ KOCEHCHOMIN3AIUT K
YTeporio0uHy, JUNOKAJIMHAM, KAJIMKPEeNHY M ChIBOPOTOY-
HBIM aJbOyMHUHAM.
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0-4 roma 5-9 Jjer 10-17 mer

M sIgE or 0,3 mo 0,99 ISU-E [ sIgE or 3,5 no 14,99 ISU-E
W sIgE or 1 no 3,49 ISU-E M sIgE >18 ISU-E
Puc. 5. Yacrora um koHuenrpamusa sIgE k kamkpeunny

camua co6aku Can f 5 cpeaqu manueHTOB, HUMEIOIIMX CEHCH-
OMIM3AIUI0 K 3MUePMaJIbHBIM ajiieprenam (n=468).
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Puc. 6. Iuarpamma BeHHa ceHCMOMIM3AUMU K IYUIHBIM
KMBOTHBIM, IE€MOHCTPUPYIOIIAs YaCTOTy MOHOCEHCHOHJIH-
3anyuy ¥ KOCEHCUOMIM3anNy K ajjlepreHaM KOIIKH, CO0aKH,
Jomany u Meimu (n=468).

Nowaap >

Mbiwb

MaVeHThl WUMEJH CeHCHOWJIM3AIUI0 U K JPYTUM
ajepreHaM IWYITHBIX KUBOTHBIX: 92,3% wumenu
CeHCUOMIN3AINI0 KaK MUHUMYM K OJHOMY aJlIep-
reny kKomku, 69,23% — K amepreHy cobaku u
73,08 % — K anyjepreHy JOIIAmHU.

Pacnpocmpanennocms un0u6udyanvHuvLx
MONEKYNAPHBLX npodunell Yy nayuenmos, ume-
WUX CeHCUOUNUIAYUIO K ANLleP2ZeHAM NYULHBLX
HCUBOMHBLX

B xome wmcciemoBauHusA OBLIO OIpPENEIeHO, UTO
KJIIOUEBBIMHU aJIJIepPreHaMy JKUBOTHBIX SABJIAIOTCSA
aJIepreHbl KOIeK u cobak. Takoil BBIBOZ cuesaH
KakK II0 YacTOTe BCTPEUaeMOCTU CEeHCUOMJIM3AIUU,
Tak U 1o MeamaHe KoHIeHTpanuu slgE. I'pynna
mereit or 0 7m0 4 JeT MPOAEMOHCTPUPOBAJIA CAMYIO
BBICOKYIO PACIPOCTPAHEHHOCTb CEHCUOMIM3AIUU K
ajlepreHaM KOIIKU, xocturinyio 94% (taba. 1).
IlouT mOJIOBMHA TAIMEHTOB C CEHCUOWJIM3AIlH-
el K ajurepreHaM co0aK MMeJIU CEeHCUOMJIM3AIUI0
K ajieprenam Korrexk (134 mamumenta, 48,37%).
MoHoceHCHOMIM3ANSA K ajjiepreHaM JOIIagu He
BBISIBJIEHA, UTO MOYKET CBUETEJIHLCTBOBATH O BBICO-
KOM ypOBHE TEepPeKpPeCcTHON PeaKTUBHOCTU aJjljIep-
TeHOB JIOWIAAU C APYTUMU IYITHBIMU JKUBOTHBIMU
(puc. 6).

Cpeau 360 mammeHTOB, CEHCUOUJIM3UPOBAH-
HBIX K yTeporsoouny, 142 mammueHTa UMeJu MOHO-
CeHCHOMIU3aIUui0 K 9TOMY ajaeprexny (puc. 7).
BoJbIIMHCTBO TMAIIMEHTOB C CeHCUOWIM3arueil K
JINTIOKAJIMHAM WMeJU KOCEeHCHUOMIM3AIUI0 K yTe-
porimobuny. Tosbko 52 mamueHTa WMEJIW MOHO-
CeHCUOMIM3ANUI0 K JUMOKaJIWHAM, B TO BpeMs
KaK CeHCUOMIM3anusa K JUIOKAJUHY B COYETAHUU
¢ yTeporyioomHoM oOHapyskeHa y 121 mammenTa.

O6cy:kaenue

Pe3ome 0CHO6HO020 pe3ynbvmama uccnedo-
éanus

Hacrosimee wucciaemoBaHue IIO3BOJUJIO OIle-
HUTh YPOBEHL PACIPOCTPAHEHHOCTH CEHCUOWJIN-
3anUy K PEeKOMOMHAHTHBIM aJllepreHaM IYIIHBIX
JKUBOTHBIX, IPOAHAJIU3UPOBATL BO3PACTHEIE OCO-
OEHHOCTH CEHCHOUJIM3AIUN, BLIABUTH MIPOOJIEMBI
maToreHeTHUYeCcKoro JeueHus. 468 mamueHTOB
(58,21%) ms 804 umenu ceHCUOUIMIAIIUIO MUHM-
MYM K OZHOMY aJIJIepreHy IIYIIHBIX XHUBOTHBIX.

IE CTATbUN
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Takas BBICOKAs YACTOTA BCTPEYAEMOCTU CEHCU-
Ouausanmuy K IYIIHBIM KUBOTHBIM OOBSICHSIET
HeoOXOAMMOCTh IPOBEIeHUs NAJbHEHIINX MCcClie-
ITOBaHUI.

Ob6cysncdenue 0CHO6HO020 pe3ynrbmama uccue-
dosanusn

OCO0EHHOCTBIO HAIIIEr0 KCCJAELOBAHUSA CTAJIO
BBISIBJIEHIE BBICOKOI YACTOTHI BBHISIBJISIEMOCTH CEH-
cHUOMIM3anuy K ajlepreHaM IIYIIHBIX JXUBOTHBIX.
W3 aux 468 mamuenTos (58,21% ) umenu ceHcubu-
JIN3AIMI0 MUHIMYM K OJHOMY aJIJIEPTeHy MYIIHBIX
JKMBOTHBIX. OTOT IIOKA3aTellb 3HAUNTEJIbHO BEIIIE,
yeM AeMOHCTPUPYET OOJIBIIMHCTBO APYTUX HCCJIIEe-
moBaHwuii [15], uTo MOKeT OBITH CBA3aHO C TEM, UTO
anneprounn ISAC B snabopatopnoii cetu CuTtuiabd
KCIIOJIb30BAJICA [JIs 0OOojiee TSAMKEIbIX IIal[eHTOB.
Takoii momxon oIIpaBIaH YaCTUYHO, B T.Y. CTOJb
BBICOKOII YaCTOTOH BBIABJIAEMON CEeHCUOUIM3AIIUU
B 00CJIeJOBAHHOM T'pYIIIIE.

Harre umcciaemoBanme IOKasago, 4TO ajljiepre-
HBI KOIIEK SBJAIOTCA IPeo0IafaroluMy ajljiepre-
HaMM OYIIHBIX XUBOTHBIX Y MAIMEHTOB C II0J03pe-
HUeM Ha aJjeprmueckoe 3aboieBanue (84,62%).
3a HUMU cJjemoBaau ajyiepreHbr cobax (59,19%),
gomtanu (20,94% ) u mbimu (5,55% ). ITonyuenHbie
HAMM B 9TOM MONYJSANNOHHON TIpyIIle ITaHHBIE
OTJIMYAIOTCA OT NAHHBIX NPYIHUX MCCJIeJOBaTeJel.
B nonyasamuonaoM uccaenoBanuu (CTOKroabMcKasd
snupeMuoJsiornueckasa rpynmna BAMSE) mokasaso
Hajauume ceHcumOmiamsanuu K Komike y 19,0% u
K cobake y 22,6% mereit B Bospacte oT 4 mo 16
getr [7]. B HemaBHeM KHUTaNCKOM WCCJIeIOBAHUU
OTMEUeHa elle O0oJiee HUBKASA PACIPOCTPAHEH-
HOCTb CEHCHUOMIM3AIUY K MIYIIHLIM »XHUBOTHBIM.
K xomke ona cocrasuaa 14,9%, cobake — 9,3%
u jgomanu — 5,5% [16]. 9To MoKeT OBITH CBI3aHO
c OoJsiee HUBKON SKCIOBUIMEN aJJIEPTeHOB IIYII-
HBIX JKMBOTHBIX B 9TOM peruoHe. Yaime Bcero B
9TOU cTpaHe AoMa Jep:KaT MeBUMX ITUI[ U PHIOOK.
Komiku u cobaku 3aHUMAIOT JUIIh 3-€ U 4-€ MecTO
B peiTHMHIre HOMAIIHUX IIUTOMIEB.

B maimem mcciemoBaHuM, IPOBEIEHHOM HA TOMI
JKe TeCT-CHCTeMe, YCTAHOBJIEHHAs MeIUaHa KOH-
menrpanuu sIgE cooTBercTByeT maHHBIM JIHTEPA-
TYpBl U Bapbupyer mexay 2,05 [1; 7] u 5,4 [1,7;
15] [7].

B cooTBercTBUM € JIMTEpATYPHBIMU IAHHBIMU,
ManueHThl ¢ ceHcuOuamsanmeir K ajmneprenam Fel
d 1, Can f 1, Can f 2 u mosmceHcHUOMJIMU3AIIHEH
uMelT 0OoJiee BBICOKWUI PUCK Pa3BUTUA OPOHXU-
aJbHOM acTMbI. B HallleM mMcciegoBaHUM JIUIIL 35
narueHToB (7,45% ) He BOLLIM B HAHHYIO KaTero-
puto. Ocranbubie 92,55% uUMeEIOT TOBBIIIIEHHBIN
PHUCK PasBUTUA OPOHXMAJIBHOM aCTMbl HUCXOAS U3
9TUX KPUTEPHUEB. OTO IOATBEPIKIAET HEOOXOMmu-
MOCTh IIPOBEJEeH’S KOMIIOHEHTHOM aJIJIeprofuar-
HOCTUKH IIAI[EeHTOB C CEeHCHUOMIM3aIneil K aJjep-
reHaM MNOYIDHBIX KHWBOTHBIX [IJIA OIEHKNM PHCKA
PasBUTHUSA ACTMBI, B T.4. TSAMKEJIOTO €€ TeUeHMUs.

Y nmereill mepBBIX 4 JIeT KU3HU oOpalaer Ha
cebs1 BHMMAaHNE TOT (DAKT, YTO CPeAu aJLIePreHOB
IYIIHBIX JKUBOTHBIX CEHCHOMIM3AIUA K KOIIKe

mpeobJyiafanga mo KoJauuecTBY u mocturiaa 94%
cpeny MAllieHTOB C YyBCTBUTEJIBHOCTHIO K aJlIep-
reHaM IYIIHBIX JKHBOTHBIX. Hamporus, apyrue
BO3pacTHbIE KaTeTropuu AeMOHCTPUPOBAIU Oojee
pasHoo0pas3Hblii TPOGUIbL CEHCUOMIU3AIIUN, UACTO
COIIPOBOKAAEMBIN CeHCcHOUIM3anueil K JIpYyTruM
KOMIIOHEHTAM »KMBOTHBIX. JTa BapuUallus B 3aBU-
CHMOCTH OT BO3pacTa IIOOYKIaeT K U3YyUYEeHUIO
IUHAMUKN YYBCTBUTEJHHOCTH K KOIIAYbBUM aJLIep-
reHaM Ha PasHBIX dTamax KusHu. Haimre mcciemo-
BaHUeE IIOKAa3aJI0, UTO aJIJIEPTeHbl KOIIEeK ABIAIOTCA
IPeolIafaIUM AJIJIEPIeHOM IIYIIHBIX *KHUBOTHBIX
y IaIMeHTOB C IIOJ03PeHHeM Ha ajlJIeprudecKoe
3aboseBanue (84,62%).

IIpy KOMIIOHEHTHOU [AWArHOCTUKe aJljlepruu
Ha KoIlleKk aHajudbl Ha sIgE BKIOUMIN HCHOJB-
30BaHUE OCHOBHOT'O aJlJIepreHa KOIIEK YTepOorJio-
ounma Fel d 1 (BumocmenuduuHas MoOJIeKyJa),
aunokanunua Fel d 4, mepekpecTHO pearupyroIiero
C JIMIOKAJIMHAMU IPYIUX SKUBOTHBIX, U CBHLIBOPO-
TouHoro anboymmua Fel d 2, cBA3aHHOTO ¢ CHH-
IPOMOM KOIIIKa-CBUHHHA. B Halrem uccjeqoBaHUU
TJIaBHBIM aJIJIePreHOM KOIIIKHU cTaja ajjiepreHHas
mosekysa Fel d 1, uro cocraBuio 90,91% marmu-
€HTOB C ceHcHOuUImM3amueil K KOIIIKaM, UTO COIIO-
CTABUMO C [JAHHBIMH, IIOJYYEHHLIMUA JIPYTUMU
aBropamu [17]. Boiblile IOJIOBMHBI TAIITEHTOB
(57,58%) uMenan MOHOCEHCHUOUMJIM3AIIUIO K yTEpPO-
MJIOOMHY, UTO II03BOJISAET IIPOrHO3WPOBATH HUBKUIIA
PUCK Pa3BUTHUA II€PEKPECTHOH PEaKTUBHOCTU C
IPYTUMU KUBOTHBIMYU Y JAHHOM IPYIIILI OOJBHBIX.

ITonucencubunusanusa (Fel d 1, Fel d 2 u
Fel d 4) mabaomamacsy y 26 uenoBek (6,57%).
VMMeHHO 3Ta IpyIla OPOLEeMOHCTPHPOBAJIA CAMBII
IIUPOKUM CIEKTP CeHCUOMIM3AIUU K ajiiepreHam
KOIIIeK, UTO MBI OIleHMBaeM KaK HajJudume PUCKa
PasBUTHUA MEPEeKPECTHLIX peakiuii m 6oJiee TsKe-
JIOTO TE€UEeHUs aJJIeprudecKoro 3aboJsieBaHUA.

Cpeau mMHanUeHTOB, MMEIOM[UX CEHCHUOUIM-
3alui0 K ajliepreHaM cobaKu, IePBOCTEIIeHHYIO
pons wurpaer Can f 1 Kak JOMUHUPYOIIUHI
ajmiepreH cobak, Tak KaK 3HAUYUTeEJbHAas YacTh
manueHToB, a UMeHHOo 73,29% , TPOABUIN CEHCH-
OuIM3aluio MMEeHHO K 3ToMy ajjaepreHy. Taxue
MMAIleHThl MMEIOT XOPOIINI IIPOTHO3 B OTHOIIIE-
HAM aJIJIepreHCIenn(pPruIecKoili MMMYHOTepPaIllnu
(ACUT), omHako MMeEIOT BBICOKHM PHUCK pPas3BU-
TUA IEePEeKPECTHON CeHCUOUJIM3AIuU C APYTUMU
JINIOKAJINHAMA, B T.4. JUIOKAJIUHAMU IPYTUX
JKUBOTHBIX.

BruIsiBIIeHBI BBICOKME YPOBHM CEHCHOWJIM3AI[AN
K Can f 2. Ilpu cpaBHeHMU MeauaH KOHIIEHTpA-
nuu sIgE Can f 2 3HaunTensHo mpeswimaer Can f
1 u cocraBager 5,25 [2,5; 22,5] u 2,8 [1,05; 11]
COOTBETCTBEeHHO. VccaemoBaHUsS TMOKA3LIBAIOT, UTO
nanueHTsl ¢ cencubuiausanuein k¥ Can f 2 umeror
IOBBIIIEHHBIA PHUCK PAa3BUTUS HEKOHTPOJIUPYE-
MOT'0 TeueHHs OpOHXMAaJbHOM acTtMmbl. Konradsen
J.R. 1 coaBT. moKasanu, 4TO y AeTeU C TAKEIOU
HEeKOHTPOJUPYEMOH acTMOM HaOJI0maIach CEHCH-
ounusanua k¥ Can f 2 B 22%, B To BpeMa Kak
MMaUeHThl, He KMEIOI[Ne UYYBCTBUTEILHOCTh K



9TOMY aJIJIEPreHy, WUMeJH KOHTPOJb HaJX CHUMIITO-
mamu actmbl [18]. Takum o6pasom, MBI MOXKEM
MIPEIOJI0MKUTh, YTO HECMOTPs Ha TOo, uro K Can
f 2 cencubunmsupoBanbl MeHee 50% MmaIeHTOB,
YyBCTBUTEJbHBIX K cobake, y HEro TakiKe BBICO-
KU aJlJIepreHHBLIM MOTEeHI[UAJ, UTO MOXKET BBIJe-
JIATH €ro KaK MajXKOPHBIN ajljiepred COoOaKMu.

BricoKas pacrupoCTPaHEHHOCTh CEHCHOMJIN3a-
UM K IPOCTATUYECKOMY KaJJINKPENHY TaKKe
obparmaer Ha cebda BHUMaHWE B HAIlled TPyIIe
obcrmemoBauHbIX. ¥ 115 mamumentoB (41,52%) c
ceHcubOmaus3amueii K cobake BBIABIEHA CEHCUOU-
JU3anus K 3TOMY AJJIepreHy M IIOUTH II0JOBUHA
W3 HUX IEeMOHCTPHUPYET MOHOCEHCHUOMIM3AIUI0 K
Can f 5 (53 mammenta, uto cocrasjaser 19,13%
OT BCeX IMAIMeHTOB, CEHCUOMJIM3NPOBAHHBLIX K
cobake). [Tokasamo cTaTHCTUUECKU 3HAUMMO OoJjiee
vactoe BblaABieHUne SIgE K Can f 5 y cy0BeKTOB B
0oJiee CTapIINX BO3PACTHBIX rpynmax (y IaljieH-
ToB 10 JeT u crapire) (p<0,01). 9To yKasbIiBaeT Ha
3aBHCHUMOCTL OT BO3PAacTa B CTPYKTYpe CeHCuOu-
JIN3aIUN, OTKPBbIBAA BO3MOMKHOCTU IJIsI JaJIbHEN-
IIero M3yYeHUs SUHAMUKYN YYBCTBUTEJIBHOCTH K
ajiiepreHaM co0aK Ha PasHBIX dTallax »KusHu. Ilpu
srom KoumeuTtpanusa sIgE K Can f 5 ¢ BospacTom
He MeHseTcs, U ee MenuaHa cocrasiadger 1,9 ISU-E
[0,8; 6,05] (Taba. 3).

Cpeau mamuMeHTOB C CeHCHUOMIH3aIlued K
ajiepreHaM MYIMTHBIX KUBOTHBIX ¥ 20,9% BBIAB-
JIleHa CeHCHOWJIM3aInus K ajjiepreHaM JIOLIagu u
y 5,56% x anmepremam wMbiu. OueHb OT'paHU-
YeHHOE UMCJO IIyOJUKAIUi OIMCHLIBAET PACIIPO-
CTPAHEHHOCTh CEHCHUOMJIM3AIUN K ajljiepreHam
9TUX KUBOTHBIX. Cpelm HMX IIPEUMYIIECTBEH-
HO IIPeACTaBJIeHbl [OaHHLIE O CEHCHOUJIU3AIUU
K HUM Kak K IPo()eCCHOHAJIBHBLIM aJlIepreHaM.
INuaeMHuOoJOruUecKe AaHHLIE II0 3THUM aJjliepre-
HaM He OIMCaHBLI B Jureparype. HecMoTpss Ha 3TO
M3BECTHO, UTO ceHcuOmausanusa K Equ ¢ 1 ceasana
C TSKeJIoN JmeTcKoit actmoit [18].

Bce mnammeHTh, MMEMOIHE CEHCHUOWIN3AIUIO
K JIOIIAAW, W IMOAABJIAIOIIee OOJIBIINHCTBO, HMe-
I0Ille TIOBBIINIEHHBIN ypoBeHb SIgE kK 6Genxkam
MBI, UMEJN CEHCUONIN3AIUIO K JPYTUM KHUBOT-
HBIM (puc. 6), 4TO, BO3BMOKHO, CBS3aHO C Iepe-
KPECTHOUN CeHCHUOMIM3aIueil Mexay ajljiepreHaMu
JIOMIAZAY W MBIIIN U aJlJIepreHaMy APYTIUX HYIITHBIX
JKUBOTHBIX.

IlonyuyeHHble HAMM OAHHBIE CBUIETEJILCTBYIOT
0 HeOOXOZMMOCTH ydYeTa MNPOPUIs CEeHCUOUJIN-
3aly K NOYIIHBIM XHUBOTHLIM IIPYU IIPOBEIEHUU
ACHUT peneBaHTHBIM ajieprenom. ¥ 9,01% marmu-
€HTOB C CeHCHOMIM3alueil K ajlepreHaM KOIIKH
OTCYTCTBOBaJIa CEHCHUOMIM3AIUN K OCHOBHOMY
Komaubemy aJjiepreny (Fel d 1). 74 mammenTa
(19,49%) ¢ ceHcubmiMsauel K ajiepreHaMm coba-
KU He UMEIOT CeHCUOMIN3ANY K I'JIABHOMY aJLIep-
reny cobaxku (Can f 1). IIposegenne ACUT Ttarkum
manueHTaM He IIOKA3aHO B CBS3H C IIPOI'HO30M ee
HUBKOU s(pdeKTrBHOCTU. BHICOKUY ypOBEHDb BHIAB-
asgemoctu ceHcubuiausanuu K Can f 2 u Can f 5
MO3BOJIAET O0OCHOBATH HEOOXOAMMOCTH PaspaboT-

KM KOMMEPUYECKHX PEKOMOMHAHTHBIX IIPEIapaToB
nass ACUT Ha ocHOBe 3TUX KOMIIOHEHTOB.

Ozpanuuenusn uccnedosanusn

Ba)XHO OTMETHUTh, YTO HACTOSIIEE MNCCJIEm0-
BaHMe HMMeJIO PsJ OorpaHnueHuii. Pasmep BBIOOpP-
KM OBLT OTpaHMYEH OJHOM JabopaTOpHOM ceThio,
YTO He II03BOJIMJIO MCIIOJIb30BAaTh JAaHHBIE CO BCEX
peruosoB Poccuiickoii Pepepanuu. YUuTbIBaA
00€3JIMUYeHHOCTh [NAHHBIX M OTCYTCTBHUE HHPOP-
Maluy O KIMHUYECKON KapTHHE MHAIllMeHTOB, HaM
IIPUIILJIOCHE ONMMPATHCS Ha JIUTEPATyPHBLIE NaHHBIE
00 YPOBHAX CEHCUOMJIMBAIUU U PUCKAX PA3BUTUA
CHUMIITOMOB AJIJIEPTHUH.

3aKaroueHue

TakuM oOpasoM, B XOJe HAaIlero HCCJIeqoBa-
HUS OIpeJeeH0, UTO IJIs POCCUNCKON IMIOIMyJId-
Uy xXapakTepHa 0ojiee BBICOKAsA PaCIpPOCTPaAHEH-
HOCTHb CEHCHOMJIM3aluM K aJijiepreHaM ITYITHBIX
JKUBOTHBIX, ueM B eBpomelickux ([lanus, JIursa,
Pymbiausa, Isenusa) [7, 14, 15, 17] u asuaTcKkux
(Kurait) [16] momymamuax. Ilpu sTomM MexmaHa
KoHImeHTpanuu sIgE K peKoMOMHAHTHBIM ajjiepre-
HAM IYIIHBIX KHUBOTHBIX HE OTJHYAJIACH OT IPY-
TUX wuccaenoBauuii. ['JIaBHBIM aJiJIepreHOM IIOMmy-
JAMUU BeICTyHaer yreporsoous kKomiku (Fel d 1),
MOHOCEHCUOUIM3aIusad K KOTOPOMY BBIABJIEHA Y
TOJIOBUHBI TAITMeHTOB, WMEIOINNX CeHCUOmUIm3a-
muio K Komrke. CeHmcubuausanus K KOMIOHEHTaM
aJIJIepreHoB co0AaKM B JAHHOM MHOMyJANUU HA 2-M
MecTe II0 BCTpeuaeMocTu. IIpu cpaBHeHUUW MenuaH
Kounenrparuu slgkEk Can f 2 sHauwrTenbHO mpe-
Berraer Can f 1. Hecmorpsa ma To, uto K Can f
2 ceHcubuamsupoBaHbl MeHee 50% mmaMeHTOB,
YyBCTBUTEJbHBIX K cobake, y Hero 0ojee BBLICOKUIT
aJlJIepreHHbI IMOTEeHIINAJ, UTO MOJKET BBIJeJIATH
ero KaK MaKOpHBII ajsaepred cobaxu. C Bospac-
TOM YBeJIUUYNBAETCA PUCK PA3BUTHUA CEHCUOMIM3a-
U K KaJJIUKPenmHy cobaKku make y MAIleHTOB,
He WMEIOIUX CEeHCUOUJIM3AINU K APYTUM aJijiep-
regaM >KMUBOTHOro. 92,55% mnamueHTOB C CeHCHU-
Ouansanueil K MyIIHLIM KUBOTHBIM MMEIOT IIOBbI-
IIeHHBIH PUCK Pa3BUTUS aCTMbI 3a CUET HAJUUUSA
ceHcubuausanuu ¥ Fel d 1, Can f 1, Can f 2 u
TMOJINCEeHCUOUINB AT,

Bxnad aéemopos: éce asmopuvL 6 PABHOU CMeENneHU HeCLU
c60ll 6KNA0 6 PYKONUCL, PACCMOMPENU ee OKOHYAMEeNbHbuLil
eapuanm u danu cozaacue HA NYOLUKAYUI.
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BANAHUE BO3PACTA N IIOAA HA CHHOHA3AABHBIE
CUMIITOMBI ¥ AETENM N TIOAPOCTKOB
C BPOHXMHWAABHOMN ACTMOU

LOTBOY BO «ITpUBOAJKCKHM MCCAEAOBATEABCKUM MEAMIIMHCKUM yHUBepcuteT» M3 PO,
r. Huxuwnit Hosropoa, 2000 «POCT-kauHuK», T. Huskuuit HoBropoa,
3SOTAQOY BO PocCHUCKUN YHUBEPCUTET APYKObI HAPOAOB uM. [Tatprca AymymOHI, T. MOCKBa,
4OrAOY BO Kasauckuii (TTpUBOAKCKHUIM) (heAeparbHBIN YHUBEpCUTET, T. Kasanb, PO

B coBpemenHO#l JmTepaType OTMEYaeTcs HEJOCTATOK CBEAEHHWH O BIMSIHUU BO3PAcTa M IOJIa HA
Ha3aJIbHbIE M CHHOHA3AJbHBIE CHMITOMBI y IMAIMEHTOB C COYETAHHBIM TE€UYEHHEM OPOHXHMAJIHHOI
actmsbl (BA) u anneprudeckoro punocunycura (APC) B merckom u moapocTkoBoM Bo3dpacre. Ilean
HuccIeOBaHNSA: M3YYUTh BIMAHME BO3pacTa W MOJAa HAa HAa3aJbHbIe U CHHOHA3AJbHBIE CHMIITOMBI
y JeTeii M MOAPOCTKOB ¢ coueTaHHBIM TeueHmeM BA, anmepruueckoro punura (AP) u/unu APC.
Marepuajbl ¥ METOHbI MCCJIEIOBAHUSM: BHIMOJHEHO OJHOLEHTPOBOE HAGJIONATEILHOE IMOIEePEeYHoe
IMJIOTHOE MCCJIeI0BaHNe IMAIllMeHTOB ¢ aTonnueckoir BA B Bospacrte ot 5 mo 17 xer, MeamaHHBIR
Bozpact 12,0 [9,0; 15,0] xer, mambunkos 73,1% (201/275). UccienoBanne mpoBegeHO HaA Oase
I'bBY3 HO ITKB N¢ 1 r. Husxuero Hosropoga B mepuox ¢ 2017 mo 2023 rr. Becem mersaM BBIIOJI-
HSJIU CIMPOMETPUYECKHE WMCCIAEJOBAHUSI M OIEHKY HA3aJbHBIX U CHHOHA3AJBHBIX CHMIITOMOB
¢ ucmoab3oBaHueM ompocHukoB TNSS (Total Symptom Nasal Score) m SNOT-22 (SynoNasal
Outcome Test-22). ITanmuenTs! ObLIN pa3AesieHbI HA 3 BO3PACTHBIE Ipynmsl: rpynna 1 — merckuii
BOo3pacT — ot 5 g0 9 xer, 90 mamueHTOB; rpynmna 2 — paHHUI MOAPOCTKOBHINA mepuox — ot 10 mo
14 ner, 111 manueHTOB; rpynna 3 — CpeJHUil MOAPOCTKOBBII mepuox — ot 15 no 17 jer, 74 manu-
eHTa. Pe3yabTaTsl: BhIpakeHHOCTh Ha3adbHBIX cuMiToMoB (TNSS) y mamuentoB ¢ BA cratucru-
YecKM 3HAYHMMO BO3pacTajia Mo Mepe yBeJIWYeHHs MX BO3pacTa, KaKk B o0Ieill BHIOOPKe, TaK U B
BBIOOPKAX MaJdbuYMKOB M aAeBouek (p=0,005, p=0,020, p=0,037 coorBercTBeHHO0). CUHOHA3AIbHBIE
CUMNOTOMBI, olleHeHHbIe Mo BeamunHe SNOT-22, craTmcTHYeCKM 3HAYMMO BO3pacTaju IO Mepe
B3pOCJIEeHHSI IMAIMEeHTOB B BHIOOpPKe meBouer (p=0,002) u He MMeJM CTATHCTUYECKH 3HAYMMBIX
pasauuuii B pa3jnM4yHbIe BO3PaCTHbIE MePUoabl y MaasbuyukoB (p=0,414). 3akiaiouenue: MOHUMAaHHE
PoJH, KOTOPYIO MTPalOT MOJIOBbIe (paKkTOpsI B (popmupoBanun u teueHuun AP u APC y mamueHToB
¢ BA B geTcKoM U MOAPOCTKOBOM BO3pPAcCTe, MOJKET CIIOCOGCTBOBATh pPa3padoTKe HOBBIX HAIIpaBJe-
HUH nepcoOHu(UUMPOBAHHOIO BEJEHUA TAaHHBIX MANMEHTOB C YUYETOM HX II0JIa M BO3pacra.

Knroueevle cnosa: OponxuanvHas acmmua, 0emu, noOpocmru, anlepzuiecKuil pUHUm, aaaepzuie-
CKUll pUHOCUHYCUM, 603PACT, NOJL.
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There is a lack of information about the age and gender impact on nasal and sinonasal symptoms
in patients with combined bronchial asthma (BA) and allergic rhinosinusitis (ARS) in childhood
and adolescence in current bibliographical data. The purpose of this research was to study the
influence of age and gender factors on nasal and sinonasal symptoms in children and adolescents
with combined asthma, allergic rhinitis (AR) and/or ARS. Materials and methods used: a single-
center observational cross-sectional pilot study of patients with atopic asthma aged 5 to 17 y/o
was performed, median age 12.0 [9.0; 15.0] years, 73.1% (201/275) boys, in the Nizhny Novgorod
City Children’s Clinical Hospital No. 1 (Nizhny Novgorod, Russia) in 2017—-2023. All children
underwent spirometric studies and assessment of nasal and sinonasal symptoms using the TNSS
(Total Symptom Nasal Score) and SNOT-22 (SynoNasal Outcome Test-22) questionnaires. The
patients were divided into 3 age groups: G1 of 90 aged 5 to 9 y/o, G2 of 111 aged 10 to 14 y/o,
and G3 of 74 aged 15 to 17 y/o. Results: the severity of nasal symptoms (TNSS) in patients with
asthma increased statistically significantly as their age increased, both in common sample and
in the samples of boys and girls (p=0.005, p=0.020, p=0.037, respectively). Sinonasal symptoms
(assessed with SNOT-22) increased statistically significantly as patients grew older in the sample
of girls (p=0.002) and did not have statistically significant differences at different age groups in
boys (p=0.414). Conclusion: understanding the role that gender factors play in the formation and
course of AR and ARS in patients with asthma in childhood and adolescence can contribute to the
development of new directions for personalized management of these patients taking into account
their gender and age.

Keywords: bronchial asthma, children, adolescents, allergic rhinitis, allergic rhinosinusitis, age,
gender.
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Annepruueckuit punur (AP) asnserca Hau-
0oJiee pacIpoCTpPaHEHHBIM KOMOPOUIHBIM 3a0oJe-
BaHUEM TIPU aJJIepruuyecKoil OPOHXUAJIBLHONI acTMe
(BA) y nereti m moapoctkoB [1, 2]. Iloxasamo,
YTO aJJIepruyecKoe BOCIIAJIEHVE CJIM3UCTON 000-
aouku (CO) Hoca mpu AP pacmpocTpansercsa u Ha
CO OKOJOHOCOBBIX IIa3yX, UTO CBUAETEILCTBYET
O HaIN4YuM Yy O9THX IIaIlMEeHTOB aJIJIePru4YeCcKoro
punocunycura (APC) [3, 4]. CouerarHOe aJep-
ruueckoe BocnajgeHre CO OpOHXOB M CHHOHA3aJb-
HOIT 30HBI y mamueHToB ¢ BA m APC mosBosmio
J. Grossman copMyJIUPOBATh KOHIEMIIIUIO: «eIu-
Hble ObIXaTeJbHble NMyTH — eaunHas 00Jie3Hb» [5].
CoBpeMeHHBIE HCCJIEeLOBAHUS CBUIETEILCTBYIOT O
ToM, uTo coueranue BA m APC mMo:keT B3anMMHO
BJIVATH HA TeueHUe oboux 3aboseBauuii [6, 7]. 9To
oIpeesisieT BAaXHOCTb CBOEBPEMEHHOI'0 MOHUTO-
pupoBaHuA KaK O0BEeKTUBHBIX, TaK U CYOHEKTUB-
HBIX XapaKTEePHCTHUK COCTOAHMA BEPXHHUX [AbIXa-
TenbHBIX myTedl (BIIl) m HMKXKHUX OBIXaTEJIbHBIX
myTell TpU BeJeHWU STUX manueHToB. CorisacHo
JIINIEMHUOJIOTUYECKNM OJAaHHBIM, YacCTOTa BCTpeda-
emoctu APC yBennumBaeTcs II0 Mepe B3POCJIEHUS
MMaInNeHTOB, 3HAYMTE/JIbHO BO3pacTas cpenu meTei
cTapIero Bo3pacTta W MOAPOCTKOB [8]. ¥V mereir u
IOAPOCTKOB ¢ BA pucK pasBUTHUS CHHOHA3AIBHBIX
MPOSIBJIEHUIT, TAKUX KaK HACMOPK, 3aJI0}K€HHOCTh
HOCA U YMXaHWe, 3HAUNTEJbHO BBIIIE, YeM Y JeTel
6es BA [9]. BapuabGeibHOCTHL BJTUX CHUMITOMOB
3aBucuT OoT Bospacra. OTmeuaercsi, UTO y meTeilt
cpenu cumnToMoB APC mpeBaiupyioT CUMITOMBI
XPOHMYECKOr0 HACMOPKA C HAPYIIEHHBIM HOCO-
BbIM [bIXaHUEM, B TO BpeMda KaK y HIOJPOCTKOB,
0co0eHHO Ipu IpoJioHrupoBamHoM TeueHuu APC,

Ha HepBbeI IIJIaH BBICTYIIAIOT TaKHe CHMIITOMBI,
KaK JacTble TOJIOBHBIE 0OJIM M CHUMKEHHE y4eOHOI
npoxykTuBHOCTH [10]. CBA3H BTMX CHMITOMOB C
amnmeprudeckuM nopaskenumeMm BJIIII wacto Hemo-
OIEHMBAETCH. Y BEINYNBAETCA KOJNUECTBO TaHHBIX,
YKasbIBAKOIINX 1 HA MOTEHI[NAIbHOE BIUSHNE [10JIa
Ha mpoaBaeHus APC y mereit m mogpocTkoB ¢ BA.
VYV meBoUYeK M MaJbUYMKOB MOTYT OTJIUYATHCSA YACTO-
Ta, MWHTEHCUBHOCTh N MOJIUTEJBHOCTH CIHMIITOMOB
APC [11-14]. 910, mo-BUAUMOMY, OOyCJIOBJE-
HO yBeJWuuBaloinenca auddepeHnIuanuen rop-
MOHAJBHOTO MPOPUIA B mybepTaTe WM PasiIuUHBIM
BINAHNEM MYMXCKHX MW XEHCKHX IIOJIOBBIX TIOpP-
moHOB Kak Ha CO pecnumpaTOpHOT'O TpakTa, Tak U
HAa HMMMYHOJIOTUYECKYI0 PeaKTHBHOCTL. Bmecre ¢
TeM B COBPEMEHHOI JINTepaType OTMedaeTcs HemIo-
CTATOK CBEIEHWUI O BIUSHUU BO3pacTa M II0jia Ha
Ha3aJIbHbI€ 1 CHMHOHA3aJIbHbIE€ CHMMIITOMBI Yy ITaIM-
euTtoB ¢ BA u APC B [IeTCKOM 1 HOAPOCTKOBOM
Bo3pacTe. B ¢BA3M ¢ 9THUM IeJbI0 HACTOSIIETO
WCCJIEIOBAHUSA SIBUJIOCh WM3YyYEeHNEe BJIUSHUS BO3-
pacra m moJia Ha HasaJbHbIe U CUHOHA3aJbHBIE
CHMIITOMBI Y ,I[ETGI;'I 1 IIOAPOCTKOB C COUYETaHHBIM
teuenueMm BA u APC.

MaTepnaJIm 1 MEeTOAbl UCCJHeaOBAHUA

HAu3aiin uccnedoéanua: OTHOIEHTPOBOE
HaOJII0aTeIbHOE MOIIePEeUHOe IMUJIOTHOE.

WccnemoBanre mIpOBENeHO Cpenu IAMEHTOB,
IIOJIy4aBIIINX JiedeHHne B CBA3HU C aTOHHT{eCKOﬁ
BA " NUMEeBIIIUX Ha3aJIbHblIe NJI CHHOHA3aJIBHbBIE
skayo0bl (cuMnOTOMBI) B I[eTCKOIM TOPOACKOM KJIH-
Huueckoii 6oapHHUIe Ne 1 r. Husxunero Hosropoga
B 2017-2023 rr.



Kpumepuu coomeemcmeusn

Kpumepuamu 6xawyeHus 6 uccaedosarnue
oviau: 1) nuarao3 BA, ycTaHOBJIEHHBINI B COOTBET-
CTBUU C AEHCTBYIONIMMU MEKIYHAPOAHBIMHU COTJIa-
curesbHbIMuU goKyMeHTamMu (GINA, 2016-2022)
[1]; 2) Hamuune y DAIMEHTOB HABAIBHBIX WUJIU CUHO-
Ha3aJbHBIX KAJIO0 M CHMITOMOB; 3) BO3PACT IIaIlU-
eHToB oT 5 mo 17 jet; 4) carypamusa Kposu >96%.

Kpumepusamu nHesrxaowenus 6viau: 1) Hamnave
OCTPBIX MHMPEKIIMOHHBLIX 3a00JieBaHUI W JIMXOPAa-
Ku; 2) HajIuuue caxapHOro nuabera, ayTOMMMYH-
HBIX HApYIIeHWH, IePBUUYHBIX UMMYHOAe(DUIINTOB,
OHKOJIOTUYECKUX 3a00JI€BaHU; 3) CUCTEMHOE IIPU-
MeHeHUe INIFOKOKOPTUKOUIOB.

O6vexmuénvle u3mepenus. Y Bcex merei
OBbLJI BBIABJIEH CHMIITOMOKOMILJIEKC, XapaKTePHBIN
nnss BA u AP; Oblya mpoBeieHa OIleHKA CeMeHOTo
anamuesa atonuu (BA, AP, angepruyecKuii KOHD-
IOHKTUBUT, aTOTNUYECKUI TepMAaTUT, KPAaITUBHUIIA);
TOJIYUYEHBI TOJIOMKUTEJIbHBIE PEe3YJIbTAThl KOMKHBIX
aJIJIEPTOTECTOB WJIM BBIABJIEHBI BBICOKWE TUTPHI
cuenupuUyecKUX WMMMYHOTJIOOYJIMHOB KJjacca E
mo KpaiiHe#l Mepe IJid OMHOTO M3 HaumboJee pac-
IIPOCTPaHEHHBIX aspoajiaepreHoB Bosaro-BaTckoro
peruona Poccuiickoit @emepanuu. O6caemoBaHUe
OBIJIO BBITIOJTHEHO B OCEHHE-BUMHUHN IIePHOJ, UTO
MUHUMJBUPOBAJIO BIWUAHWE IIBLIBIIEBBIX aJlJepre-
HOB. Jleuenue BA u comyTcTByOIIUX 3a00eBaHMIMI
BIII npoBoguiu B COOTBETCTBUU C MMEIOIIMMUCS
coTJIacUTEeNbHBIMU JOKyMeHTamu [1, 15].

Ananu3 6 nodzpynnax. B Hacroamem nccie-
IOBAaHUU B COOTBETCTBUM C BO3PACTOM IIAI[UEHTOB
BBIJIeJIEHBI IPYNIIBI: neTcKuii BospacT (B, metu B
Bo3pacTe oT 5 m0 9 JeT), KpoMe TOTO, B COOTBET-
crBum ¢ Kaaccuduranueir BO3, BwIgeseHB I'DyII-
Ia [alueHTOB PAHHEr0 IIOAPOCTKOBOIO Ilepuoia
(PIIII, ot 10 mo 14 jseT) u cpegHETO MTOAPOCTKOBOTO
nepuoza (CIIII, ot 15 mo 17 met) [16, 17]. B cooT-
BETCTBUU C OMOJIOTMYECKUM IIOJIOM OBLIUN BBIIEJE-
HBI TPYIILI MAJbUYUKOB U J€BOYEK.

Oyenka cuHOHA3ANbHBLX cumnmomos. Bce mamu-
eHTBl ¢ DA OBLIM OCMOTPEHBI OTOPUHOJAPUHIOJIOTOM.
WM OblIO TPOBEJEHO PYTUHHOE OTOPUHOJAPUHTOJIOTHU-
yecKoe 00CIefOBaHVWE B COYETAHUU C OIpeLeseHueM
cpeHEero cyMMapHOro 0aJjijia HAa3aJbHBIX CUMIITOMOB
(rect TNSS) u oleHKOU KadyecTBa KU3HU IAIMEHTOB C
pusocurycutoM (SNOT-22). IITkana nia OLEHKU CHUM-
nromoB punmra Total Nasal Symptom Score (TNSS)
BKJIIOUaeT B ce0Aa 4 Bompoca (BBIPA’KEHHOCTb PUHOPEU,
YUXaHUA, 3yAa, Ha3aJIbHOU 00CTpPyKInM). Kasapiii cum-
ITOM OIleHMBaeTrcsa mo 4-6anapHOoi ImKajge or 0 6ajIoB
(orcyTeTBHe cumnToMa) a0 4 6asioB (MaKcHMaJbHAasa
BBIPA’K€HHOCTH CHMIITOMA) C IIOCJEYIOIIUM OIIpejesie-
HUeM 0011ell CyMMBbI 0aJIJIOB, MaKCUMaJIbHAas cyMMa OaJi-
0B 1o mkajge — 16 6ammos. Tect Sino-Nasal Outcome
Test-22 (SNOT-22) BrirouaeT B cebs 22 Bompoca, KaK-
OB M3 KOTOPBIX OIleHWBAaeTcsa 10 6-0ajIbHOU IIIKaJie
or 0 mo 5 6anynoB. Bompockl o6befuHEeHBI B OJIOKHU, OIle-
HUBAaIIIne Hanbojiee BasKHBIE IIOCHMHOPOMHBIE XapaKTe-
PUCTUKHU, OIpPeJe/AIlrue KaueCTBO KU3HU ITalIlUeHTOB
C PUHOCHHYCHUTOM: PUHOJIOTMUECKUIi, oTo(alluaabHbIN,
BJIMSAHVE Ha KayecTBO CHA U IICUXOBereTaTwuBHBIN [18].

Huarmoctury AP u APC mpoBogmiu B COOTBETCTBUU
C MMEIOIIUMUCS MeXKIYHAPOAHLIMY PEKOMEHIAIINIMU
[19]. BoBieueHue B MATOJOTHMYECKUII IIPOIECC CHUHY-
COB [OWAarHOCTHUPOBAIN C WCIIOJb30BAHHEM KPUTEPUEB
European Position Paper on Rhinosinusitis and Nasal
Polyps (EPOS) 2020 [20].

Imuueckaa Ixkcnepmu3sa. ViccienoBaHme BBITIOJIHE-
HO B COOTBETCTBUU € XeJIbCUHKCKOU AeKJaaparuei (2013)
U 0400peHo OITUYEeCKHMM KOMHUTeTOM IIpuMBOJIXKCKOTO
HCCJIeIOBATEILCKOTO MEUITNHCKOT0 YHUBepcuTeTa (IIpo-
ToK0JI N2 1301 10.10.2016). uopmupoBanHOE coryiacue
OBLJIO IIOJIYYEHO OT IMAIMeHTOB B Bo3pacTe oT 15 g0 17 jer
W OT pojuTejell IallMeHTOB B Bo3pacTte o 15 Jjer B
coorBeTcTBUU ¢ PemepanbHbIM 3aKkoHoM Ne 323 or
21.11.2011 «OcHoBBI 3akKoHOZATeJbLCTBA Poccuiickoii
deneparuu 06 oxXpaHe 3T0POBbA IPAKIAH».

Cmamucmuyieckuli ananius

IIpunyunst pacuema pazmepa 6bL00PKU: PacUeT 00b-
eMa BBIOGOPKU IIPeABAPUTEJHLHO He TIpoBOAUIN. MeTombl
00paboOTKM OTCYTCTBYIOIIIMX MOAHHBIX: OTCYTCTBYIOIIUX
IaHHBIX B MCCJIEJOBAaHUU He OBLIO.

Memodvl cmamucmuieckozo aHAAU3A OAHHBLLY

Amnanus npoBoAUIN ¢ UCHOJb3oBanueM Statgraphics
Centurion v.16 (Statgraphics Technologies, Inc., The
Plains, Virginia, USA). KosnuecTBeHHBIE IIOKAa3aTeJu
OIleHWBAJY HAa IIPeAMEeT COOTBETCTBUA HOPMAaJIbHOMY
pacIpenesieHuIo, IJsA 9TOTO WCIIOJH30BAJN KPUTEPU
ITanupo—Yuika, a TakKsKe I[IOKasaTeJud aCUMMETPUU
u sKcrecca. [lamHble mpencraBieHbl B Buge M [Ql;
Q3], rne M — memuana, [Ql; Q3] — mepBBIH U TpeTHit
KBapTUJaIU. Pasauumsa MeKAy [ABYMs He3aBUCUMBIMU
rpymnmnaMu ObLIM OIpeesieHbl ¢ momoInbio U-Kpurepus
Manua—YuTHu, B Tpex U 0ojiee IpyIiax MCIIOJIb30BAIU
H-xpurepuit Kpackema—Younuca. HomuHanbHBIE HaH-
Hble OIMCBIBAJIU C YKasaHmeM aOCOJIOTHBIX W OTHOCHU-
TeJIbHBIX 3HaueHu#. [ly1a pacuera KoahdumueHTa Koppe-
asanun (R) ucmonbsoBanu Tect Koppesadanuu CroumpmeHa.
Crarucrtuueckas B3HAYMMOCTh paccMaTpuBajach IJs
sHauvenuit p<0,05.

Pe3yabraTsl

Bcero B wmcciemoBanmue ObLIN BKJIOUEHB 275
TIanueHTOB, MeAMAHHBI BO3PACT KOTOPHIX COCTA-
Buax 12,0 [9,0; 15,0] mer, m3 HUX MAJbUYNKOB
73,1% (201/275). MajipuvKyu u OeBOYKH CTATHU-
CTUYECKU 3HAYMMO He Pas3Indyajnch I0 BO3PACTy —
12,0[9,0; 15,0] = 11,0 [8,0; 15,0] cooTBeTCTBEHHO
(p=0,455). CooTHoOIlleHNE MAaJbLUUKOB U TEeBOUYEK
B HCCJELyeMBbIX BO3PACTHBIX IPyNIIaX He WMEJIO
CTATUCTUYECKW B3HAUMMBIX pagiamunii (p=0,261)
(Tabxa. 1).

Y Bcex mammeHTOB ObLT Bepudumnupoan AP,
y 84% (231/275) — mepcucrupyioimuii, y 16%
(44/275) — UHTEPMUTTUDPYIOIMINHI. BhIpaKeHHOCTH
Ha3aJbHBIX CUMIITOMOB y maiueHToB ¢ BA craru-
CTUYECKU 3HAUMMO BO3pacTaja II0 Mepe yBeJjunde-
HUA WX BO3pacTa, Kak B O0Iell rpylie, Tak U B
rpynmne maabunkoB (p=0,006 u p=0,016 cooTseT-
crBeHHO) (Tabs. 2). IIpu stom B IB u B CIIII 3Ha-
yeHusa TNSS cTraTucTruecKu 3HAUNMO He pasjimya-
JICh B 3aBUCUMOCTHU OT moJa (p>0,05), mo B PIIII
sHaueHusa TNSS geBoueK OBLIM CTATHUCTUYECKU




T

abruya 1

ITon HaGIIOMaeMBIX MAIMEHTOB B PAa3JIMYHBIX BO3PACTHBIX rpymnmax (n=275)

ox Bce IaIHEHTE Ig’_"g‘:;,rl 11(‘)p—yiT?1e21' 11‘5p_yii,;[?131‘ 3HaYeHUA IIomapuoe
(n=275) (n=90) (=111) (n=74) P CpaBHEHUE
p1e =0,127
Manbunku 201 (73,1%) 62 (68,9%) 87 (78,4%) 52 (70,3%)
0,261 pP1-3=0,940
HeBouru 74 (26,9%) 28 (31,1%) 24 (21,6%) 22 (29,7%) ps 3 =0,211
Tabauua 2

Hazaapusie cumnromsl (TNSS, 6annp1) y HaGI0gaeMbIX MAIMEHTOB PA3JIUYHBIX BO3PACTHBIX TPYIIIL

BospactHbIe rpynmbsl Bce mamueHThI MaapunKu deBouxku 3HauyeHusA p
5-9 Jjer 5,0 [3,0; 6,0] 5,0 [3,0; 6,0] 4,5 [3,0; 6,0] 0,979
10-14 ner 6,0 [4,0; 7,0] 6,0 [4,0; 8,0] 5,0 [2,5; 6,0] 0,028
15-17 ser 6,0 [4,0; 8,0] 6,5 [4,0; 8,0] 6,0 [4,0; 8,0] 0,967
Bce mamueHTBI 5,0 [4,0; 8,0] 6,0 [4,0; 8,0] 5,0 [3,0; 6,0] 0,159
3HaueHus p 0,006 0,016 0,101 —
Tabruua 3

Cunonasaasubie cumnTombl (SNOT-22, 6annas1) y Ha6II0JaeMbIX MAIMEHTOB
Pa3IUYHBIX BO3PACTHBIX TI'PYIIIT

Bospacrabie rpynmsi

Bce mamueHThI

MaapunKu

JeBouxu

3HaueHUs P

5-9 jer 15,0 [11,0; 21,0] 16,0 [12,0; 23,0] 14,0 [8,5; 21,0] 0,169
10-14 ser 17,0 [10,0; 26,0] 18,0 [12,0; 25,0] 16,5 [9,0; 27,5] 0,424
15-17 ser 18,0 [13,0; 29,0] 15,5 [12,5; 25,5] 22,0 [16,0; 36,0] 0,029
Bce mamuenTs! 17,0 [12,0; 24,0] 17,0 [12,0; 24,0] 17,0 [11,0; 24,0] 0,827

3HaueHud p

0,042

0,493

0,004

3HAUYMMO MeHbIIle, ueM y MajabuukoB (p=0,028).
BosMmosxHO, 3TO 00YCJIOBJIEHO aKTUBHBIM 3aBepIIia-
OIIUMCS ITy0epTAaTOM W SHIOKPUHHBIM AucOasiaH-
COM B 9TOT BOBPACTHOI WEepMof y HEBOYEK, B TO
BpeMa Kak y mambumkoB B PIIII, kaxk mpaswmiio,
HabI0maeTcsa JUMIL Ae0oT mybeprarta.

CuHOHAaB3aJ bHBIE CUMIITOMBI, OIleHEHHBIE IIO
BesimumHe SNOT-22, 6p11u BrIlie y 6oJiee cTapIInx
IManueHTOB B OO0Ilell Ipynne ¥ TIPYHIEe IeBOUYeK.
B o0mmieit rpynmne u y meBOUeK PA3JIUUUSA B BeJIU-
ynHe SNOT-22 y nereit 1 mOAPOCTKOB PA3HBIX BO3-
PACTHBIX I'PYIII OBLIM CTATUCTUYECKU 3HAUUMBIMU
(p=0,042 u p=0,004 coorBercTBeHHO) (Taba. 3).
B rpynme MasbuMKOB BHIPAYKEHHOCTH CHHOHABAJb-
HBIX CHUMITOMOB CTATHUCTUYECKU 3HAUMMO He pPas-
JIn4ajgach BO BCe Bo3pacTHBIe mepuonbl (p=0,414).
CraTucTUYeCKM 3HAUWMBIE PABJINYUSA B BEJINUNHE
SNOT-22 mexay MaabuYnKaMU U JeBOUYKAMU BBISB-
saensl B CIIIT (p=0,029). B IB u B PIIII 3Hauenus
IaHHOTO MOKAa3aTesd ¥ MaJbUYUKOB U J€BOUEK CTa-
TUCTUUYECKU 3HAUUMO He pasamdanauch (p>0,05).

PesysbraThl aHanmmsa B3aMMOCBSA3W BO3pacTa
MMAIMEeHTOB U BBIPAYKEHHOCTU HABAJIbHBIX CHMIITO-
MOB COTJIACYIOTCA C B3aKOHOMEPHOCTAMU, BBIAB-
JIEHHBIMU IIPW COIIOCTABJIEHUU PE3YJbTATOB TECTa
TNSS y meteit u moapocTkoB ¢ BA B pasiuuHbe
BO3pACTHBIE Ilepuoabl. KoppesndannoHHbIle B3amMO-
CcBABM MeXXAy 3HaueHumamu Tecta TNSS m Bospac-

TOM IaIlMeHTOB, KaK B o0Ineii rpymie, Tak 4 B
rpynnax MaJIbUMKOB U [J€BOYEK, H€ IIPEeBBIIIaJJIN
0,3, cocraBuB coorBercTBenHo r=0,178, p=0,003;
r=0,149, p=0,035; r=0,244, p=0,036.

CI/IHOHaSaJIBHBIe CHUMIITOMBI MMeJId CTaTUCTU-
YEeCKHU 3HAUMMYIO MPSAMYIO KOPPEISIINOHHYI0 B3au-
MoOCBA3b B rpynne peBouek (r=0,422, p<0,001), B
001TIell TPyIIe U IPyHme MaJbUYMKOB B3aMMOCBA3D
MeKIy OAaHHBIMU IlapaMeTpaMu He Oblia ycTa-
Hosiena (r=0,162, p=0,007 u r=0,048, p=0,499
COOTBETCTBEHHO).

O6cy:xaeHue

Biuanue Bospacta m mosa Ha Teuenme AP
u APC y mamwmentoB ¢ BA ocraerca mpeaMeToM
AKTUBHBIX ITPOMOJIKAIOIIUXCA HUcCcaemoBanuii [12,
13, 21-23]. B HacrosaIeit pabore HaMu OBLIO
OIleHEHO BJIMAHNE BO3pacTa U I10Jia Ha Ha3aJIbHBIE
U CUHOHA3AJbHbIE CUMITOMBI y NeTel U IOAPOCT-
KoB ¢ BA. B 0011ie#t rpymme mamueHTOB Ha3aJbHbBIE
cumnToMb! (TNSS) O6b1yin BeIllle y TaiueHTOB OoJiee
CTapIIero BO3pPacTa, Pasauyusa ObLIN CTATUCTHUUE-
CKU 3HAUMMEBI B 0011ei rpynne (p=0,006) u rpynne
manbuukKoB (p=0,016) u umesn xapakTep TeHJEH-
nuu B rpynue aesouek (p=0,101). BripaixkeHHOCTH
Ha3aJILHBIX CUMIITOMOB Y MaJILUMKOB U JE€BOUYEK HE
uMeJia CTATUCTUYECKM 3HAUMMBIX pasiauuuil B [IB
u B CIIII (Bce p<0,05), B PIIII smauenmsa TNSS



y IeBOUYeK OBbLIM CTATUCTUYECKU 3HAUMMO HUIKE,
yeM y MaiabuukoB (p=0,028). [JaHHBI# BO3pacT
SABJISETCA IEPUOJOM OCHOBHOTO TEUEHUS U 3aBep-
mieHuA nydeprata y JOeBOYEK, UTO, BO3MOXKHO,
yCUJIMBAET BJIUAHWE SHIOKPUHHBIX (DAKTOPOB Ha
UMMyHHYI0 cuctemy u cumnToMbl AP. K cosxaie-
HUIO, B HACTOAII[ee BpeMs HyOJUKAIUU O BIUAHUU
BO3pACTa Ha 9KCIPECCUI0 HABAIBHBIX CUMIITOMOB Y
IeTell U MOAPOCTKOB eUHUYHBI, B OCHOBHOM IIPE[I-
CTaBJIEeHBI aHaJM30M BcTpeuaemoctu AP, Koropas,
M0 MHEHWIO OOJBIIMHCTBA aBTOPOB, BO3PACTaeT
OT JEeTCKOT0 K IOAPOCTKOBOMY Bo3pacty. Ilpm
9TOM B Iepuoje Impemybeprata BcTpeuaeMocTh AP
HECKOJIbKO BBIIIE Y MAaJbUMKOB, TOTAA KaK IIpU
3aBepIlIeHNN mTybepTaTa HaOJ0maeTcsd WX BBbIPaB-
HUBaHWEe W/WIKA MPeBaJUPOBAHUE BCTPEYAEMOCTU
AP y pmeBouek [12, 24, 25]. [laHHBIX O BBIPa’KeH-
HOCTU HA3aJbHBIX CUMIITOMOB y HAIMeHTOB ¢ BA
B pa3JMYHBbIE BO3PACTHBIE MEPUOIABI C YUETOM HX
moJia HaMu B JOCTYIIHOH JUTepaType He HaWmeHOo.

YV 1meBoueK BBIPAKEHHOCTbH CHHOHA3AJIBHBIX
CUMIITOMOB ObLIa CTATUCTUYECKM 3HAUMMO BBIIIIE
B OoJiee crapiiue Bo3pacTHbIe nepuonsl (p=0,002),
B TO BpeMs KakK y MaJbumKoB 3HaueHusa SNOT-22
CTATUCTUYECKU 3HAUMMO He paszauyaiuch B B,
PIIII u CIIII (p=0,414). Pagauumsa B 3HAYEHU-
ax SNOT-22 wmexay MaJdbuMKaMuU U IeBOUKA-
mu wmmenau wmecto B CIIII (p=0,029), npu stTom
nokazarenu SNOT-22 ObLIKM BBINIE Y JEBOUYEK.
TlonyuyenHble HAMU JaHHBIE YACTUYHO COTJIACYIOT-
ca ¢ pesyabraramu Dundervill C. u coasT., mpo-
IeMOHCTPUPOBABIIIUMI, UTO CPEAU IOAPOCTKOB B
Bo3dpacTe oT 12 10 18 jeT IeBOYKM C XPOHUUECKUM
punocunycutom (XPC) wmmeiloT 6oJsiee BBICOKUIt
YPOBeHb CY0O'beKTUBHBIX CUMIITOMOB 110 CPABHEHUIO
¢ maagpunkamu [10]. AHaIOoruyHbIe JaHHBIE IO 9KC-
MIPeCCU¥ CUHOHABAJIBHBIX CUMIITOMOB Yy IAI[MEHTOB
pasHOro moJia OBLAM IOJYYEHBI B WCCJIEJOBAHUU
Ference E.H. u coaBT., OTMeTUBIIINX, UTO, HECMO-
Tpsa Ha 6oJiee BHICOKYIO pacIpocTpaHeHHOCTL XPC
C TMOJUIIAMH Y MYKUYWH, BBIPAKEHHOCTH CUMIITO-
MOB y JKEHII[UH BBIIIe U CBUETEJIbCTBYET 0 0oJiee
TAKEJOM TEUEeHUW y HUX JAAHHOTO 3a00eBaHUA
[26]. ITo mamubiMm Lal D. u coaBT., B IleJIOM KeH-
muHbl ¢ XPC umenu 6ojiee BBICOKME CYyMMapHBIE
6amaer SNOT-22, uem my:xkumebl [27, 28]. B TO
sKe BpeMsd mo mauuHbIM Hong S.N. u coaBrt., o0iiasa
OIleHKa Ha3aJbHBIX CHMIITOMOB y IanueHToB ¢ AP
He UMeJjia pPasjauyuii B 3aBUCUMOCTH OT moJa [13].

Ilpu amasmse B3aWMOCBA3U BO3pacTa NAIU-
€HTOB ¥ BBIPDAYKEHHOCTH KaK Ha3aJbHBIX, TaK
¥ CUHOHA3AJbHBIX CHMIITOMOB, Haubojee CTaTH-
CTUUYECKM 3HAUUMBbIE IPAMbBIE KOPPEJAINOHHBIE
B3aMMOCBSA3Y OBLIU TOJy4YeHBbl y geBouek (r=0,24,
p=0,036 gma TNSS u r=0,42, p<0,001 pmaa
SNOT-22). ¥V wMalbuMKOB [JaHHAsA B3aWMOCBA3b
o6pl1a ciaaboit mas TNSS um orcyrcTBOBasa i
SNOT-22 (r=0,14, p=0,040; r=0,037, p=0,599
COOTBETCTBEHHO). YcuieHue cuMoTomoB BA, AP u
APC y neBouek B IIOJPOCTKOBOM IIEPUOJE MOXKET
OBITH 00yCJIOBIIEHO 3(h(eKTaMU 3CTPOTEHOB, COJEP-
JKaHWe KOTOPBIX CTAHOBUTCA MAKCUMAJIBLHBIM IIPU

TOCTUIKEHUY HAIlMEeHTKaM!U II0JIOBOU 3pesiocTu (BTO-
pasg monoBuHa PIIII u CIIII) [29]. Ilo maHHBIM
Cai Y.B. u coaBT., 3CTPOT€HBI CTUMYJUPYIOT BhIpA-
60TKy T2-IIUTOKMHOB, a TaKKe BBHIPAOOTKY 303UHO-
(GuI0B B KOCTHOM MO3T€e W MUTPAIIUI0 UX B TKAHU
[30]. B To ke Bpems (pyHAZAMEHTAJIbHBIE HCCJEIO-
BaHUA CBUIETEJBCTBYIOT, UTO MYKCKUE IIOJIOBBIE
TOPMOHBI CAEP’KUBAIOT MMMYHHBIN OTBET 2-TO THIIA
U MOTYT UTIPaTh 3AIUTHYIO POJIb B (DOPMUPOBAHUU
ajlepruuecKkux 3sabosieBaHmii [22, 23, 31]. 9rto
corjlacyerca ¢ HammuMu 0ojiee PAaHHUMU TAaHHBIMU
u ¢ pesysbratamm wuccienopanusa DeBoer M.D. u
COAaBT. O IIOJIO}KUTEJIHLHOM BIMAHUU aHAPOTEHOB Ha
(GYHKIINIO JIETKUX ¥ KOHTPOJIbL CUMITOMOB BA 1 o
cJaboM BpPEIHOM BJIUAHUU SCTPAANOJA Ha (PYHK-
IIUIO JIETKUX Y JeTeil u moxpocTKoB ¢ BA [21, 22].

OrpaHuueHUMeM HAIIIETO WCCJIEeIOBAHUA CJe-
OyeT IIPU3HATHL OIHOIEHTPOBONM U TIOIEPEUHBIN
xXapakTep wuccienoBaHuA. TakyKe OrpaHWUEHUEM
SABJISETCA OTCYTCTBUE aHAJIM3a MOJOBOTO Pa3BUTUA
TOAPOCTKOB ¥ MEHCTPYaJbHOTO ITUKJA Y AEBYIIEK,
YTO MJAaHUPYEeTCA BBINOJHUTH B HaJbHEHIIUX
HUCCJIeJOBAHUAX.

3akaouyeHue

TakuMm o6pa3oM, BO3PACT U IIOJ MOTYT OKa-
3BIBATh MOAMMDUIIUPYIOIee BIUAHNE HA TeUeHUe
AP u APC y mammentoB ¢ BA, sakJiouaroreecs
B 00JIbIIell BHIPAKEHHOCTH CHUMIITOMOB 3TUX 3a00-
JIeBaHUI B MOJPOCTKOBOM IIEPUOJe V NEeBOUEK IIPU
OIIpPeJIeJIEHHOM CTaOMAM3anuyu UX Y MAaJbUUKOB.
ITonumanue posu, KOTOPYIO UTPAIOT IOJIOBBIE (haK-
Topsl B (hopmupoBanuu AP m APC y mamumeHTOB
¢ BA B pasiuuHbIe BO3pPACTHBIE IIEPUOIBI, MOYKET
CcII0co0CTBOBATh pPa3paboTKe HOBBLIX HAIIPABJICHUN
IePCOHU(MUIINPOBAHHOTO BeIeHUA NAHHBIX Iallu-
€HTOB C yYeTOM WX II0JIa M BO3pacTa.

Bxnad aemopoé: 6ce aemopv. 8 pAGHOU cMenenu 6HecLu
c60ll 6KNA0 6 PYKONUCL, PACCMOMPENU ee OKOHYUAMEeNbHbLil
eapuanm u 0anru cozracue HA NYOIUKAYUIO.
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Jlaunnsie 0 BaugaHuu nHAeKca macchl Teqna (MMT) u auskoit macesl Tena (MT) Ha GyHKIMU JerKux
¥ YPOBEHB 303MHO(DIIOB mepudepuiecKoii KPOBH y JeTell M MOTPOCTKOB ¢ OPOHXMAJBHOI acTMOI
(BA) nporuBopeunssl. Ilenp uccaegoBanmus: n3yyuth B3aumocBasb UMT, mokasareseil cmupome-
TPUU U YPOBHA 303MHO(UIOB Imepudepuueckoii KpoBu y nereil u moapoctkoB ¢ BA. Marepuaibr
M METOJbI UCCJIeAOBAHMS: MCCIEeI0BaHUE OJHOIEHTPOBOE HAGII0JaTe IbHOE IOoIlepPeYHoe MUIOTHOE.
O6caemoBano 240 mereit u moapoctkoB ¢ BA, meguaunbii Bospact 12,0 [9,0; 15,0] aer, maapuu-
KoB 68,8% (165/240). BeinmosHeHs! aHTpOOMeTpHYecKne usmepenus ¢ pacuerom UMT u zIMT.
Bsigexensl rpynnsl nmanueHToB ¢ HopMaasHoit MT (rpymma 1, sHauesus UMT or —1Z mo +1Z) n
¢ Hn3koii MT (rpynna 2, 3nayenus UMT menee —1Z). AHAIM3UPOBAIU ClIeAyIOIIHe MapaMeTpPhI
cnupomMeTpun: GopcupoBaHHas KuU3HeHHasE eMKOCTh Jerkux (DPJKEJ), o6beMm (opcupoBaHHOTO
Beiioxa 3a 1 ¢ (O®B,) u coorHomenue OPB/DIKEJI (abconoTHbIe 3HAYeHHS M Z-3HaUeHUS
nokasareJeii). PesyabraTsr: abcomoraeie nmoxkazarenu ®HEJ n OPB, y nanuenTos ¢ Huskoii MT
OBLIM HECKOJIBKO HUJKEe, YeM y MAIMeHTOB ¢ HopMaabHOi MT, pasauuus umeau XxapakTep TEHIEH-
muu (p=0,055 u p=0,108 coorBercrBenno). Ilpu srom z®IKEJ u zOPB; y nmanueHToB ¢ HU3KOH
MT O6bLIHM CTATHCTUYECKH 3HAYMMO HHIKE, YeM y MaiueHToB ¢ HopmaasHoii MT, cocraBuB coorBert-
creenHo misa zOKEJI 0,440+1,210 u 1,061,130 (p<0,001) u gaa zOPB,; —0,241 [-0,974; 0,576]
u 0,304 [-0,397; 1,00] (p=0,002). 3nauenus kax ODPB,/DIKEJ, tak u zOPB,/DIKEJ mexny
mauapivu rpynnavu UMT He mMmenu craTucTuyecKu 3HAYuMbIX pasmmuuii (p=0,462 u p=0,300).
Anammns B3aumocsazeii ZUMT u z-3HaueHMii CIMPOMETPUYECKUX ITAPaMeTPOB IO3BOJMJ BBHIIBUTH
3HaYuMy0 npavyio BzaumocBasb zUMT u z®JKEJ (R=0,308, p<0,001), a Tak:xke mpamyro, 3Ha-
YHMYyI0, HO MeHee BbIpaskeHHYI0 B3aumocBasb zHMT u zOPB; (R=0,20, p=0,002). BzaumocBa3s
zUMT u zO®B,/PIKEJ umena orpunarensusiii xapaxkrep (R=—0,11) n He UMeIa CTATHCTHYECKOH
sHaunmoctu (p=0,097). AGcomroTHOE comepskaHue 303UHO(UIOB B mepudepuIecKoii KPOBM OBLIO
3HAaUYNMoO BbImIe y manueHToB ¢ Hu3koii MT (p=0,006) u uMesio 3HAYMMYI0 OTPHIIATEJIHHYIO B3a-
umocBa3p ¢ zHMT (R=-0,217, p=0,023). 3aka0ueHue: y MAaHEHTOB JETCKOT0 H IIOAPOCTKOBOTO
Bo3pacra ¢ BA ¢ auskoit MT 3nauennsa zO/KEJ u zODPB, Huixe, a a6COIIOTHOE cOgep:KaHUE DO3U-
HOGUI0B B nmepudepuuecKoii KPOBU BbINIE, 4YeM y manueHToB ¢ HopMmaabHOii MT. Ilommep:xanue
HYTPUTHUBHOI'O CTATyCa MOYKET SABJISATHCSI BA’KHHIM KOMIIOHEHTOM (hOPpMHPOBAHUS OPraHOB AbIXA-
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LOW BODY WEIGHT INFLUENCE AT THE EXTERNAL
RESPIRATORY PARAMETERS AND THE PERIPHERAL BLOOD
EOSINOPHILS COUNT IN CHILDREN AND ADOLESCENTS
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Current data on the body mass index (BMI) and low body weight (BW) influence at the lung
function and peripheral blood eosinophils count in children and adolescents with bronchial
asthma (BA) are contradictory. The purpose of this research was to study the relationship
between BMI, spirometry parameters and the level of peripheral blood eosinophils in children
and adolescents with BA. Materials and methods used: a single-center observational cross-
sectional pilot study of 240 children and adolescents with BA of median age 12.0 [9.0; 15.0] y/o,
of which 165 (68.8%) were boys, who were divided into two groups based on anthropometric
measurements performed to calculate BMI and zBMI: G1 of those with normal BW (BMI —1Z to
+1Z) and G2 with LBW (BMI below —1Z). The following spirometry parameters were analyzed:
forced vital capacity (FVC), forced expiratory volume in 1 s (FEV1) and FEV1/FVC ratio
(absolute values and Z-scores). Results: absolute values of FVC and FEV1 in LBW patients
were slightly lower than in patients with normal BW, the differences were trendy (p=0.055 and
p=0.108, respectively). At the same time, zFVC and zFEV1 in low BW patients were statistically
significantly lower than in patients with normal BW, amounting to 0.440+1.210 and 1.06+1.130
(p<0.001) for zFVC, respectively, and for zFEV1 —0.241 [—-0.974; 0.576] and 0.304 [—0.397; 1.00]
(p=0.002). The values of both FEV1/FVC and zFEV1/FVC between these BMI groups did not
have statistically significant differences (p=0.462 and p=0.300). Analysis of the relationships
between zBMI and z-values of spirometric parameters revealed a significant direct relationship
between zBMI and zFVC (R=0.308, p<0.001), as well as a direct, significant, but less pronounced
relationship between zBMI and zFEV1 (R=0.20, p=0.002). The relationship between zBMI and
zFEV1/FVC was negative (R=—0.11) and did not have statistical significance (p=0.097). The
absolute content of eosinophils in peripheral blood was significantly higher in patients with
low BW (p=0.006) and had a significant negative relationship with zZBMI (R=-0.217, p=0.023).
Conclusion: zFVC and zFEV1 values are lower in children and adolescents with BA and low BW
and the absolute count of eosinophils in peripheral blood is higher than in patients with normal
BW. Therefore, maintaining nutritional status may be an important component of the formation
of the respiratory system and an adequate immune response in children and adolescents
with BA.

Keywords: bronchial asthma, BA, children, adolescents, spirometry, low body weight, LBW, BW,
body mass index, BMI, eosinophils.
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BiusHue HapyllleHHil IUTAaHUS HA TeUyeHUe
oporxmasbHOil actmbl (BA) mpomosiskaeT Haxo-
IUTbCA B (POKyce BHUMAHHUSA CIEIHAJIKUCTOB.
BoibIIMHCTBO HCCIEeLOBAHUI COCPENOTOUYEHBI Ha
N3yUYeHUUW B3aMMOCBS3M M30BLITOUHOI MAacchl TeJa
(MT) u okupeHUs ¢ pecnUpPATOPHLIMH 3a00JeBa-
Huamu [1-4]. OgHaxko B IOcJeaHWE TOABI IOAB-
JsieTcsi Bce O0OJIbIlle OKA3aTeJNbCTB, UTO HU3KAs
MT Taxixe MOKeT HeraTMBHO BO3JelCTBOBATH Ha
TeueHNe PecINpPaTOPHON IIaTOJIOTHH, BKJOUYas BA
[5, 6]. Kak anTeHaTasbHbIE, TAK U IOCTHATAJIbLHBIE
HApPyIeHus IUTAHUA MOT'YT HEraTUBHO BJIUATH
Ha (opMUpOBaHUE PECIMPATOPHOU cucTeMbI [7].

WNmeroTcss maHHBIE, YTO IIPU 3HAYMMOM CHUKEHUU
ColepsKaHusd JKUpPa y JeTell HabJaomaioTea HapyIle-
HUS POCTa JIETKUX U CHUKeHUe mx (GyHKmuu [8].
IToxazano Ttak:ke, uro Huskas MT accomuupoBaHa
co CHUIKeHueM ypoBHA KoHTpoJsd BA [9]. Tem He
MeHee MEeXaHMW3Mbl HeraTUBHOI'O BIUSHUSA HUSKON
MT ma teuenue BA Helb3s cUMTATh YCTAHOBJIEH-
HeiMu. Eciu BIusHUE OMKUPEHUS Ha CIUPOMETPH-
YyecKMe IlapaMeTphbl y IalueHToB ¢ BA geTckoro
¥ IIOAPOCTKOBOTO BO3pacTa BO MHOTOM HU3YYe€HO,
To BauAHue Hu3koiri MT Ha maHHBIe HmapaMeTpPbI
HCCJIEIOBAHO HEJOCTATOUHO U OCTAETCS IIPeIMEeTOM
nuckyccuu [1, 3, 4, 10-12].



Ilennio mccaemoBaHUS OBLIO M3yuyeHHe B3au-
mocBsasu nagexca MT (MMT), nokasaTeseii cuupo-
MEeTPUU U YPOBHSA 503WHODUIOB mepudepruuecKoit
KpOBU y JeTell 1 MOAPOCTKOB ¢ BA.

MaTepna.m,I U MeTOAbl MCCIeaJOBaAHUA

HAu3aiin uccnedoéanusa: OTHOIEHTPOBOE
HabJII0jaTeIbHOE TOIIEePEeUYHOE ITUJIOTHOE.

WccnenoBanve TpPOBENEHO CpPEAW IIAI[MEHTOB,
IIOJTyYaBIIINX JIeUeHWE B CBA3U € aTonuuecKoirt BA
B JleTCKO# TOpOACKON KJIMHUUECKOI OosbHUIE No
1 r. Huxxuauit Hosropox B 2018-2024 rr.

Kpumepuu coomeemcmeusn

Kpumepuu 6xal0ueHUs 8 uccaedos8arnue:
1) nuaruos BA, ycTaHOBJIEHHBINI B COOTBETCTBUU C
IeHCTBYIOIUMU MEKIYHAPOSHBIMU COTJIACUTEb-
weiMu gokymeHTamu (GINA, 2018-2020) ombIT-
HBIMHU aJIJIEPTOJIOTaMU U IyJbMOHOJIOTaMu; 2) BO3-
pact nanueHToB ot 6 Jser go 17 ser; 3) carypanusa
Kucgopona >95%.

Kpumepuu HegKkaAlueHus: 1) NamueHTHI C
VMT 6onee +1Z; 2) mamuume OCTPBHIX WHMEKIIU-
OHHBLIX 3a00JIeBaHUMN W JUXOPAAKU; 3) HaAIUUUE
caxapHoro auabeTa, ayTOMMMYHHBIX HapYIIEeHUI,
TIEPBUYHOTO UMMYHOAe(UIIUTA ¥ OHKOJOTUUECKUX
3a0oseBaHUil; 4) cUCTEeMHOe MIPUMEHeHHe TJII0KO-
KOPTUKOUIOB.

O6vexmu6nble U3MepEHUS.
IIpous3BegeHa OIleHKa OCHOBHBIX AHTPOIIOMETPUYECKUX

Y Bcex mamueHTOB
nokasareseit (pocr, MT, MMT) c¢ momoInbsio paspa-
ooranupix BO3 Tabiaui, ¢ ydyeToM ImoOJia X BO3pacTa
(https://www.who.int/tools/child-growth-standards).
WNsmepenusa mpousBoauau 0e3 o0yBU, BepxXHEH OeK bl
u rosioBHOrO yoopa. Pacuer UMT nmposomuiu mo dopmy-
ne: MT (xr)/poct (m)2.

Oyenka QpyrHKyuu 6HewHezo Obixanus. CImpoMmer-
pUUecKUe WCCJIeLOBAHUS IPOBOAUIN C MCIIOJIH30BAHUEM
nHeBMocuupomerpa Mastercreen (Jaeger, I'epmanus).
AHanusupoBanu cieqyoIiue IapaMeTPhl CINPOMETDUN:
dopcupoBaHHAA KUBHEHHAss eMKocTh Jerkux (PIKEJ),
oobeM (QopcupoBanHOoro BheImOxa 3a 1 ¢ (OPBy) u
coorHomenue O®B;/PEJI (abconroTHBIE 3HAYEHUA
u Z-3HaueHUs mNoKasaresyeit). [laHHBIE COUPOMETPUU
U3MEePSIN B aOCOJIOTHBIX 3HAUEHUSAX W PACCUMTHIBAJIA
nupexc ODB;/DIKEJL. Z-xpurepun PIKEJI u OPB;
(zFVC u zFEV; coOTBETCTBEHHO) OBIIM pPACCUUTAHBI
C WCIOJb30BAHUEM KaJbKyJsATOpa I100aJbHON WHU-
muatuBbl 1o (Qyuxmuu Jerkux (http://gli-calculator.
ersnet.org/index.html), cosmammHOoro mpM MOAIEPIK-
ke Espomeiickoro pecnuparopaoro obmectBa (ERS,
https://www.ersnet.org).

Ananu3 6 nodzpynnax:

Corsacuo pgauubIM oneHku HWMT wucciaemyembie
OBLIN pasfesieHbl Ha 2 TPYIIIBI:

e rpynna 1 — mopmassHaa MT (3mauenua MT or
-1Z mo +1Z7);

e rpynmna 2 — Hudkaa MT (3Hauernua VMT meHee
-17Z).

Imuueckasn sxcnepmuia. ViccienoBaHue BBIIOTHE-
HO B COOTBETCTBUHU ¢ XeJIbCUHKCKON nekaapamnuei (2013)
U 0m00peHO OITUUYECKHUM KOMHUTETOM IIpUBOJIXKCKOTO

HCCJTIegOBATEIBbCKOTO0 MEJUIIMHCKOI0O YHHBEpPCUTETa

Ne 13 or 10.10.2016. NudopmupoBanHOE coracue ObLIO
IIOJIyYeHO OT IAIMeHTOB B Bo3pacTe orT 15 mo 17 et
W OT poAuTesiell MalMeHTOB B Boapacte a0 15 jer B
323 or
3aKOHOIATEJIbCTBA PoCCUIICKOI

coorBercTBuu ¢ PenepasbHbIM 3aKOHOM Ne

21.11.2011

Dengepanuu 00 oxpaHe 3T0POBHA TPAKIAHY .
Cmamucmuyeckuili ananu3s

«OCHOBBI

IIpunyunst pacuema pazmepa 6vL00PKU

UccnemoBanme OBLIO IHUJIOTHBIM, IIOATOMY pacyeT
o0’beMa BBIOOPKU He IIPOBOAMJIU.

MemodvL o0pabomKku omcymcmeyuiux 0aGHHbLX

B wuccienoBaHune OBLIN BKJIIOUEHBI IIAI[MEHTHI, He
VMeIOIIie IIPOIYCKOB B JAHHBIX.

Memodv. cmamucmuieckozo aHaiu3a 0AHHbLX

Ananus mpoBoamiIn ¢ UCIOJb3oBaHmeM Statgraphics
Centurion v.16. KoanuecTBeHHBIE IIOKA3aTeJIN OI[eHHBA-
JI1 HA IpeIMeT COOTBETCTBUS HOPMAJbHOMY paclipere-
JIEHUIO, [IJIs 9TOro umcmojbi3oBanu Kputepuii IIlamupo—
Yunka, a TaksKe I[IOKasaTeJId aCUMMETPUM U 9KCIlecca.
Hauuble mpexncraBiaensl B Buge M=+sd, rme M — cpenmee
3HaueHme, sd — CcTaHIapTHOE OTKJOHEHWE [Jisi BHIOODOK,
MMeIOINX HOpMAaJIbHOE pacmpeaesneHue. Iisa cpaBHeHUS
KOJINUECTBEHHBIX II€PEMEHHBIX B [BYX HE3aBUCUMBIX
rpynmnax MCIoJib30BaJu MapHbIi t-kKpurepuit CThiogeHTa.
JaHHbIe Ui BBIOOPOK, OTJIMYHBIX OT HOPMAJIBLHOTO pac-
npejeseHus, npeacrasieHsl B Buge M [Ql; Q3], rome M —
Menuana, [Ql; Q3] — 3HaueHHUs IIEPBOr0 M TPETHETO KBap-
Tueit. [l uX cpaBHEHUS B [BYX HE3aBUCHUMBIX TPYIIIAX
ucnosib3oBanu Kputepuit Manna—Yutau. HomuHaabHBIE
IaHHBIE OMMCHIBAJIN C YKAa3aHUEM aOCOJIOTHBIX 3HAUEHUI
U IIPOIEHTHBIX [moJieii. KoppenaAnnoHHBIN aHAJIMU3 IIPO-
BOAUJIN C WCIOJb30BaHUEM Kod(hPUIilmeHTa PaHTOBOMK
Koppenasanuu Crnupmena. CraTucTuuecKas 3HAUYMMOCTh
paccMmaTpuBajsiack aasa 3HaueHui p<0,05.

Pe3yabraTsi

Bcero B mcciaemosanue Oblam BKJIOYEHBI 240
manueHToB B Bodpacte 12,0 [9,0; 15,0] qeT, Maab-
ynkoB 68,8% (taba. 1). JleTu ¢ HU3KON U HOp-
maabHOU MT craTucTryecKm 3HAUMMO He pasjiuya-
JIUCh TI0 BO3PACTY, II0 COOTHOIIEHUIO0 MaJbUUKOB U
IeBOUYeK, abCOIIOTHBIM 3HaueHuaAM pocta (p>0,05).
B 1O Ke Bpemsa 3HaueHHMA Z pocTa y OeTell C HUB3-
Kot MT ObLiu cTATHCTUUECKUW 3HAUUMO HUMKE, UeM
y manueHToB ¢ HopMmaJsibHOU MT, uTo, oueBHMIHO,
oTpakaeT 0Oojiee HU3KOe (PU3UUECKOE Pa3BUTHE
naruerToB 1-it rpynnsr (p=0,011). Kak UMT, Trak
u zVUMT 06b111 0XKUJaeMO CTATUCTUUYECKHU 3HAUMO
HUKe y manuenToB ¢ Huskoit MT (p<0,001).

¥V mamuentoB ¢ Hu3Kod MT mo cpaBHeHUIO
¢ mamueHTaMu, WMEBIIMMH HopMmaabuyio MT,
ObLIN OTMeUeHBI OoJsiee Hu3Kue 3HaueHusa DPIKEJI
u ODB; (tabn. 2). Pasnmuumsa wmmenum xapaxTrep
TeHJeHIun OJd abcoioTHBIX 3Hauenuii DIKEJL
(p=0,055) u O®B; (p=0,105) u 6GbLIM cTaTHCTH-
vecku 3HauuMbl aiua zDIKEJIL (p<0,001) u zODB,;
(p=0,003). B To :Ke BpeMs IIOKasaTeJu COOTHOIIIE-
Husa O®B,/PKEJl y nanuenToB ¢ Huskoir MT u
"HopMmanbHO# MT craTucTuyecKrM 3HAUMMO He pas-
auvanauchk (p>0,05).

Amnanus B3aumocBazeit zUMT wu z-sHaueHwuMit
CIMPOMETPUUYECKNX MapaMeTPOB IO3BOJMUJ BBIfA-




oM 103/Ne 2

Tabauua 1

XapakTepucTHKA HAOJII0aeMbIX MAIMEHTOB

Tapamerpst Bce( ::ggg;nm Hanrﬁ%'rzll 2713)[%011 Hauuelﬁ;l (21 :(;ggl)aﬂbﬂon p
BospacT, rogsl 12,0 [9,0; 15,0] 12,0 [9,0; 15,0] 12,0 [9,0; 15,0] 0,820
Ilon, manpuuku, abe. (%) 165/240 (68,8%) 55/78 (70,5%) 110/162 (67,9%) 0,683
Poct, cMm 153,0 [135,0; 171,0] | 149,0 [134,0; 171,0] 153,0 [135,0; 171,0] 0,372
7 pocra 0,312+0,920 0,095+0,787 0,417+0,912 0,011
MT, kr 39,6 [29,0; 55,1] 35,0 [25,0; 49,5] 41,3 [31,0; 59,0] <0,001
UMT, xr/m?2 17,2 [15,6; 16,8] 15,0 [13,9; 19,8] 18,0 [16,5; 19,2] <0,001
ZUMT —0,24 [-1,2; 0,18] | —1,46 [-1,99; —1,21] 0,02 [-0,24; 0,32] <0,001

Tabauua 2
CnupomMerpuuecKne MOKa3aTeJ M y HaOMIOMaeMbIX MAIMeHTOB ¢ HU3KOW U HopMmaabHOil MT (n=240)
Bce manmeHnTsI ITanueHTHI ¢ HI n ITanueHTHI ¢ HOPMAJILHON
R R A ce(n:g43) T (n:78)3m) T ($1=(1)32)a e p
DIKEJ, 1 3,13 [2,44; 4,44] 2,90 [2,16; 4,08] 3,20 [2,56; 4,56] 0,055
zDIKEJI 0,859+1,140 0,440+1,208 1,061+1,048 <0,001
ODB,, n 2,50 [1,85; 3,66] 2,33 [1,76; 3,29] 2,56 [1,91; 3,76] 0,105
zO®PB, 0,191 [-0,675; 0,852]| —0,241 [-0,974; 0,576] 0,304 [-0,397; 1,004] 0,003
ODB, /DPIKEIL, % 81,4 [71,7; 86,0] 81,3 [72,9; 88,3] 81,4 [71,4; 85,8] 0,462
zODB, /DIKEJL -1,05+1,31 -0,93+1,48 -1,11+1,22 0,300

BUTh CTATUCTHUYECKN S3HAUUMYIO0 IIPAMYIO B3au-
mocBsas3b zMMT u z®¥KEJ (R=0,308, p<0,001),
a TakiKe NPAMYIO CTAaTUCTUYECKU 3HAUUMYIO,
HO MeHee BBIpa:KeHHYI0 BaaummocBsasb zWMT u
zO®PB,; (R=0,200, p=0,002) (cm. pucysok). Takum
o0pasoM, IO AAaHHBIM WCCJIEJOBAHUSA, CHUIKEHUE
MT compoBOKIaI0Ch CHUKEHHEM IOKasaTesei
DOIKEJI u, B MeHbIIEH CTeleHU, I0oKasaTresein
ODB,;. BzaumocBsass zUMT u zO®PB,;/PIKEIL
uMesa orpuinarenbHbiii xapaxktep (R=-0,107) u
He uMeJia cTaTucTudeckoi sHaunmoctu (p=0,097).

AGcofoTHOE KOJIMYECTBO 9O3WMHODUIOB B
nepudepuyecKkoii KPOBU, OIpeAeSIeHHOe B [eHb
BBITIOJIHEHUSA CIUPOMETPUU, OBLIO CTATUCTUYECKU
3HAUMMO BBIIIIe y marnuenToB ¢ Huskoit MT (0,369
[0,285; 0,720] x109/01) mo cpaBHEHHUIO C Ial[UeH-
tramu ¢ HOpMasbHON MT (0,270 [0,110; 0,400]
x109/1a, p=0,004). ITonyueHa orpuiaTejbHas cTa-
TUCTUYECKU 3HAUMMAasA B3auMOCBA3b Mexay zUMT

u abCOJIIOTHBIM COJEpIKaHUeM DO3UHO(PUJIOB B
nepudepuueckoit kposu (R=-0,217, p=0,023).

O6cyxaenune

B HacTosAIIEM MONEPEYHOM HCCJIeIOBAHUY HAMU
MIPOBEEHO CpPaBHEHWE OCHOBHBIX CIUPOMETPUUe-
CKHUX IapaMeTpoB y AeTreit ¢ BA, numMenIux HU3KYIO
u HOopMasbHyI0 MT. YcraHoBI€HO, UTO IETH C HU3-
kKol MT 1o cpaBHEHHUIO C IaIMeHTAMU C HOPMAaJb-
ot MT umenu Gosee Huskme sHaueHus DPIKEJL
u ODB,. Paznuumsa mMenu xapakTep TeHIEHIIUU
nas abcosrorubix sHaueHuit PIKEJL (p=0,055) u
O®B; (p=0,105) m ObLIM CTATUCTUYECKU 3HAYM-
mel gaa z@IKEJL (p<0,001) u zOPB,; (p=0,003).
CraTucTuuecKu 3HAYMMO 0OoJiee HU3KHE 3HAUEHUS
z@OKEJL y mamumentoB ¢ BA, uMeoImnx HU3KYIO
MT, moryT OBITH IIPOSABJEHHEM QYHIAMEHTAIb-
HBIX 3aKOHOMEDPHOCTEH PasBUTUA U (POPMUPOBAHUSA
OpPraHOB [bIXaHWsS y HOeTeil U IIOAPOCTKOB, KaK B

z®IKEJI

4,4 . 42

2,2+

z0DB;

zODB/PIKEJ

z FEV1/FVC
s
-

33 23 A3 03 07 17 33 23
ZBMI

R=0,308, p<0,001

R=0,200, p=0,002

Pucynok. B3zaumoceasp zHMT u z-3HaueHMiI CHIUPOMETPUYECKUX NMAPAMETPOB y AeTeil M IOJAPOCTKOB
¢ BA, ne umeromux u36srrounoiit MT u osxxupenusa (n=240).

T T T

T T T -3,3 -2,3 -1,3 -0,3

-1,3 -0,3 0,7 1,7 zBMI
zBMI

=0,107, p=0,097




aHTeHaTaJbHOM, TaK U IIOCTHATAJIHLHOM IIEPUOLaX
[7]. BosmoxkHO, UTO HemocTaToOuHOE (HU3UIECKOe
pa3BUTHE U CHIIKEHNE HYTPUTHUBHOTO CTaTyca B
JETCKOM U TIOAPOCTKOBOM BO3pacTe MOTYT OKa-
3BIBATh TOPMOS3AINlee BJIUAHNE HA IIOCTHATAJILHOE
dopMUpOBaHME OPraHOB ALIXAHUA y IAIIUEHTOB U
Ha OCOOEHHOCTM TeUYeHUsA XPOHUUYECKOIH pecmupa-
TOPHO¥ maroJjioruu, BKJI4Yas BA.

Brli BBIABIEHBI CTATHUCTUYECKU 3HAUUMBIE
npamble B3auMmocBasu zUMT c¢ z®KEJI u c
zODB,, 6o1ee BoipaxkeHHble ¢ zDWEJ (R=0,308,
p<0,001 u R=0,200, p=0,002 cooTBeTCTBEHHO).
ITonyueHHbBIe IAaHHBIE COTJIACYIOTCA C PE3YJbTa-
TamMmu wuccaenoBanuda Senevirathna N. u coasr.,
BBRIABUBIINX, uTO Hu3Kasgs MT Onlaa He3aBUCHMO
cBasaHa co cHmxeHueM DPIKEJL u OPB,; y 3mopo-
BBIX gereir 5—7 user [13]. AHajormuHble pE3YJIb-
Tarel 0 cHmwKeHun DPIKEJI u ODPB; Ha GosbmIONn
KOTOpTe B3I0POBBIX B3POCHABIX ¢ Hu3KuM HWMT
(<18,5 Kr/m2) ObLIM TOJYYEHBI B KCCJIEIOBAHUU
Do J.G. u coast. [6]. Ilonarator, uTto GoJsiee HUB-
kre nmapameTrpsl @IKEJL u OPB; y siun ¢ HU3KOH
MT moryT OBITH 00YCJIOBJIEHBI CHUYKEHHOM Maccoit
MBI, OPIOIITHOM TOJOCTH, AuadparMbl U IPYIHON
creaku [14]. B To ke Bpemsa BzammocBA3b zVMT
¢ zODB,/DHEJ], 0OCHOBHBIM CIIMPOMETPUYECKUM
mapamMeTpoOM, OTPaKaIIIUM OPOHXWAJLHYIO IIPO-
XOAUMOCTD, ObLJIa OTPUIATENLHOM, cyaboi u He
uMeja cTaTucTuueckoi smaummoctu (R=-0,107,
p=0,097). Takum o6pasom, cHmkenue MT compo-
BOJKJIAeTCA IIPEUMYIIECTBEHHO OIpeleIeHHbBIMU
PECTPUKTUBHBIMU, a HE OOCTPYKTUBHBIMU BJIMA-
HUAMU y TanueHToB ¢ BA [eTcKoro m moapocT-
KoBoTOo Bo3pacra. IlosyueHHBIe HaAMU JaHHBIE
YACTUYHO COTJIACYIOTCA C Pes3yJbTaTaMU WCCJIEIO-
Bauusa Do J.G. u coaBT., IpPOIeMOHCTPUPOBABIIINX,
YTO y B3POCJBIX 3IO0POBBIX IMAIMEHTOB C HU3KOU
MT wmMeroT MeCTO CTATUCTHUYECKU 3HAUUMO 0OoJiee
BBICOKME 3HaueHUsd coorHolneHus ODB;/DPIKEJL
IO CPaBHEHUIO C JUIAMU, UMEIOIIMMU HOPMAaJb-
myio MT [6].

AGcosrroTHOE UmCesI0 303UHOMGUIOB B ITepudepu-
yecKoi KpoBu y meteit ¢ Huskoit MT OblI0 cTaTu-
CTUYECKU 3HAYUMO BBIIIE, UeM y HAIlMEeHTOB C HOP-
manpHOM MT (p=0,004). Hamu mosyueHa craTu-
CTUYECKU 3HaUMMasd o6paTHAas B3ANMOCBA3b MEMK Y
zAMT m KoJMyecTBEHHBIM COJep:KaHWEM D03UHO-
dusmor B mnepudepuueckoit Kposu (R=-0,217,
p=0,023). 910 MOKeT oTpayKkaTb 0ojiee BBIpa-
JKeHHbIEe CHCTEMHBIE IPOSBJIEHUA aJJIEPTUUECKOTO
503MHOGUJIBLHOTO BOCHAJIEHUS y IAIUeHTOB ¢ BA
u Hu3kou MT mo cpaBHeHHUIO ¢ MaIllueHTaMU, UMe-
foruMu HopMmasbHyio MT. ITo mHenuio Sapartini
G. U coaBT., HUBKUII yPOBEHbH JIEITUHA BO BPEMS:d
HEJJOCTATOUHOI'0 TIHUTAHWS BBI3BIBAET JucOaIaHC

T-xemnmepoB (Th) Th1l-Th2 B cropomy Th2, uro
MIPUBOJUT K YBEJWUEHUIO HPONYKIIUU WHTEpPJIei-
kuHa-4 u obmrero IgE [8].

K orpamnyenumsamM [JaHHOTO WCCJIEJOBAHUSA
MOYKHO OTHECTU €ro OJHOIIEHTPOBOI U WOIlepedu-
HBIH XapakKTep, a TaKKe OTCYTCTBUE B HCCJEJ0Ba-
HUU JAaHHBIX O FeCTAI[MOHHOM BO3PACTe U aHTPOIIO-
MEeTPUUYECKUX TapaMeTpax HaIlMeHTOB IIPU POKJe-
Huu. Kpome TOro, B HACTOAIEM HCCJIeJOBAHUU He
OBLI BBIIIOJIHEH aHAJIM3 COCTaBa TeJsla IAINEeHTOB,
He OBLIM YUTEeHBI IIOJIOBBIE U BO3PACTHBLIE OCOOEH-
HOCTU, UTO IJIAHUPYETCS BBIMOJIHUTH B CJIEAYIO-
VX UCCJIeSOBAHUAX.

3aKaroueHue

Taxum 06pa30M, Yy IanueHTOB HOEeTCKOIro u
TTOAPOCTKOBOTO BodpacTa ¢ BA ¢ Huskoit MT 3Ha-
yenua z®IKEJL u zODPB; Huke, a abcoaroTHOE
coliep;KkaHre dO3MHOMPUIOB B IepudepruyecKoil
KPOBU BBIIIIE, YeM Yy HAaIMEeHTOB C HOPMAaJbHOU
MT. Ilopmep:kaHrie HYTPUTUBHOTO CTAaTyca MOYKET
ABJAATHCA BAYKHBIM KOMIIOHEHTOM (ODPMUPOBAHUA
OpraHOB [ObIXaHUA U AaJeKBaTHOI'O UWMMYHHOTO
oTBeTa y neTeli U MOAPOCTKOB ¢ BA.

Bxnad aemopos: 6ce aemopb. 8 pAGHOU cMmenenu 6HecLu
ceoll 6KIA0 6 PYKONUCb, DPACCMOMPeNU ee OKOHYAMEeNbHbLil
sapuanm u daau cozaacue Ha NYOIUKAYUIO.

Dunancuposarue: 6ce a8mMopvL 3a416UNU 00 OMCYMCMEUU
Gunancosoil noddepicku npu nodzomosxe OAHHOU PYKONUCU.

Kongnruxm unmepecos: ce agmopbl 3ai6uiu 00 omcym-
CMeUU KOHKYPUPYIOWUX UHMepPecos.

ITpumeuwanue uzdamensa: OOO «Ileduampus» ocmaemcs
HellmpaibHblM 6 OMHOULEHUU OPUCOUKUUOHHBLX NpemeH3uil
Ha OnYyOLUKOBAHHbIE MAMEPUATbl U UHCMUMYYUOHALbHBLY
npuradnexcHocmeil.
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P.H. Xpamosa!, T.1. EauceeBal, M.A. Kapnenko?, A.FO. OBCsAHHUKOBZ,
A.Il. 3amsmunal!, O.B. Xareukas!

BAUSHUE AHTPOIIOMETPUYECKHNX ITOKA3ATEAEN
N COCTABA TEAA HA BCTPEHAEMOCTb AVNCAHAIICUCA
Y IIOAPOCTKOB C BPOHXMHAABHON ACTMOUA

IOTBOY BO «ITpUBOAKCKHUN HCCAEAOBATEABCKUN MEAUIIMHCKUN yHUBepcuter» M3 PO,
r. Hwkauit Hosropoa, 20TAOY BO PoccHUCKUI YHUBEPCUTET APY>KOBI HAPOAOB, uM. Ilarpuca AyMyMOBbI,

r. Mocksa, PO

CooburaeTcss 0 BO3pacTaHUHM YACTOTHI BCTPEUAEMOCTH JMCAHAIICHCA Y MAIMEHTOB ¢ OPOHXHUAJIbHOMN
actmoit (BA) mo mepe yBeamuenuss macchl teqa (MT) mamueHTOB, OMHAKO BJIUAHHE COCTaBa TeJja,
a UMEHHO ero KMPOBOT0 KOMIIOHEHTa, HA YaCTOTY BCTPEUYaeMOCTH JUCAHANMNCA B HACTOAIIEe BpeMs
He usyudeHo. Ileas mccareqoBanmusa: U3yYuTh BIANSHUE aHTPOIIOMETPHUUYECKHX IOKa3aTejJeil M cocTaBa
Tejla Ha BCTPEYaeMOCTh AMCAHAIICHCA y MOAPOCTKOB ¢ BA. MaTtepuaabl 1 MeTOXbI HCCIETOBAHUI:
TMPOBEAEHO OTHOIEHTPOBOE HAOJIONATEJbHOE MOIlePeYHOe IMUJIOTHOE MCCIeJOBAHNE IOIPOCTKOB
B Bo3pacte oT 12 mo 17 mer ¢ BA. HccaemoBanue mpoBegeHo Ha 6aze I'BY3 HO IATKB Ne 1
(r. Husxxnuit HoBropoa) B mepuox ¢ 2017 mo 2023 rr. Becem yuacTHUKAM NPOBeIeHBI M3MepeHHE
QHTPOMOMETPHUYECKHX U CIIMPOMETPHYECKUX IMOKa3aTelieil, onpeaeeHe COCTABA TeJjia, TUATHOCTHU-
Ka aucaHamcuca. J[McaHamcuc JUArHOCTMPOBAH IPHU OXHOBPEMEHHOM BBIIMOJHEHWH TPEX YCJIOBHUIL:
1) BBICOKMII MM BHICOKO-HOPMAJBHBINH Z (DOpPCMPOBAHHON KU3HeHHOI eMKocTu Jerkux (PIKEJ)
(6oxee 0,674); 2) HopmauabHbIi Z 00beMa ropcupoBaHHOrO BhIKoxa 3a 1 ¢ (O®PB,) (6oaee —1,645);
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3) mHuskuit uagexc O®B,/DIKEJ (menee 80%). Pesyaprarsr: o6caenoBanbl 101 moapoctor ¢ BA
(manpunku 71,3%), memuanublii Bospact cocrasua 15,0 [13,0; 16,0] xer. ITokasarenu comep-
JKAHUA JKHpPA CTATHCTHYECKHM 3HaumMo pasaudaiuch (p<0,001) B 3aBMCHMOCTH OT BBIAEJIE€HHBIX
rpynn no uagexkcy MT (MMT). Cogep:xaHue Kupa B OpraHu3Me Cpefy NAIlMEeHTOB ¢ HOPMAaJbHOI
MT y 12,1% (7/58) nauuenToB 6pL10 MOBBIIIEHO, ¥ 34,5% (20/58) — cHUKeHO; cpeay MAIUEHTOB
¢ usoprrounoit MT y 8,3% (3/36) 6s110 moHuskeHo, y 41,7% (15/36) 6bL10 HOPMAJBHBIM; y BCEX
7 MAaUMEeHTOB C OKMPEHHEeM ObLIO HMOBBIIIEHO. B rpynme mauuentoB ¢ HopmaiabHoit MT BeTpeuae-
mocTh aucanancuca cocrasuiaa 19,0% (11/58), cpenqu nmamuenToB ¢ usébrrounoii MT u oskupeHu-
em — 46,5% (20/43, p=0,003). Cpenu mamueHToOB ¢ PAa3JIUYHBIM CONEPIKAHMEM JKMPA B OpraHusMe
BCTPEYAaeMOCTh IMCAHAIICHCA COCTABHWJIA: C MOHUKEHHBIM comep:kanuem xkupa — 17,4% (4/23), ¢
HOPMAJBHBIM copep:kanuem sxupa — 26,1% (12/46), ¢ moBbIIEeHHBIM cofepkanuemM skupa — 46,9%
(15/32, p=0,042). 3akaoueHne: BCTPEYaeMOCTh JUCAHAIICHCA Y eTell U MOAPOCTKOB ¢ BA Bo3pac-
Taer Kak mo mepe yseanuenus UMT, Tak u mo Mepe yBeJIMYEHUs COTEPIKAHUS JKUPA B OpraHusMe
nanueHToB. YBeauuenue MT u comep:kaHusa skMpa B OpraHu3Me MOTYT CIIOCOOCTBOBATH (hopMHUPO-
BaHWIO U COXPAHEHUIO OOCTPYKTHBHOIO MATTEPHA BHEUIHErO JbIXaHUA y AeTell U moapocTKoB ¢ BA.
Kntouesvie cnoea: OporxuaavHas acmma, nodpocmru, Oucanancuc, us3bblmouHas macca meaa,
oJxcupenue, nPoyeHmHuoe colepicanue HHupa 6 opzaHu3me.

Hum.: P.H. Xpamosa, T.H. Enuceesa, M.A. Kapneuro, [I.JO. Oscannuros, A.Il. 3amamuna,
O.B. Xaneukxas. Bausanue aHmponomempuieckKux nokaszamedeili u cocmaea meaa HA ecmpeuae-
mocmyv ducanancuca y nodpocmrosg ¢ 6ponxuanrvroit. acmmoil. ITeduampus um. I'.H. Cneparnckozo.
2024; 103 (2): 38—43. DOI: 10.24110/0031-403X-2024-103-2-38-43.
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ANTHROPOMETRIC INDICATORS AND BODY COMPOSITION
IMPACT ON THE INCIDENCE OF DYSANAPSIS
IN ADOLESCENTS WITH BRONCHIAL ASTHMA

IPrivolzhsky Research Medical University of the Ministry of Health of the Russian Federation,
Nizhny Novgorod, 2Patrice Emery Lumumba People's Friendship University of Russia, Moscow, Russia

Increase in the dysanapsis incidence in patients with bronchial asthma (BA) has been reported
as the patients’ body weight (BW) increases, but the effect of body composition, namely its fat
component, on the incidence of dysanapsis has not yet been studied. The purpose of this research
was to study the anthropometric indicators and body composition impact on the incidence of
dysanapsis in adolescents with AD. Materials and methods used: a single-center observational
cross-sectional pilot study of 101 adolescents (71.3% boys) aged 12 to 17 y/o (15.0 [13.0; 16.0]
y/0 median) with AD was conducted in the Nizhny Novgorod City Children’s Clinical Hospital
Ne 1 (Nizhny Novgorod, Russia) in 2017—2023. All participants underwent measurement of
anthropometric and spirometric indicators, determination of body composition and diagnosis
for dysanapsis. Dysanapsis is diagnosed when three conditions are met simultaneously: 1) high
or high-normal z of forced vital capacity (FVC) (over 0.674); 2) normal z forced expiratory
volume in 1 s (FEV1) (over —1.645); and 3) low FEV1/FVC index (below 80%). Results: fat
ratio differed statistically significantly (p<0.001) depending on the selected groups according to
the body mass index (BMI). The body fat content among patients with normal body weight was
increased in 12.1% (7/58) of patients, and decreased in 34.5% (20/58); among patients with
excess BW, 8.3% (3/36) had decreased weight, 41.7% (15/36) had normal weight; in all 7 obese
patients it was increased. In the group of patients with normal BW, the incidence of dysanapsis
was 19.0% (11/58), among patients with overweight and obesity — 46.5% (20/43, p=0.003).
Among patients with different body fat content, the incidence of dysanapsis was: with a reduced
fat content — 17.4% (4/23), with a normal fat content — 26.1% (12/46), with an increased fat
content — 46.9% (15/32, p=0.042). Conclusion: the incidence of dysanapsis in children and
adolescents with AD increases both as BMI increases and as the fat content in the patients’ body
increases. An increase in body weight and body fat content may contribute to the formation and
maintenance of an obstructive external respiration pattern in children and adolescents with BA.
Keywords: bronchial asthma, adolescents, dysanapsis, overweight, obesity, body fat ratio.
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dysanapsis in adolescents with bronchial asthma. Pediatria n.a. G.N. Speransky. 2024; 103 (2):
38—-43. DOI: 10.24110/0031-403X-2024-103-2-38-43.
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Hucamamncuc (aury. — dysanapsis) — HecoOT-
BETCTBUE pasdMepa UJIU POCTa AbIXATEJbHBIX ITyTei
(OII) 06beMy MM POCTY MAPEHXUMBI JETKUX, IPU
srom puamerp Il aucIpomOpIUOHAIBFHO MEHB-
me o6beMa MapeHXWMBI JIeTKUX. IlepBoHAYaIbHO
IUCAHAIICUC OBLI OMMCAH KaK CINPOMETPUUECKUI
(deHOMEH, BCcTpeuaromuiicad y 34OPOBBIX B3POCIBIX
[1]. B HacToAlllee BpeMsa AMCAHAIICUC PaccMaTpH-
BaeTcsd KaK BaKHBI HEMMMYHHBIA MeXaHU3M
dopmupoBanusa OpoHxmanbHOl actMbl (BA) u
XPOHUYECKON OOCTPYKTUBHOII 00JIe3HU JIETKUX [2,
3]. Hucanamcuc pasBUBAETCA IIPEUMYII[ECTBEHHO
B JETCKOM U IIOJPOCTKOBOM BO3pPacTe B IIE€PUOJ
Pa3BUTUS PECHUPATOPHOI cucTeMbl. MexXxaHU3MBI
dbopMupoBaHUA AucaHamncuca yTOUHAIOTCA [3—6].
YacToTa BCTPEUAaEMOCTH IUCAHAIICHCA y JAeTeil ¢
BA BospacTaeT 1o Mepe yBeJIWUEHUA MaCChHI TeJa
(MT) [5, 7]. ¥V mereit ¢ usberTounoit MT u oxxupe-
HUEM, IUarHOCTUPOBAHHBIMU HA OCHOBE WHIEKCa
MT (UMT), BCcTpeuaeMOCTh OUCAHAIINCA CTATUCTHU-
YeCKU 3HAUMMO BBIIIIE, YEM Y AETell ¢ MOHUKEeHHOH
u HopMmasnbHOM MT [7]. Ogmako MMT sasasercsa
CKPUHWHTOBBIM IIOKa3aTejeM U MOYKEeT He oToOpa-
JKaTh COCTAaB TeJja M COIEepKaHue JKUpa B OPraHU3-
me. B nccinemosanuu M.S. Ferreira um coaBT. OBLI
BBHITIOJIHEH aHaJN3 B3aWMOCBA3W WHAEKCA AMCaHa-
Irca U cocTaBa TeJia, OMHAKO MHIEKC AucaHalcuca
He TIOJIHOCTBHIO OTPaskaeT HaJUUYNe UJU OTCYTCTBUE
y mamueHTOB AucaHarncuca [8]. [laHHbIe 0 BIUAHUU
cocTaBa Teja, a UMEHHO ero JKMPOBOTO KOMIIOHEH-
Ta, HA YaCTOTY BCTPEUYAEMOCTU AUcCAHAINCa HaMU
B JOCTYITHOW JuTepaType He HaWjgeHbl. Takum
o0pasoM, BIMAHNE COCTABa Tejia Ha BCTPEUAEMOCTH
IUcaHaICHUca y neTeill U moAPOoCcTKOB ¢ BA Henbas
CUMTATh YCTaBJEHHLIM. B CBA3U C JTUM I€JbIO
HUCCJIeNOBaHUA SBUJIOCH N3YyUEeHUE BIUAHUA aHTPO-
IIOMETPUYECKUX IIOKas3aTesieli W cocTaBa Tejaa vy
TIOAPOCTKOB ¢ BA Ha BCcTpeuaeMOCTh JUCAHAIICHCA.

MaTepna.m,I M MeTOAbl MCCJIedJOBAHUA

HAu3ain uccnedosanus: OJHOIEHTPOBOE
HabJII0jaTeJIbHOE IIOIEPEeUHOEe MTUJIOTHOE KCCJIENO-
Banue. [laHHbIe OBLIN MOJIYUYEHBI OT AeTeil M Imoj-
POCTKOB, TOJYUYaBIINX JI€UEeHWE OT AaTOMNUECKO
BA B [leTcKOi1 TOPOACKOI KIMHUUECKOIN OOJIbHUIIE
Ne 1 r. Husxknero Hoeropoza B 2017-2023 rr.

Kpumepuu coomeéemcmeusn

Kpumepuamu 6KANUEHUS 6 uccaedosarue
ovtau: 1) muaranos BA, ycTaHOBJIEHHBINT B COOT-
BETCTBUU C [AeHCTBYIOIIMMU MEXIYHAPOLHBIMU
corstacutenbHBIMU gokymeHtamu (GINA, 2016—
2023) [9]; 2) Bospact mamuenToB oT 12 mo 17 ier.
Kpumepuamu HesxatoueHus Oviau: 1) mamueHTHI
¢ nmoHmxenuoit MT (MUMT menee —1Z, mCX0IHO B
nccJaeloBaHUY OBILIN paccMoTperbl 189 marmneHToB,
u3 Hux 48 ob1u ¢ UMT menee —1Z); 2) manumeHTs
B BodpacTe oT 6 mo 11 JjieT BcoeACcTBUE OTCYTCTBUSA
B JINTEpaType [MNaHHBIX MAJA pacyeTa Z-OIleHOK
mporeHTHOTO coxep:kanus kupa (BF) zBF% (us
141 yuactHUKOB uccaenoBanus ¢ UMT Gosee —1Z
OblIM MCKJII0UeHBI 40 IMAIrMeHTOB C BO3PacTOM [0
12 ner) [10]; 3) Hamuume OoCTPHIX MHMPEKIIMOHHBIX

3a00JIeBaHUM 1 JTUXOPAAKU; 4) HATUUYNE CAXapHOTO
nuabera, ayTOMMMYHHBIX HAPYIIIEHWH, IePBUYHBIX
UMMYHOLe(UINTOB, OHKOJIOTMYECKUX 3a00JieBa-
HU; 5) cucTeMHOe IpPUMeHEHUE TJIIOKOKOPTUKOU-
OB, MHI'MOMTOPOB AHTMOTEH3UH-IIPEBPAIIAOIIero
(bepmMeHTa, IPOTHUBOSMUIEIITUYECKUX I[IPEIAPATOB;
6) Tsa:xenmoe Teuenue BA.

O6sexmuénbLe

usmepenua. Bcem

TaM ObLIa IPOBEJEHA OIeHKA OCHOBHBIX AaHTPOIIOME-

maiueH-

TPUYECKUX nmokasaresieii. Bce 3aMepbl IIPOUM3BOAUJIN

0e3 00yBU, BepxHeHl OJeXIbl U TOJIOBHOrO YyoOopa.
AHnTpomomerpuueckue mnapamerpsl (poct, MT u MMT)
OIleHWBAJM C KCIIOJH30BaHMEM TalOJIUI] Z-SCOore, paspa-
ooranubpix BO3, ¢ yueTom Iojia M BO3pacTa IIal[MeHTOB.
Bouiu oupepesnens! anuHa Tena (M3MepeHUA IIPOBOUIN
C IIOMOIIILI0 pocToMepa C AejeHueM IrKaJabl 1o 0,1 cm)
u MT (u3MepeHUA MPOBOAMIN C WCIIOJH30BAHUEM BECOB
Omron BF 214 body composition monitor ¢ uyscrBu-
TeabHOCTRIO M0 0,01 kr). Pacuer UMT mpoBoguam 1mo
dopmyse: MT (kr)/poct (m)2. Pacuer z-kpurepus UMT
BBHITIOJTHEH C KCIIOJIE30BaHMEM KaubKyasaTopa [https://
www.bcm.edu/bodycomplab/BMIapp/BMI-calculator-
kids.html]. B coorBercTBUU ¢ manHbIMu oieHKu VMT
B 9TOM WCCJIEJOBAHUM [OeTH ObLIN pasiesieHbl Ha 3
rpyunsl: getu ¢ HopMmasbHO MT (3Hauenua MMT ot
—1Z no +1Z), netu c¢ usbpiTounoit MT (3mauenus VUMT
Boilie +17), netu ¢ oxupenueM (3HaueHusa VIMT Briire
+27). Usmepenusa okpyskuHocTu sxkuBora (OiK) mpoBomu-
JI1 B KOHIIe HOPMAaJbHOTO BBIZOXA C IIOMOIIBIO TMMOKOMH
JIEHTHI Ha OKPY’KHOCTHU, PABHOYAAJEHHON MEXXIy BepX-
Hell rpaHuieil rpe0HA MOAB3AOIIHON KOCTH W HUMKHUM
Kpaem pebpa [11]. Bruio paccumrano orHomeHme OMK
K pocry [12]. IIpouenrtnoe comep:xkanme xkupa (BF%)
B OpPTaHU3ME H3MEPSAJIN C IOMOIIBI0 MOHHTOpPA COCTaBa
Tesa. Pacuer z-Kputepus mis BF% ObL1 mpoBeneH c
WCIOJIb30BAHNEM CPEJHUX B3HAYEHWN U CTAHZAPTHBIX
OTKJIOHEHU, IPUBEJEeHHbIX B uccaenoBanuu P.R. Vehrs
U COaBT., AJA MaHHOTO Bo3pacrta u moJia [10]. B coor-
BeTCTBUM C pesyJbTaTamu usmepenuss BF% mamnueHTsl
B HAIIleM KCCJIeOBAHUY OBbLIN Pas3fesieHbl Ha 3 TPYIIIBI:
nmoHmxkenuoe coxepxaune BF% (smauenumss BF% Humxe
—17Z); vopmanbHoe coxepskanue BF% (smauenuss BF%
ot —1Z mo +1Z); noseiinienHoe comep:kanue BF% (3Ha-
uenusi BF% sBoime +17Z).

Oyenka @GyHKyuu 6HeutnHezo OJvixanus. Croupo-
MeTPpUYeCKHe WCCJIeLOBAHUA IIPOBOAUIU C WCIIOJb-
3oBaHmeM nHeBMocuupomerpa Mastercreen (Jaeger,
T'epmanusa). Ilpu amanmse MaHHBIX CIUPOMETPUU OIle-
HuBanu ciexnyiomue mnapamerpsl: DIKEJL (1) — dop-
CHUpOBaHHAA JKU3HEHHAS EeMKOCTh JIETKHX, OTPakaeT
oobeMm Jserkux; O®B; (i1/c) — o6beM (PopcEPOBAHHOIO
BeIoxa 3a 1 ¢; OPB;/DPHEJL — nunpekc, ABIA0IUNACA
OCHOBHBIM ITAPAMETPOM CIMPOMETPUU AJIA AUATHOCTUKYI
OOCTPYKTUBHBIX HapylleHui. Z-kputrepun (z) PIKEJL
u OPB;, a raxkxe ODPB;/PHEJl 6blIu paccuUTaHBI
C WCIOJIF30BAaHMEM KaJbKyJadaTopa IyobanbHON WHU-
muatuBbl 1Mo (Qyuxmuu Jgerkux (http://gli-calculator.
CO3IAHHOTO TIPU IOJJEPIKKe
EBpomneiickoro pecnuparopuoro obmiecrsa (https://

ersnet.org/index.html),

www.ersnet.org). [ucanancuc ObLIT JUArHOCTUPOBAH B
COOTBETCTBUU C PEKOMEHAAUAMU, MPEII0KEeHHBIMHU B
pab6ore Forno E. u ap., Ipu OAHOBPEMEHHOM BBIIIOJIHE-



HuUM Tpex ycaoBuii [4]: 1) BBICOKMII MM BBICOKO-HOD-
manbHbl z PIKEJL (6omee 0,674); 2) HOpMAJIbHBIN Z
ODB; (6onee —1,645); 3) nuskuit uagexc OPB/DPIKEJ
(memee 80% ). YUaCTHUKM B 3aBUCHUMOCTY OT HAJTUUUSA
WJIW OTCYTCTBUSA [AUCAHAIICHMCAa OBLIM IIOfeJieHbl Ha 2
rpynmnsl (OTCYTCTBUE AUCAHAIICHCA U €ro HaJaudue).
Imuueckasn Ixcnepmusa. ViccienoBanve BBITIOTIHE-
HO B COOTBETCTBUHU ¢ XeJIbCUHKCKOI Aekaaparmueii (2013)
1 ono0peHO ITHUUYECKUM KOMHUTETOM IIPUBOJIKCKOTO
HCCJIeIOBATEJILCKOTO MEJUITMHCKOT0 YHUBEpcuTeTa (IIpo-
TokoJg Ne 13 or 10.10.2016). MupopMupoBaHHOE COTJIa-
cre OBLIO IIOJyYeHO OT IMAIlMeHTOB B Bo3pacre oT 15 mo
17 smet u oT poauTesel mMalKeHTOB B Bo3dpacTe a0 15 jeT
B cooTBeTcTBUU ¢ PemepanbHBIM 3akoHOM N 323 or
21.11.2011
Depepanuu 00 OXpaHe 3J0POBbS T'PAKIAH» .
Cmamucmuyeckuli ananiu3
Ilpunyunel paciema pazmepa 6bL00PKU
WccnenoBanue OBLIO HUJIOTHBIM, I[IO9TOMY pacder

«OCcHOBBI 3aKOHOZATEJNbCTBA PoccuiicKoi

o0'beMa BLIOOPKU He ITPOBOAMJIU.
MemodvL o6pabomku omcymcmayruiux 0AHHbLX

U-kpurepuss Manna—YutHu. KauecTBeHHBIe mTaHHBIE
OIMCBHIBAJIU C YKas3aHWeM abCOJIIOTHBIX 3HAUEHUI U IIPO-
IMeHTHBIX poJsieii. CpaBHeHUe KauyeCTBEHHBIX TaHHBIX
TIPOBOAMJIA C MCIOJb30BaHMeM Kpurepus y2. B Tex ciy-
yagx, KOTLa UYMCJIO OMULAeMBIX HAOMIOLeHUN B JII000M
U3 AYeeK UYeThIPeXIIOJbHOM Tabuuilkl 0bl10 MeHee 10,
IS OIEHKW YPOBHA 3HAUMMOCTHU PA3JIUUYUI HCIOJIb30-
BaJI1 TOUYHBIN Kpurepuii ®@uirnepa. Pasaumuus cuumrTanin

craTucTUYeCcKH 3HaunMbiMu npu p<0,05.

PesyabraTs:

B uccnemopanuu npunaiam yuactue 101 marm-
eHT B Boapacte ot 12 mo 17 Jjer, mMemuaH-
HBI BO3pacT KOTOpbIXx coctaBua 15,0 [13,0;
16,0] ner, u3 Hux MaabuumkoB 71,3% (72/101).
ITanuenTsl € AucaHalcucoM u 0e3 aucaHaruca
CTATUCTUYECKHU 3HAUMMO HE Pa3IUYaJUCh II0 BO3-
pacty (p=0,582), 1m0 COOTHOIIIEHHIO MAJHLUYUKOB
u gpeBouek (p=0,668), abCOMIOTHBIM 3HAUEHUAM
pocra (p=0,403) u z-kpurepuam pocta (p=0,098)
(rabs. 1). 3HaueHUS TAKUX AHTPOIIOMETPUUECKUX

OTCyTCTBYIOIUX AAaHHBIX B MCCAENOBAaHWM He ObLIO. MOKasareneit, xax HWMT, zHMT, O /pocrt, a
Memodbt cmamucmuyueckozo aHaiu3a OAHHbLX TaKKe IIapaMeTpoOB, OTPasKaloIUX COCTaB TeJa
AHanu3 MpoBOAWIH ¢ ucnoab3oBanuem Statgraphics (BF%, zBF%), ObLIM CTaTUCTUYECKH 3HAUMMO

Centurion v.16 (Statgraphics Technologies, Inc., The
Plains, Virginia, USA). KoauuecTBeHHBIE ITIOKa3aTeIn
OIlEHWBAJU Ha IIpPeJMeT COOTBETCTBUS HOPMAaJIbLHOMY
pacupefesieHuio, [JIA JTOr0 WCIOJb30BATU KPUTEPUil
[lanmrpo—YuiakKa, a TakKe IOKAasaTeJu aCUMMETPUU U
aKcmecca. KoiauuecTBeHHBIE AaHHBIE IIPENCTABJIEHBI B
Buze M [Q1; Q3], rme M — menmaHa, [Ql; Q3] — mepBuIit
W TPeTUu#dl KBapTuiaum. Pasamuusa Mexay [AByMs Hesa-
BUCUMBIMM TPYIIaMU ObLIM OIpPENeJeHbI C TOMOIIbIO

BBHIIIIe B T'PYIe MAIMEeHTOB C HaJAWUYMEM [AucaHa-
nuca (p<0,05).

B coorsercTBuu ¢ pmammbiMu oneHku MMT B
9TOM WCCJEeNOBAaHUU [OeTU ObLIM pasiesieHbl Ha 3
rpynnbel: getu ¢ HopMandbHOir MT (n=58), merm
¢ usowsiTounoit MT (n=386), meTu c ORUpPEHUEM
(n=7) (tabs. 2). B cooTBeTCTBUHN C pPe3yJbTaTaMU
usmepenuss BF% manueHTbl B HaIllleM HCCJIeI0Ba-
HUU OBLIN pasiesieHbl HAa 3 TPYIIbI: TOHUKEHHOe

Tabnruua 1

ATbIN

CpaBHeHHEe aHTPOIOMETPHMUYECKUX IOKAa3aTeJieil M cOCTaBa TeJjia Y HAaOJI0JaeMbIX MAIMEeHTOB ¢ BA
B 3aBHCHMOCTH OT HAJIWYUA/OTCYTCTBUs nucaHamncuca (n=101)

IIa pamMerpsI ,Z[ncanan((::i ,;)(’)T;ByTCTByeT I[ncananc?nc:é[i];lcy'rmnyel‘ 3HAYCHUT p
Boapact, romsr 15,0 [13,0; 16,0] 15,0 [13,0; 16,0] 0,582
Manbuuru 68,1% (49/72) 74,2% (23/31) 0.668
IleBoukn 31,9% (21/72) 25,8% (8/31) ’
PocT, cm 170,0 [164,0; 176,0] 172,0 [165,0; 179,0] 0,403
zPocT 0,69 [0,15; 1,18] 1,1 [0,34; 1,82] 0,098
NUMT, xr/m?2 21,17 [19,41; 23,88] 23,68 [21,37; 27,78] <0,001
zZUMT 0,51 [-0,15; 1,09] 1,33 [0,73; 1,87] <0,001
OJK /poct 0,45 [0,42; 0,50] 0,48 [0,43; 0,56] <0,001
BF%, % 19,1 [12,4; 22,2] 25,5 [16,0; 32,7] 0,019
zBF% 0,06 [-1,02; 1,00] 0,85 [0,06; 2,50] 0,010
Tabnuua 2
Pacnpenenenue comep:kanus npouenra kupa B opranunsme (BF%)
B 3aBucumoctu or UMT HabaromaeMbIx nmamueHToB ¢ BA
Hopmansnas MT Hz6prTounaa MT Osxupenue ITonapuoe
Cognep:xanne BF% (n=58) (n=36) (n=7) 3HaYeHUA P cpaBHeHMe TpymnI
IlonusxenHoe 34,5% (20/58) 8,3% (3/36) 0% (0/7) P12 <0,001
HopmanbHoe 53,4% (31/58) 41,7% (15/36) 0% (0/7) p<0,001 p;-3 <0,001
TloBbImeHHOE 12,1% (7/58) 50,0% 18/36) 100% (7/7) pPa-3 =0,049
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Tabnuua 3

CpaBHeHHe CTHPOMETPUYECKUX TMOKa3aTejeil y Ha0MogaeMbIX MAamueHToB ¢ BA B 3aBUcMMOCTH
OT HAJIUYUA/OTCYTCTBHA nucaHamcuca (n=101)

IIa paMerpsI I[ucanam(::i ;gfy'rc'rnye'r I[ucananc:&I:::réliucyTCTByeT SH aueHHd p
Z®IKEJ 0,33 [-0,48; 1,1] 1,64 [1,11; 2,41] <0,001
zODB, —0,26 [-1,27; 0,95] 0,27 [-0,10; 0,82] 0,223
ODB,/DHKEI, % 82,13 [74,53; 87,34] 71,9 [67,2; 77,85] <0,001
20®DB, /DIKEJ —0,70 [-1,68; —0,09] -1,95 [-2,53; —1,15] <0,001

comeps:kanme BF% (n=23); HOpMasibHOE comepika-
Hue BF% (n=46); noBrimmenHOe comep:kanme BF%
(n=32).

Tak, cpemu mammeHTOB ¢ HOopMmaJsbHOUI MT y
12,1% (7/58) mamumeHTOB cojep:kaHWe KHUpa B
opranmsMe OBLIO IOBBINIEHO, ¥ 34,5% (20/58) —
cumkeno. Cpeau mamueHTOoB ¢ u3bbiTouHOit MT
comep:kanue xkupay 8,3% (3/36) 661710 IOHMIKEHO,
y 41,7% (15/36) — HOpMaJBHLIM U y BCeX 7 Iallu-
€HTOB C OJKMpPeHHeM OBLIO IMOBBINIeHO. Pazaumuus
ObLIM cTaTHUCTHUeCKH sHauuMbl (p<0,001).

BerpeuaemocTh AmcaHancuca B TPYIIe IMalfi-
euToB ¢ wHopmaabHoit MT cocraBumra 19,0%
(11/58), cpenu rpynmsl TAllMeHTOB ¢ U30BITOYHOM
MT - 47% (17/36), c oxxupernuem — 43% (3/7),
pasinumA cTaTuCTUYecKu 3HauuMsbl (p=0,012).

BerpeuaemocTh AmcaHancuca cpegu geTeid ¢
Pa3IWYHBIM COJEpPIKaHWeM JKHUpa B OpraHusMe
COCTaBUJIA: C MOHWKEHHBIM COIEP/KAHUEM KUpa —
17,4% (4/23), c HOpMAJIbHBIM COePIKAHUEM JKUTPa —
26,1% (12/46), c TOBBINIEHHBIM COJEP:KAHUEM
sKkupa — 46,9% (15/32); pasauunsa CTATHCTUUECKU
sHaunMbl (p=0,042).

Ananus cOoupoMeTpUUECKUX TMoKasaTejaeil y
mamueHTOB 0e3 JucaHalcuca U C JUCAHATICHCOM
mpexacTtaBieH B Tabg. 3. B rpymme manueHTOB C
nucamancucom 3Hauenusa zPIKEJI O6blim 0Ku-
IaeMO CTATUCTHUUYECKU 3HAYNMO BBIIIE, UYeM B
Tpylille ImamueHTOB 0e3 aucaHamcuca (p<0,001).
CraTuCcTUYEeCKN 3HAYMMBLIX pPAa3JIUdYUil B BeJIU-
uypae zO®PB; y namueHTOB € JAMCAHAICUCOM U
0e3 aucaHamcuca BbISBJIeHO He ObLI0 (p=0,223).
Ilokaszarenru O®B;/PKEJI u zODPB,/DPIKEJL B
rpylnme malydeHTOB C HaJAW4YWeM [HCaHAICHCca
OBLIM CTATHUCTUYECKN 3HAUMMO HUKE, YeM B I'DYII-
e MoApPOoCTKOB 6e3 mucanamcuca (p<0,001).

Oé6cy:xmenue

B mHacTosIeM wucciaeTOBaHUU OIEHEHO BJIUS-
HUEe aHTPOIIOMETPUUYEeCKUX IIOKasaTejiei W cocTa-
Ba TejJa Ha BCTpedaeMocCTh aucamamcmca y 101
nmoxpoctka ¢ BA. B wucciaenyemoit BbiGopke MT
(UMT wu zHUMT), a Ttakske cootHomreHue OK/
pOCT y TAIMEeHTOB C AUCAHAIICCOM OBLIW BBIIIIE,
yeM y IOAPOCTKOB 0e3 mucanamcuca (p<0,05). 9to
corjacyeTcsa C pes3yJbTaTaMH HAIKUX MCCIem0Ba-
Huii [7, 13], a TakKe maHHBIX Y. Jung m COAaBT.
[2], u cBumeremncTByeT, uTo moBbInienue MT y
Iereil U MOAPOCTKOB ¢ BA MOKeT COmpPOBOMKIATh-

cA YyBeJIWUEHWEM BCTPEUAEMOCTH [AVCaHAIICHCA.
BroepBhle INOKAa3aHO pacupefesieHHe COAEPIKaHUA
BF% B saBucumoctu ot UMT y moapocTkoB ¢ BA.
JaHHBIE PE3YJIbTATHI B MOCJIEAYIOIIEM ILJIAHUPYET-
cA MOUOJHUTH CBEAEHUAMHU O IIOJIOBOM DPa3BUTUU
TMaIMeHTOB W OTHOIIEHUM UX K 3aHATUAM CIIOP-
TOM, TaK KakK AaHHBIe (DAKTOPHI, OUEBUAHO, MOTYT
BJIUATH Ha COAEPIKaHUE KUpa y IMallueHTOB COIIO-
cTaBUMOTO Bo3pacTa u moja [14, 15].

B rpynne namnuentoB ¢ HopManbHOI MT BcTpe-
4yaeMOCTh [ucaHamncuca ObLia Hmxe — 19,0%
(11/58), uem cpemu TAIUEHTOB C WU3OLITOUHON
MT u oxupenumem — 46,5% (20/43), pasaumuns
cratuctuueckn 3HauuMbl (p=0,003). OTu pesyib-
TaThl COTJIACYIOTCS KaK C pesyJjbTaTaM{ HaIIux
WCCJIeOBAaHUM, TaK U C JaHHBIMU Y. Jung 1 COasBT.
[2, 7, 13]. AHasm3 BCTpeYaeMOCTH IUCAHAIICHCA
y TAaIMeHTOB C PAa3JIUYHBIM COAEP:KaHUEM IKUPA
IIPOJEMOHCTPUPOBAJT CXOKMe BaKOHOMEDPHOCTH.
BcerpeuaemMocTh amcaHAaICHCa CTATUCTUYECKU 3HA-
uynmo (p=0,042) Bospacrasia M0 Mepe yBeJIUUYEHUS
Ccoep;KaHMUsA JKUpa B OpraHusMe mamueHToB. Harm
pPEe3yJIBTaThI COTJVIACYIOTCA C IIPEJIOJIOMKEeHUEM, UTO
TOPMOHBI, ITMTOKWHBI, MEIUATOPHI, CEKPEeTupye-
Mble M30BITOUHOM JKHPOBOM TKAHBIO, MOTYT OKa-
3bIBATh BJIMAHUE HA IIPOIIECCHI POCTA W Pa3BUTUA
pecIupaTopHOil CUCTEMBI, HapyIIasd CUHXPOHHOCTH
(bopMupoBaHUA MAPEHXWMBI JIETKUX U AuamMerpa
OPOHXOB. JTO MOXKET IPUBOAUTH K PA3BUTUIO IUC-
aHallcuca y 3HAUUTEIbHOI JOJIU IMAIeHTOB C U305bI-
TouHour MT m oKupeHmeM, YTO, B CBOIO OYEPE[b,
(opmupyer OGCTPYKTHUBHBIN MATTEPH HAPYIIEHUI
(DYyHKIMU BHEITHEro ALIXaHWSA HEMMMYHHOTO TeHe-
3a [13, 16—20]. IIpeBasupoBaHmEe OOCTPYKTUBHOTO
maTTepHa B TPYIIle IAIUEHTOB C JUCAHAIICHCOM
TOATBEPIKIAETCSA AaHAJIN30M CIHMPOMETPUUECKUX
HCCJIEIOBAHMUI, COTJIACHO KOTOPOMY B HCCJIENyEeMOit
BeIOOpke mokaszarean ODPB;/DKEJI u zODPB,/
DIHKEJ] B rpymnne manueHTOB ¢ HAJIWUNEM AVCAHAII-
cuca OBbLIM CTAaTHUCTUYECKU HUKE, YeM B TPYIIe
OAPOCTKOB 0e3 mucamarncuca (p<0,001).

OrpaHUYeHUAMU WCCJIEIOBAHUSA SABUJICA €TI0
OIHOIIEHTPOBOIl U IIONEPEUYHBIA XapakKTep. Kpome
TOr0, He YUYUTHIBAJIUCH BJIUAHUE CTEIIeHU ITybeprara
¥ BOBJIEUEHHOCTDH HAITMEHTOB B 3aHATUA CIIOPTOM.

3akiaouyeHue

BCTpe‘IaeMOCTB ACaHaIlicuca y IeTeil U mo-
POCTKOB C BA BOo3pacCTaeT KaK IIO Mepe yBeJnude-



Hua VUMT, tak m 1o Mepe yBeJIWYEeHUS COJEpKa-
HUA KUpPa B OpPraHU3Me IIaI[UeHTOB. ¥ BeJIMUEHUE
MT u CoepXaHUuA MHUpa B OpPraHmndMe MOKeT
coco6CTBOBATh (OPMUPOBAHUIO U COXPAHEHUIO
OOCTPYKTUBHOTO THATTePHA BHEITHEro AbIXaHUS Y
nereil m mMOAPOCTKOB ¢ BA.
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PACHIMPEHHBINN HEOHATAABHBIN CKPUHUHT _
AASl BBIABAEHVSA BPOJXAEHHBIX AE®EKTOB MMMYHHOU
CUCTEMBI: OIIbIT MOCKOBCKOI'O LIEHTPA
HEOHATAABHOTI'O CKPUHUWHIA

ITBY3 «MoOpO30BCKasi AeTCKasi TOPOACKasi KAUHUYecKasi 6oabHUIla A3M», 2DIBY «LleHTpaAbHBINA Hay4YHO-
HUCCAEAOBATEABCKUN WHCTUTYT OPTaHU3aIluu M MHAOPMAaTU3AllNU 3APaBOOXPaHEHUI Y,
SOIAOY BO «PoccuiiCKUN HAIIMOHAABHBIA UCCAAOBATEABCKUN MEAMIIMHCKUN YHUBEPCUTET
uM. H.U. TTuporoBa» M3 P®, 4OTBHY «MeaANWKO-TeHEeTHUeCKUH HAayJYHBIN 1TeHTp M. akap. H.IT. BoukoBa»,
SOTBY «HalroHaABHBIA MEAUITMHCKUN UCCACAOBATEABCKUM IEHTP AETCKOU IeMaTOAOTHUU, OHKOAOTHU
¥ UMMYHOAOTHH uM. AMutpusi Porauesa» M3 P®, 60OCIT «HKU mepriaTpuu v AETCKOU XUPYPIUU WM.
akap,. O.E. Beawtuinesa» ®TAOY BO PHUMY wum. H.U. TTuporosa M3 PO, 7OTBOY ATITO «Poccutickas
MeAUITMHCKAas aKaAeMUs HelPepBIBHOTO MpodeccruoHarbHOTO o6pa3oBauusi» M3 PO, r. Mocka, PO

C auBapa 2023 r. ma tepputopuu Poccuiickoit ®demepanmuu TPOBOAUTCA PaCUIUPEHHBI HeOHa-
taapHbIi ckpuHUHT (PHC), BRIouaromuii B ce0a onpeneinenue maprkepos TREC/KREC, koropsie
IO3BOJISIOT 3al003PUTHh TAMKEIYI0 KOMOMHHMPOBAHHYIO HMMYyHHYI0 HemocrartouHocts (TKHH),
denoTunuueckue T-kiaeTouHbie MMMyHOneUUHUTHI U aramMmariaooyauHemuio (AIT) mo passurus

TAXKedbIX MHPEeKIMOHHBIX ociao:xkHeHuil. Ilexs ucciaemoBanus: omeHuts pe3yabpratbl PHC Ha
BposkaeHHbIe nedekTsl ummynurera (B/AW) y HoBoposkaeHHbIX B I. MOCKBe M BBIIBUTH HamoboJiee
npo6JieMHbIe BOIPOCHI B OPraHM3allMU €ro mpoBexeHHs. MaTepuassl U MeTOIBI HCCIETOBAHMA:
uccaegopanmne nposoguioch Ha 6aze I'BY3 «Mopososckas JIT'KB /I3M», yuacTHHKaMU HCCIeT0Ba-
HUS SABJSAJINCH TEeTH, POKAeHHbIe Ha Tepputopuu r. Mockss! B mepuoz ¢ 01.01.2023 mo 31.12.2023
co camxennem TREC/KREC menee 100 komnuii/105, o6mee 4muclI0 HOBOPOJKIEHHBIX COCTABIJIO
116 584. Pesyaprarsri: mo utoram mepBoro roga PHC ma teppuropuu r. MoCKBBI BCero ObLIO
BoIsgBieHO 14 manmentoB ¢ BIIU, u3 Hux 4 manmmeHTa ¢ TeHEeTHMUYECKH IOATBEPKIEHHOH (opmoit
TKHH; 2 manmenta ¢ ummyHogenorunom TKUH; 3 mamuenra ¢ AI'T; 2 manmeHTta ¢ CHHIAPOMOM
Ou JI;Kopasku; OOUH MAIMEeHT C CHHAPOMOM, ACCOIMMPOBAHHBIM C¢ MyTamueir B rene PI4KA;
2 manmeHTa ¢ CHHAPOMAJBHON IATOJOTHel 0e3 reHeTHYecKoro moaTBep:xkaeHud. TakuMm oGpasom,
YacToTa BBIABIEeHUA manueHToB ¢ mmmyHodeHorunmom TKHUH cocraBuiaa 1 cayuait ma 19 430
nmereit, yacrora manueHToB ¢ AIT — 1 Ha 38 861. 5 u3 14 manueHTOB yiKe MOJYYHIN TPAHCILIAHTA-
IIMI0 TeMOIIOATHYECKHX CTBOJIOBBIX KJIETOK, OMH ITAIIMEHT FOTOBUTCA K €e MPOBeJeHNI0 Ha MOMEHT
HANUMCAHUA CTaThU. Bce mMalnyeHTHI MOJYYAIOT PEryJsAPHYI0 3aMECTUTEJIbHYI0 TepPAIMI0 MMMYHO-
TJI00YJIMHOM. 3aKJII0UeHNe: IPeICTABIEH ONBIT KOMILIEKCHOTO MOIX0Aa K OKA3aHUIO MeIUIIMHCKOI
IIOMOIIY HA OCHOBE HEOHATAJHHOTO CKPHHHMHTA B YCIOBHUAX TOPOJICKOI JEeTCKOIl MHOTONpoduIbHOIM
60xpHULBI. Pe3yabpTaThl HccIeT0BaHUS IOMOIJIN BHIABUTH OPraHM3aNMOHHBIE HETOCTATKU M OIpe-
JeJUJIN BEKTOP JajJbHeHIIero PasBUTUA AJs YJIYYIIEHUS OKa3aHUS MEIUIMHCKOW ITOMOIIH JeTIM
c BJIN.

Knrwouesvle cnosa: paculupeHHvlii HeOHAMAAbHbLI CKPUHUHZ, HEOHAMAJNbHbLL ckpuHuHe, TREC/
KREC, nepsuunbtii ummyrnodepuyum, 6poxcOerHHbvle depeKmbvl UMMYHUMEMA, MAKeLas KOMOUHU-
POBAHHAA UMMYHHAAL HEOOCMAMOLHOCMb, A2AMMA2L00YAUHEMUSL, MPAHCNAAHMAYUSL 2eMON0IMmuUYe-
CKUX CMB0JL0BbLX KJLEMOK.

Hum.: M.E. Jleoumvesa, E.F. Koesmyn, C.B. Sumun, I'.O. Bponun, I0.®. Illyouna, T.H. Kekeesa,
U.Il. Bumkosckas, O.II. Puxckosa, H.B. IlIunosa, A.B. Mapaxornos, B.B. I'opes, A.I'. Pymsanuyes,
A.H. ITamnypa. PacuiupeHHbvlii HEOHAMALbHBLY CKPUHUHZ 0N BblA8LeHUS 8POXNOeHHbLX OedeKmos
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EXTENDED NEONATAL SCREENING FOR THE IMMUNE SYSTEM
CONGENITAL DEFECTS DETECTION: EXPERIENCE OF THE
MOSCOW CENTER FOR NEONATAL SCREENING

IMorozov Children's City Clinical Hospital, Moscow, 2Central Scientific and Research Institute for
Organization and Informatization of Healthcare, Moscow, 3Pirogov Russian National Research Medical
University, Moscow, 4Academician N.P. Bochkov Research Centre of Medical Genetics (RCMG) of the

Ministry of Science and Higher Education of the Russian Federation, Moscow,

SNational Scientific and Practical Center for Pediatric Hematology, Oncology and Immunology named
after Dmitry Rogachev, Moscow, 6Research and Clinical Institute of Pediatrics and Pediatric Surgery named
after Academician Yuri Veltischev with the Pirogov Russian National Research Medical University, Moscow,

7Russian Medical Academy for Continuous Professional Education, Moscow, Russia

Starting Jan., 2023 the extended neonatal screening (ENS) has been carried out in Russia
that includes the determination of TREC/KREC markers, which in its turn allow suspecting
severe combined immunodeficiency (SCID), phenotypical T-cell immunodeficiencies and
X-linked agammaglobulinemia (XLA) prior to possible development of severe infectious
complications. The purpose of the research was to evaluate the results of ENS for congenital
immunodeficiency disorders (CIDs) in newborns in Moscow and to subsequently identify the
most problematic issues in organizing of its implementation. Materials and methods used: the
study was conducted in the Morozov Children's City Clinical Hospital (Moscow, Russia) among
the 116,584 children born in Moscow in Jan. 01—Dec. 31, 2023 (this was the first year since
the ENS introduction in Moscow) with a decrease in TREC/KREC below 100 copies per 105.
Results: a total of 14 patients with CIDs were identified, of which 4 patients had a genetically
confirmed form of SCID; 2 patients with immunophenotype of SCID; 3 patients with XLA;
2 patients with DiGeorge syndrome; single patient with a syndrome associated with a mutation
in the PI4KA gene; and 2 patients with syndromic pathology without genetic confirmation.
Thus, the frequency of detection of patients with the immunophenotype of SCID was a single
case per 19,430 children, the frequency of patients with XLA was 1:38,861. 5 of 14 had already
received hematopoietic stem cell transplantation, single patient was preparing for it at the time
of the manuscript finalization. All of the patients receive regular immunoglobulin replacement
therapy. Conclusion: the experience of an integrated approach to the provision of medical care
based on neonatal screening in a municipal children’s multidisciplinary hospital is presented;
the results of the study helped identifying organizational shortcomings and determined the
vector for its further development in order to improving of medical care provision to children

with CIDs.
Keywords: extended neonatal screening, neonatal screening, TREC/KREC, primary
immunodeficiency, congenital immune defects, severe combined immune deficiency,

agammaglobulinemia, hematopoietic stem cell transplantation.
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ITepBrble maru B pa3BuTuu ckpuumara Ha BIIU
OopLtu npeasnpuHATHEI B 1990-x rogax, Korma BIep-

CKPUHUHI HOBOPOYKIEHHLIX [OeTelli Ha BPOMK-
neuable nederTsl mMmmyHurera (BIOU) — axrry-

arbHAasg 00JacThb B MHeAWATPUM U UMMYHOJIOTHH,
KoTopasd IIpeTepreja 3HAUUTeJIbHbIE W3MEHEHUS
3a TOCJIeJHUE necATHJeTud. [Ipyu moMOoIu CKPH-
HUHTA BO3MOJKHO Ha PAHHHUX CPOKAX BBIBIATH
TAKENTYI0 KOMOMHUPOBAHHYI0 WMMYHHYIO HeEIO-
cratrouHocts (TKUH), demorunuueckue BIAUW u
arammarsooynuaemuio (AIT), a Taxkke ¢ BBICO-
KOM BEPOATHOCTHIO 3aIllO0J03PUTH CUHAPOMAJLHBIE
¢GOpMBI TEePBUUYHBIX HUMMYHOAEe(PUIIUTOB, TaKue
kKak cuaapom Hu :xop:ku, cuHapom HwuiimMmures,
CUHIPOM aTaKCHU-TeJieaHTUsKTasum u ap. [1, 2].

BbIe OBLIO 3a(PUKCUPOBAHO YIIOMUHAHUE O BOZMOK-
HOCTHY MCIOJIb30BAHUA KOJUYECTBEHHOTO ITOICUYeTa
SKCIIMBUOHHBIX KoJjell T-KJIeTOYHOTO perenTopa
(TREC) B KauecTBe MOJIEKYJAPHOTO MapKepa IJid
usyueHud AUHAMUKU T-1uM@OOIIUTOB B KPOBU
yesgoBeka [3]. OgHAKO HACTOAIIUMI ITPOPHIB IIPO-
usoires B Hauame 2000-x romoB ¢ BHeAPEHUEM B
KJIMHUYECKYIO MPaKTuKy meroma momcuera TREC
B cyxuxX nATHax KpoBu [4], mocie uero B CIIA
OBLIN peaiM30BaHbI II€PBBLIE IIHJIOTHBIE IIPOTPaAM-
Mbl ucnoabszoBanusad TREC kax merona BbIABIEHUS




TKUH y HoBOpO:KAeHHBIX [5]. K mHauamy 2010-x
romoB uctnosab3oBanre TREC B HeoHaTaILHOM CKPU-
uuare CIITA crano cTaHZapTU3UPOBAHHBIM METO-
oM wmccienoBaHua [4]. B manbHelinem MeToAMKA
nogcuera TREC B cyxmux mnATHaAX KPOBU HOBO-
POKIEHHBIX PACIPOCTPAaHUIACH II0 BCEMY MUDY.
C 2012 r. TREC BxXoauT B mporpaMMy HEOHATAJb-
Horo ckpuuuHra B TaiiBane, ¢ 2015 r. — B U3spane,
¢ 2017 r. — B HeKoTOpHIX cTpaHax Espomsr [6—10].
B Ascrpanuu u Hosoit 3emannuu Briaouenue TREC
B HAIIMOHAJILHYIO IIPOTPAMMY CKPUHUHTA €IIe TOJIb-
KO HaXOAWTCA Ha cTaguu obcy:kuenms [11].

B 2007 r. O6blIu BHEpBBIE OMYOJIMKOBAHBI
TaHHBIE 00 WMCIOJB30BAHUM KaIlllla-PeKOMOMHAII-
oHHBIX sKcHu3noHHBIX Koiell (KREC) B kauecTBe
Mapkepa B-kierounoro cospeBaHusa. KREC -
BHEXPOMOCOMHAasA KoJblleBaa wmoJiekyna JHE,
KOTOpas ABJSAETCA «IIOOOUHBIM» IIPOAYKTOM B IIPO-
1mecce (QOPMUPOBAHUS CIEIU(PUIECKOT0 PEIenTopa
B-numdonuTtor [12] 1 ocobeHHO BasKHa AJA AUAar-
HocTuKku BposkaeHHoit ATT [13]. Mcmosn3oBanue
KREC B HamuoHaJLHBIX IIPOTrpaMMax HEOHATAJb-
HOTO CKPUHUHTA MeHee pAacCIIPOCTPaHEHO U oTpa-
HUYeHO HecKoJbKuMu crpanamu (Mpasn, Vcnanus,
Anonusa, IMoabia, [IBenusa) [14].

CrenyoiuM IIaroM B pPa3BUTUU CKPUHUH-
ra HOBOpPO:KIeHHbIXx Ha BJIIW cramo npumene-
HUe TOJIHOTO 3K30MHOro cekBeHupoBauusa (WES),
KaKk MeToJa IIOATBEPIKAAIONIEeH AMarHOCTUKMU.
OmnpeneseHre TeHETUUECKOTO AedeKTa ITO03BOJINIIO
PaACHINPUTHL IPEACTABJIEHUS O IATOTeHEe3e WMMY-
HOZe(UIINTOB ¥ VYJIYYIIUTH ITOHUMAaHWE pPabOThI
UMMYHHOM CHUCTEMBI.

Ceromua KjaccuuUKamus IEPBUUYHBIX HMMY-
HomeuIUTOB BKIOUaeT moutu 500 reHeTuyecKmx
nedexToB [15], HO, HECMOTPA HA 3TO, AUATHOCTUKA

JaHHOI I'pynnbl 00Je3HEeH B JeTCKOUN HMpaKTUKe 0
CUX TIOP 3aTPYAHUTEJIbHA, UTO MOJKET OBITH CBA3a-
HO C MHOKECTBOM (DaKTOPOB, OZHUM M3 KOTOPBIX
SABJIAETCA OTCYTCTBUE CHEIUPUUECKUX CUMIITO-
MOB B IIepBbIe MeCAIbl M TOAbI KM3HU pebeHKa.
Jauapiii (axkT JUITHUI pas ocBellaeT aKTyaJlb-
HOCTBH IIpOBefleHUsA cKpuHuHra Ha BIIU.

BBeneHne MmaccoBOro HEOHATAJIBHOTO CKPUHUH-
ra IO3BOJIMJIO YCTAHOBUTH UACTOTY BCTPEUYAEMOCTU
TKUH u Bposkaennoit AI'T B pasInyHBIX cTpaHax.
Ilo maHHBIM MHOTOIIEHTPOBOTO JIIMAEMUOJIOTHYE-
CKOT'0 PETPOCIEKTHUBHOTO MCCJIENOBAHUA HA TEPPU-
topuu CIHIA (2015) ¢ yuactuem 6osee 3 MJIH MJa-
IeHIleB, 4acToTa BbIABJeHUA namueHToB ¢ TKVH
cocraBusa 1 Ha 58 000 HOBOpOKIeHHBIX [16].
B EBpone nonysaAanuoHHBIM ckpuHUHr Ha BN
TaKJKe IIpoBeleH B pAne ctpaH. Tak, B Mcnmarnuwm
yacrora BbelABIeHusa TKUWH cocrasuia 1 ciayuait
Ha 130 000 HOBOpOkneHHBIX [9]; B HopBerum —
1 cayuait Ha 26 000 HOBOPOKIEHHBIX B MUJIOTHOM
uccaenoBanuu u 1 cayuait Ha 22 000 mocie BBe-
IeHUs CKPUHUHTA B HAI[MOHAJBHYIO HIPOTPAMMY
[17]. B orirume or TKMH TounHy!O YacToTy BCTpe-
yaemoctTu AIT 1o pesynabTaTaM HEOHATAJILHOTO
CKPUHUHTA YKasaTb 3aTPYAHUTEJIbHO B CBA3U C
0oJiee PEIKUM WCIIOJIb30BaHUEM NAHHOTO KCCJIENO-
BaHUS B paMKaX HaIMOHAJbHBIX IporpamMm [14].
X-cuensennad AT wmosker OBITH paccMOTpPeHA
Kak OPWEeHTUP [NaHHOM TPynmbl 0oJe3Hel, Tak
Kak dABJsAeTcA Hambojee dYacToil (HhopMoil BPOIK-
menuoit AI'T, uacToTa BCTPEUaE€MOCTU COCTaBJIAET
1 ma 100 000-200 000 mereit MysKCKOTO IIOJiA.
PacupocTpaHeHHOCTh ayTOCOMHO-PEIECCUBHOM
dopmel AIT errie peske, 93TO CBA3aHO C TAKECTBHIO
TeueHUs 3a00JI€BaHUA, BBICOKOI JIETAJIbHOCTHIO U
HUBKOM CTeNeHbI0 AuarHoctupoBanus [18].

Tabruua 1
JlaHHBIe JTa00PATOPHOTO TECTUPOBAHUS HAOIIOMAEMbIX MAI[MEHTOB
co camkeHHbpiMu nokasareiaamMu TREC/KREC
. [TREC 1, KREC 1, TREC 2, KREC 2, WBC, | NEU, | LYM, e Cnr | a | oy | 0 | e | T
enTa Kn/10% | kn/10° | km/10° | kr/105 | 109/ | X109/ | X109/ N e — — s s s
TKUH
1 10 133 1 1 3,78 2,1 0,42 120 | 0,52 1 0,52 234 2 249 5
2 32 9883 0 32419 | 7,73 2,78 3,17 | 0,01 0 0 3,1 0,06 0,1 411 26
3 1 584 0 2036 8,18 5,45 0,72 47 38 11 317 351 [<0,01| 796 |<0,01
4 6667 12 8068 4,38 2,17 1,39 20 0,76 | 1,91 | 1244 120 |<0,01| 422 4
5 7 1741 1 5222 12,7 7,97 2,46 | 80,5 | 42,37 | 51,9 (940,61 | 1397 2 839 69
6 10 1055 1 685 3,01 1,69 0,51 9,5 5,7 5,7 812 454 1 694 16
ATIT
7 1133 33 3399 17 7,12 1,02 5,3 4163 | 3080 | 1044 15 394 |<0,01| 213 2
8 1297 47 1004 16 7,47 1,44 4,62 | 3879 | 3244 | 584 9 688 |<0,01| 282 |<0,01
9 977 17 998 1 10,08 | 3,03 5,63 | 4244 | 2980 | 1137 29 1184 7 746 15
Cunapomainsusie dopmsr BIU
10 47 1426 78 12543 | 5,47 0,86 3,65 | 1434 | 441 972 781 1419 12 390 22
11 54 1141 36 1691 | 17,36 |10,937| 2,257 | 903 474 325 1219 90 14 567 108
12 2110 48 111 1499 | 12,85 | 7,35 3,44 | 1212 | 913 275 706 1445 6 919 45
13 34 786 5 6 16,54 | 12,1 1,67 82 59 7,8 14 171 |<0,01| 155 |<0,01
14 83 841 97 17 19,25 | 12,63 | 2,06 | 1554 | 1231 | 256 62 434 44 427 56




116 584 HOBOpOXAEHHBIX
457 TREC/KREC<100 xn/10%
v
14 TREC/KREC<100 kn/10%
emecm, .
& VRECSSI0N xdl0F (pemecm) 3 KREC<100 /105
¥
2 TREC + KREC<100 kn/10°
5 TKMH 4Co 3 AIT
o M IL2RG, c.3144>G < 0, ATM, 1 TKUH — TICK 0, IGLLI, c.425C>T
* M IL2RG, c.865C>T c.7422_7423del,insTT o m, BTK, ¢.975-1G>A
* M, UNCI3D, c.446del C (Vus) 0, RAG 1, ex2, 9, IGLLI, ¢.258del, c.425C>T
vus) * M, Oeneyus 22q11.2 ¢.256_257del, ¢.2164G>A
* M, He HaudeHOo * 0, Oeneyus 22q11.2
* 0,J4K3, ¢.37C>T * 0, 6 pabome v
1Co > ymep
BBUT'
v v
0, PI4KA, ¢.320T>C
5 TICK BBU'
(1 ymep)
*Co - p popma duumTa
TI'CK — TpaHCIIaHTALMA FEMOMOITHYECKHX CTBOMIOBBIX KICTOK
BBUI — BHYTpHBEHHBIH HMMYHOITIOOY/THH
M — MaJIBYHK
A - I€BOYKa
Pucynok. PesyasraTsl ckpuauHra 3a nepuon ¢ 1 aasapsa 2023 r. mo 31 nexaépa 2023 r.

MoO:KHO IPEIIOJIOKUTh, UTO BBEIEHNE CKPU-
HUHTa HOBOPOXKAeHHBIX Ha B m wmmmiaemeH-
Tanusa aJrOPUTMOB B CHCTEMY MIPAKTUYECKOTO
3IPABOOXPAHEHUSA IIOMOT'YT BBISIBUTH JeTell ¢
[IaToJIOTMEel MMMYHHUTETa HA PAHHUX CPOKAX UX
JKUSHHU [0 PAa3BUTHUA THAMKEJNbIX HHQEKIIMOHHBIX
ocinoxkHeHnii. OnTuMagbHass CKOPOCTb OKa3aHUS
MEIUIMHCKON IIOMOINM YMEHBIIUT COIUAJIbHO-
SKOHOMHUUYECKYIO HArpysKy, IIPeIOTBPATUT YXYI-
IIeHVe KAYeCTBA KM3HU HOBOPOIKIEHHOrO U UJje-
HOB C€MbM, CBSI3AHHBIE C HEJUATHOCTHUPOBAHHBIM
BIOUM [19-21].

Ilenp wucciemoBaHWUS: OIEHUTH PE3YJIbTAThI
HeoHaTasbHOTO cKpuHmHra Ha B B r. MocKkBe u
BBISIBUTL HauboJjee MpoOJeMHBIE BOIPOCHI B Opra-
HUBAIUU €ro IIPOBEeIeHUs.

MaTepMaJILI M MeTOAbI MCCJIEeTOBAHUA

Ha 6ase I'BY3 «Mopososckas AI'KB I3M»
¢ 1 gmuBapa 2023 r. mo 381 pmexkabpa 2023 r.
nposegeHo obOciaemoBanue 116 584 HOBOPOMKIEH-
HBIX ¢ ucnoab3doBanmeM MapkKepoB TREC/KREC.
Bce meru pomuiamchk Ha Teppuropuu r'. MoCKBA.
BriroueHre MMAMEHTOB B aJTOPUTMbI HEOHATAJb-
HOTO CKPMHUHIA IPOBOAMJIN B CJIyuyae OTKJIOHEHUS
yucaa TREC u/unu KREC mu:xke 100 xomuii/105.
ITIposemenne PHC, Bxiaouas JeueOHO-TIpOdUIAK-
TUYECKNe MEPOIPUATHUS, OPraHM30BAHO B COOT-
BeTCTBUU C mnpukasom Muusapasa Poccum oT
21.04.2022 Ne 274 «O6 yrBep:xkaenun Ilopsaka
OKa3aHUSA MEIUIIMHCKON IIOMOIIM IIaIlleHTaM C
BPOKIEHHBIMY U (MJIM) HACJEJCTBEeHHBIMU 3a00Jie-
BAHUSIMU», JOKAJLHBIMU HOPMATUBHO-PACIIOPSIN-
TeJbHBIMU TpuKasamu r. MockBbl [22] ¢ yueToMm
MeTOANYeCKuX peKomeHganuii «HeoHaTalbHBIN
CKPUHUHI, IIOCTHATAJbHAS MTUATHOCTUKA W TaK-
TUKA TOKJUHUYECKOIO JIEUCHUS U HPOPUIAKTUKUI
MEePBUYHBLIX MMMYyHoAehuiutoB y gereii» (2023)
[14]. Bce wmHeobxomumoe KJIMHUKO-Iab00paTOPHOE

TeCTUPOBaHUE, 34 HCKJIIYEHWEM MOJEKYJIAPHO-
TeHeTHUUeCKOro obcjeqoBaHNA, IPOBOAUIN Ha Oase
I'BY3 «Mopososckas [II'KB I3M».

B kauecTBe Ouwmomarepuajsia HAJA UCCJIEJOBAHUS
Yposuu KREC
u TREC omnpegmensanu c¢ momoIlnbio Habopa peareHTOB

HUCIIOJNIB30BaJIX CyXue IIATHaA KPOBHU.

«TK-SMA» pna BbIgeJeHUS W KOJUYECTBEHHOTO OIIpe-
nenenusa [[HK TREC u JTHK KREC meromom monamme-
pasHoii mennoit peaxknuu (III[P) B pexume peasbHOTO
epemenu mo TV 21.20.23-004-17608775-2021 mnpowus-
BoacTBa «ABB-TECT». BriiesieHue HYKJ€MHOBBIX KUC-
JgoT mpoBoamiu Ha cucteme «Auto-Pure 96» (Allsheng,
Kurait), amnnmudpuramuio — Ha mnpubopax [AT-IIpaiim
(IHK-Texuosorusa, Poccusi) B COOTBETCTBUY C UHCTPYK-
MUAAMY TPOU3BOTUTEISA.

NmmyHOoMeHoTunupoBanue Jumdornuros (LIKIJI
I'BY3 «Mopososckas [II'KB [I3M») npoBomuiam us
1eJbHOM KPOBU HA aHAJM3aTOPAX MAJIS MPOTOYHOM ITHTO-
merpuu FC-500 (Beckman Coulter, CIITA) u FACSCanto
(BD, CIIIA).

IloaTBepskmaomiasi AUATHOCTHUKA MOJIEKYJIAPHO-
reHeTUUYeCKMMU MeTOJaM¥ BBITIOJIHeHA B pedepeHc-
npabopatopuu PI'BHY Menuko-reHeTHUYeCKUI HAYYHBIN
menTp uMm. akan. H.II. Boukosa.

Pesyabrars:

3a mepuon ¢ 1 suBapa 2023 r. mo 31 mexabps
2023 r. ovl1u obcaenoBanbl 116 584 HOBOPOIKIEH-
HBIX JeTel, M3 HUX BBIABJIEHO 457 OTKJIOHeHUH
(0,39%) TREC/KREC mm:xe 100 romwmii/105. ITo
INaHHBIM IIPOBEIEHHOrO peTecra, y 14 ImamueHTOB
(3,06% oT rpymnmsl PHCKAa) MOATBEPAWJIOCH CHU-
JKeHre TmoKasareieli. CpemgHMII CPOK TrecTaluu
IaHHOU rpynmbl aeteil (n=14) cocraBua 37,8 Hen.
(33—-41 Hen.), macca Tena npu poxkaenuu 3073 r
(1500-3710 r), poct 50 cm (48-53 cm). Uz 14
ManyueHToB y 9 OoTMeuaaoch M30JMPOBAHHOE CHMU-
sxeume TREC, cpenmee s3mauenme cocraBumio 37,3
Komwmii/105 (0—111 Komwmii/105); y 3 BEIABIEHO U30-

ATbIN




Tabnuua 2

Pe3yabTaThl TeHETHUECKOTO aHAJNN3a HAaOMIOgaeMbIX AeTeil co cHukeHneM mokasaTtenaeir TREC/KREC

N"eﬁ::“' FISH NGS Koopaunara T'enorumn | Jx30H CDS Idderr
TKHH
1 N RAGI 11:36595109TAA>T | N/del 2 c.256_257del p-(Lys86ValfsTer33)
11:36597018G>A G/A 2 c.2164G>A p-(Glu722Lys)
2 N IL2RG X:70330494T>C C 3 c.314A>G p-(Tyr105Cys)
3 N UNC13D 17:73838636GC>G GC/G 6 c.446del p-(Gly149AlafsTer13)
4 N JAK3 19-17955190-G-A A/A 2 ¢.37C>T p-GIn13Term
5 N He HaWJeHo n/a
6 N IL2RG X:70328186G>A A 7 ¢.865C>T p.(Arg289Ter)
AIT
7 - IGLL1 22:23915670G>A A/A 3 c.425C>T p-(Prol42Leu)
8 - BTK X:100613426C>T T int 11 c.975-1G>A splicing
9 B IGLLI 22:239172217-AC-A | AC/A 2 c.258del p-(GIn88Asnfs*7)
22-23915670-G-A G/A 3 c.425C>T p-Prol42Leu
Cungpomaasusie popmsr B
10 del.22q11.2 —
11 N ATM 11:108201055AT>TTC |AT/TTC| 50 |[c.7422 7423del insTTC| p.(Leu2474PhefsTer8)
12 del.22q11.2 -
13 N PI4KA 22:21188897A>G G/G 3 ¢.320T>C p-(Leul07Pro)
14 N B pabore
IIpodonsxcernue mabauyvt 2
Ne mamu- Yacrora amnens Pedepencuas T'anyouna BHIOTHOCTS Kannauueckas | /lomoaHuTEILHBIE
eHra B HOILYJISIHH II0CJIe/0BATEIbHOCTH IIPOYTEeHus 3HAYMMOCTH MCCIeOBAHUS
TKHH
1 0.00002124 NM_000448.3 x70 Het pat
0.00001989 NM_000448.3 x73 Het pat
2 H/] NM_000206.3 x11 Hom pat
3 0.000008042 NM_199242.2 x160 Het VUS WGS
4 0.000006649 NM_000215.3 x64 Hom pat
5 WGS
6 H/I NM_000206.3 x18 Hom pat
AIT
7 0.0004143 NM_020070.4 x28 Hom pat
8 H/TI NM_000061.3 x49 Hom pat
9 0.0009198 NM_020070.4 x78 Het pat
H/] NM_020070.4 x104 Het pat
Cunapomaiasusre ¢popmser BIU
10
11 H/[ NM_000051.4 x81 Het VUs XMA
12 WGS
13 H/T NM_058004.4 x90 Hom pat
14

Het — rereposurorusiii BapuanT, Hom — roMo3uUroTHBIA BapuaHT, pat — maToreHHbIil reHerndeckuil Bapuanrt, VUS — BapuaHT
C HEeACHO! KJIWHUYECKOU 3HAYMMOCTbIO, XMA — XpOMOCOMHBIII MHKpOMaTpU4HbIN aHanmu3, WGS () — HOJHOTEHOMHOE CEeKBEHU-

poBaHuUe.

aupoBanuoe cHmkenrme KREC, cpenmee smaueHue
cocrasusno 11,3 Komwmii/105 (1-17 romwmii/10%); y
2 IaIMeHTOB BBIABJIEHO CHHUKEHHE O0OMX IIOKAa-
3aTejell, IPU 3TOM CpelHee 3HAUEHUE COCTABUJIO:
TREC 8 xommiti/105 (1-5 xomwmii/105), KREC
3,5 wrommii/10% (1-6 Komwmii/10%) (cM. PHUCYHOK).
Bcem mamuenTam (n=14) O6bLIM BBHIIOJHEHBI TMMY-
Ho(eHoTunupoBauue JuM@orutTos (UPT) (Tabda. 1)
U MOJIEKYJAPHO-TeHeTHUecKada auarsoctuka: 11
uccaegosauuin meromom FISH u 11 anHaausos
metonoM NGS (uMMyHOJOTHYECKAsd TaHeIb/II0J-
HOe BKB0MHOE CEeKBEHUDPOBAHUE).

ITo pesynbratam HDPT y 6 mamueHTOB OBII
BBIABJIEH WMMYHO(MEHOTUN XapaKTePHBIN IJyid
TKHWH. 13 Hux B 4 cayyasax Mo pe3yJbTaTaM MoJie-
KYJAPHO-TEHETUYECKOTO 00CTIe[OBAHUSA BBISBJIEHBI
IIaTOTeHHbIe BapWaHTHI B TeHAX, OTBETCTBEHHBIX
3a passutue TKUH, B 2 ciyuaax mo pesyJbTaTam
WES naToreHHBIX BapUaHTOB BBIABJIEHO He OBLIO,
IIPOBOJUTCA [I000CTIemOBaHWE — IIOJHOTEHOMHOE
cexBenupoBanue (WGS) (cMm. pucyHok, Tabma. 2).

5 mammeHTam c¢ wuMmmyHOodeHoTMnoMm TKIWH
BHITIOJIHEHA TPAHCIJIAHTAIMA TEe€MOIIO3TUYECKUX
crBosioBbIX KJeToK (TI'CK), omuH marmmueHT HaXo-




OIUTCA Ha dTalle OpeNTPaHCILIaHTAIMOHHOMN IIOI-
TOTOBKHM Ha MOMEHT HamucaHus ctaTbu. CpemHuit
Bospact mpoBeneHusa TI'CK cocraBun 60,8 cytok
skusuu (c.:k.) (20-87 c.:x). B 4 cayuaax TI'CK
BBITIOJTHEHA OT TAILJIOUEHTUYHOTO JOHOPA, B OAHOM
caydae MCHOJB30BaJICS ITOJHOCTHIO COBMECTUMBIHN
POACTBEeHHBIH MOHOD (cecTpa). Ha maHHBINT MOMEHT
pauo omenuBaTh spperTsr TI'CK, omHarko cToOuT
OTMETHUTb, UTO 4 m3 5 mamueHTOB XKUBBI. Cpeau
HUX He OBLJIO 3HAUYMMOM peaKI[MM TPaHCIJIaHTAT
MPOTUB XO3AWHA U WHMPEKIMOHHBLIX OCJJIOKHEHUM.
Opun mamumeHT ymep Ha +11 cyTku mociae TI'CK
B CBfA3W C Pa3BUTHUEM CEPAEYHO-JIETOUHOH HemIo-
CTATOUYHOCTU Ha (poHe cepuu (POKAJIBHBIX CYZOPOT
M TeUeHUs CUCTeMHOT0 MH(EKIIMOHHOTO Ipollecca,
acconuupoBaHHOTO ¢ Klebsiella pneumoniae.

5 u3 6 maruenToB ¢ umMmyHodenorunom TKH
ot  BakmuHUpoOBaHBI BIWK mpu pokaeHun.
Y opmoro mamueHnTta passuicsa BI[JKut c BosIe-
YeHMEeM permoHaJbHBIX JUMQOY3J0B, abciieccom
B JIEBOM MOJAMBIIIEUHON 0O6JIaCTH; ONWH IIaIu-
eHT HalOJIoJaeTcAd C MHOYKECTBEeHHBIMHU YYaCTKaMU
KOHCOJIUIAIINYU B JIETKUX, MPOBOAUTCS T0O00CJIEIO0-
Banue. Bce mamueHThl, BaKkiuHupoBanublie BI[JK,
MOJIYYal0T IITPOTHUBOTYOEPKYIE3HYI0 TPOMUIAKTH-
Ky u/unu jedyenve. Ha MOMEHT IIEPBUYHOM T'OCIIH-
raausanuu y 2 mnanumentoB ¢ TKMH oTmeuansoch
TeueHre OaKTepuaJlbHOTO KOHBIOHKTUBUTA, OIWH
ManueHT cTpajaj OT ABYCTOPOHHEIH ITHeBMOHWH,
SHTEPOKOJNTA, BOCIAJUTEIbHBIX WU3MEHEHUN B
nmepuaHaabHOM obsacTu. Ba)kHO OTMETUTD, UTO HU
Y OZHOTO MHallMeHTa He OTMEeUaJOCh MHTOKCUKAIIM-
OHHOTO CHUHAPOMA HAa MOMEHT TOCIUTAJIN3aIUH,
HeCMOTpPA Ha TeueHUe MHQEeKIIMOHHOTO IIpoIiecca.

Y 3 mamnueHTOB ¢ M30JUPOBAHHBIM CHUMKEHUEM
KREC moarsep:kaero Hammuue AIT: oguH Majb-
YUK ¢ X-CIeIJIEHHON (OpMOHA C 3aMeHOl B TIeHe
BTK (c.975-1G>A) u 2 meBoYKU C IATOT€HHBIMU
Bapuantamu B reHe IGLLI c.425C>T u c¢.258del,
c.425C>T B TOMO3UTOTHOM U KOMIIAYHI-T€TEpPO-
3UTOTHOM COCTOSHUU COOTBeTCTBeHHO. CpemHwuit
BO3pacT HauaJja 3aMeCTUTeJbHOI Tepanuu BHYTPU-
BEHHBIM uMMyHOTJIOOyauHOM (BBUI) cocraBua
62 c.okx. (56—82 c.:xx.). IH(DeKIIMOHHBLIN aHAMHe3
HA MOMEHT T'OCTIUTAJIU3AINN He ObLI OTATOIIEH.

CunapomMaJibubie (hOPMBI ITIEPBUYHOTO UMMYHO-
IeduiiuTa BHIABIEHBI y 5 merTeil (oAWH MaJbuuUK,
4 neBOYKM), U3 HUX y 4 HMAI[UEHTOB OTMEUYEHO CHU-
skerne Toabko TREC, y omgHOro peGeHKA — TOJb-
ko KREC mnpu mnepsBuunom aHamause. CuHApPOM
menerniuu 22q11.2 obHapyKeH y OSHOTO MaJbuuKa
C BPOKIEHHBIM IIOPOKOM CepAIla, TUIOTHUPEO30M,
ITMB-Bupemueit u y 0qHOU JeBOUKYU C PACIeJINHOHN
MATKOTO W TBepmoro Héba. Takike BbISIBIECHA OJHA
neBouka c BapuanToM ¢.320T>C Brene PI4KA c aHo-
MaJUAMU PasBUTHUA JKEJTYTOUHO-KUIIEUYHOTO TPaK-
Ta U TAKeJoN GopMoil KOMOMHUPOBAHHOTO MMMY-
HomedUIINTa, KOTOpass yMepja B Bo3pacTte 66 c.:k.
B CBS3U C HECOBMECTHUMOCTBHIO BPOKIEHHBIX IIOPO-
KOB C JKU3HBIO. ¥ 2 meTell MOJEKYJAPHO-TeHEeTH-
yecKoe rccyiejoBaHme B pabore. Bcem marmeHTam
WHUIIMUPOBaHA 3aMecTuUTeJbHas Tepanus BBUT,

CpeqHUI BO3pacT Havajla KOTOPOM COCTaBUJI
49,4 c.x.

CKOpOCTh OKa3aHWs MEAUI[MHCKON ITOMOIIN
namueHntam ¢ BV wmmeer perraloiiee 3HaUYeHUE.
B Hamrem wucciaemoBaHWN CPESHUIN BO3PACT HOBO-
POKIEHHOI'0O HA MOMEHT B3SATHUS HEOHATAJLHOTO
cKpuHHHra cocraBuna 3,2 c.;x. (1-7 c.»k.), cpen-
Huil Bo3pacT perecta — 36 c.k. (13—-108 c.:x.),
Bo3dpacT rocruTagusanuu — 27 c.ok. (1-72 c.x.),
BO3paCT NPOBEAEHUA MOJIEKYJIAPHO-TeHEeTUYECKON
OIuar"HocTuku — 57 c.k. (21-147 c.:x.), Bo3pacT
IMOJIyYEeHNsI BBLICOKOTEXHOJIOTMYHON MeIUIIMHCKON
nomortru (TT'CK, BBUT) — 92 c.:x. (8-113 c.xx.).

O6cy:xmenue

Poccuiickaa ®Pepepanua — IepBas CTpaHa Ha
TIOCTCOBETCKOM IIPOCTPAHCTBE, KOTOpas BHeAPHJIA
HaIMOHAJIBHYIO IporpaMMy cKpuHuHra Ha BIIW.
BaxxHO OTMETHTH, UTO [AUATHOCTHKA HaleJeHa
He ToabKo Ha BbiABJIeHme TKWH, HO um Ha paH-
Hiof0o aumarHocTuky AI'T u cuHApOMAaJbLHBIX (HOPM
ummyHOonedunura [23, 24]. Bcero ObLIO BBISABIIE-
HO 14 mamumenToB ¢ BJIIM, m3 Hux 4 maiueHTa C
TeHEeTUUYEeCKU IOATBep:KAeHHOIT (opmoit THKUH;
2 mamumeHtTa ¢ wuMmMmyHO(MenHoTumom THKHWH;
3 mamuenTa ¢ AIT; 2 mamuenTa ¢ cuHApoMoM Jlu
J>KOPI)KM; OOUH TAIMEHT C CUHIPOMOM, aCCOIUH-
poBaHHBIM ¢ MyTaiueil B reHe PI4KA; 2 maiiueHTa
C CHUHIPOMAJBHOUM MAaTOJIOTHEell 0e3 TeHEeTHUYEeCKOTO
moaTBep:kaeHusa. Takum ob6pasom, uyacrora TKMH
cocraBuya 1 Ha 19 430 HOBOPOMKAEHHBIX, UACTOTA
AIT — 1 na 38 861 HOBOPOKIEHHBIX, UTO BBIIIE II0
CpaBHEHUIO C JaHHBIMU 3apyO0eKHbBIX MCCIeIOBAHUIMN
[16—18]. TpebyroTca majbHENIINEe MCCIETOBAHUA C
yBeJIUUYeHNEeM YUCJIEHHOCTH HCCIeayeMoii BEIOOPKI.

CKPUHUHT SBJSAETCS CJIOMKHBIM OPTaHM3aIlN-
OHHBIM ITPOIIECCOM M BKJIOUaeT B ce0s HECKOJIbKO
BUIOB JeATeJbHOCTH. B peasusanuu IIporpam-
MBI CKPHHMHTA BCerJa 3aAelCTBOBAHO HECKOJIb-
KO MeIUIIMHCKUX OPraHmM3anuii M CTPYKTYPHBIX
moapasmesieHnii, UYTO 3aTPYAHSET OpraHu3aIiuio
mporecca W TpedyeT peryaspHOil KOOpAWHAIIUUI
u KoHTpoJsda. B Mockse ¢ 2015 r. CKpUHUHT IIpO-
Bogutrcsa B I'BY3 «Mopososckasa [II'KB O3M».
Menuko-renmeruueckoe oraenaenue (MocKoBCKUit
IEeHTP HEeOHATAJbLHOTO CKPUHUHTA) KOHTPOJUPYET
¥ KOOpAUHUPYeT pabory ckpunuura. OgHa us Hau-
06oJiee OTBETCTBEHHBIX (DYHKIIUI OTAEJEeHUs — B3au-
MojelicTBEe C MEIWUIIMHCKUMHU OpTaHu3aIlluaMUI
Topoja 10 BOIpocaM MAapIIpyTU3al[uU MAIleHTOB.
OT CKOPOCTM BBITIOJHEHUS IIOCTABJIEHHBIX 3amau
mepe  MePBUYHBLIM 3BEHOM MEIUITMHCKON ITOMOIIH
3aBUCAT Pe3yJabTaT CKPWHUHTA U KauecCTBO OKa-
3aHUS MEeIUITMHCKOUW momoIlu pebeHKy. CiemyeT
OTMETHThb, UTO UMEHHO YYAaCTKOBBIM MeaumaTp Ipu
MepBOM BU3UTE MOXKET B3aloJ03PUTh HaJIUUUe
3a00JIeBaHUA U OTIIPABUTH pe0eHKa Ha TOCIUTAJIH-
samuio. Ha maHHBII MOMEHT MBI MOJKEM CIesaTh
BBIBOJI, UTO IIEPBUYHOE 3BEHO MCHBITHLIBAET IIOTPE6-
HOCTHb B uH(poOpMHUpoBaHHOCTH Bpaueili o BIW u
aJTOpUTMaxX AeNCTBUM TPU BBIABIEHUN OTKJIOHE-
auit TREC/KREC. B mpoBefeHHOM ucCJeL0OBAHUN
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CpegHUII BO3PACT BBINOJHEHUS PETecTa CcocTa-
Buar 36 c.kx. (13—108 c.:k.), a cpegHuii Bo3pacT
rocuuTaau3anuu geTeii B cramumoHap — 27 C.K.
(1-72 c.:x.). JlanpHeiimei 1eJbi0 ABIAETCA MOUCK
CII0CO0OB COKPAIeHUs CPOKOB MEXKAY MOJIYUeHUEM
pesyJIbTaTOB CKPUHUHIA W TOCHUTAIN3aIel nereit
B CTaIllMOHAP. JTU MIOKAa3aTeJUu MMEIOT pelllarolee
3HaueHme s ycmerrHoro mposexenus TI'CK u
CHUIKEHUSA YacTOThl MH(MEKIIMOHHBIX OCJIOKHEHUHR
Y UMMYHOKOMIIPOMETHUPOBAHHBIX IAIMEHTOB.

B I'BY3 «Mopososckaa [II'KB I3M» mnposo-
OATcA JiabopaTopHas [OUArHOCTHUKA, aMOyJaTop-
HBI IpUeM BpavyaMy TeHeTUKaMHU U aJjlIeproJio-
raMu-uMMYHOJIOTaM1, BO3MOYKHA IOCIUTAIA3AIUAA
nmanueHTa (9KCTpeHHAdA U IJIAHOBAsd) IO IIPOQUIIIO
MEAUIMHCKON IIOMOIIN «aJIJIeProJIOTUs U WMMY-
HoJIOTUA». DBesycioBHO, mnpeumyinectBom I['BY3
«Mopososckas JI'KB [I3M» npu oxkasaHuU Mexu-
[WHCKOM IIOMOIIM JeTAM C BBIABJIEHHBIM IIPU
HeoHaTaJIbHOM cKkpuHuHre BIIU ABigeTcA IOCTyII-
wHocts TI'CK, KoTopas MoO:KeT OBLITh ITpOBEeIeHa B
KpaTyaiiinme CPOKM B PEKHMe MHOTOIPODUILHOMN
TOPOACKOM AeTcKoi OoapHUIBI. CpemHuii Bo3pacT
npoBemenusa TI'CK cpemu Harmeil rpynnbl IIamu-
euToB cocraBua 60,8 c.x (20-87 c.xx.) (n=5),
CPeIHUHN CPOK MEXKIy JaTOW TIOCHUTAJIU3AIIUN
nanuenta u nposegenueM TI'CK ¢ HeOOXOAMMBIM
00'b€MOM MIPEATPAHCILIAHTAIIIOHHON TOATOTOBKY —
26 c.x. (15—44 c.xx.).

WsBecTHO, YTO OTATOINEHHBIA WHMPEKIIMOHHBIN
anamues yxyamaet nporaos TI'CK, a y marueHTOB ¢
paknuHanueir BIIJK saBegomMo cCHM)KEHBI IIAHCHI HA
ycnemuyo TI'CK [25]. [JanHble namueHTHl BHIHY K-
IEeHBbI II0JIyYaTh HPOTUBOTYOEPKYJIE3HYIO TEPAIIUIO
B IPOPUMIAKTUYECKOM, JUOO JeuyeOHOM perkuMe.
B Hamrem wucciefoBaHWUM 5 MAIlMEHTOB C UMMYHO-
denorunom TKUH 6butm BaxkmuuupoBaubl BIVK,
U3 HUX OJWH IMAIlMEeHT PasBUJI ITOCTBAKI[MHAILHBIE
nH(pEKIINOHHbIE OCJOoKHeHusaA. C yueToM BBICOKOI
pacupoctpanennoctu TKWH, mokasanHoii B JaH-
HOM WCCJIEIOBAHWM, BOIIPOC O BO3MOXKHOCTH IIE€pe-
Hoca cpokoB BakunmHanuu BI[JK ¢ yueTom maHHBIX
ckpununra (cuuxkerre TREC) ocraercss OTKPBITHIM
U TpebyeT MOMOJHUTEIHLHOTO O0CY KIAeHUA.

Opuoii m3 BBIABJIEHHBIX MPOOJIEM SBJISAETCS
HaOJ/II0/[eHre 3a MaIllUeHTaMU C IPOMEXKYTOUHBIMU
spaueHuaAMu TREC m KREC. IIpome:XyTOYHBIM
3HaUYeHMEeM NOpuHATO cuurath uyucao TREC/
KREC spime 100 xomnwmii/105 u MeHee mOporo-
BbIX 3HaueHuii (menee 450 romwmii/10% B ciyuae
TREC u menee 250 xonwmii/105 B cayuae KREC).
IIpomeskyTOUHBIE 3HAUEHUA He MCKJIOUAIOT HAJIU-
ype WHOU (POPMBI MEPBUYHOIO MMMYHOAEeDUIIUTA
U TpeOdyIoT MUHAMHYECKOro HabJiomeHus pebeHKa
meguaTpoM Ha yuacTke [26]. SauacTyio Bpau-
rnmeAuaTp MIEePBUYHOIO 3BeHA He HuMeeT [IOCTyIa
K pesyJbTaTaM CKPUHUHTAa ¥ HE OCBEJOMJEH O
Hamnuuy y mnamueHTa pucka BIW. OtcytcTBue
IIEHTPAJN30BAHHOTO NH(MOPMUPOBAHUA IO PE3YJIb-
TaTaM HEOHATAaJbHOI'0 CKPUHUHIA NPUBOLUT K
HeIOCTAaTOYHON WH(GOPMUPOBAHHOCTH II€IUATPOB,
YTO YIJIMHAET AUATHOCTUYECKUHN MOUCK.

Bospociiasi Harpyska Ha OePBUYHOE 3BEHO,
meguaTpoB AMKTYEeT HEeOOXOAMMOCTH B paspaboTKe
¥ TpPOBeJeHUN 00pa30BATEJbHBIX IMIPOTPAMM [JIS
VIYUIIeHUA KOMIIETEHIIMH I10 MPO(QUII0 «aJIep-
rOJIOTUSI W UMMYHOJIOTUSA». ¥ BEJIUYUBAIOIIEECS
yucao nmamueHToB ¢ BIIM o6ycioBiauBaeT HE00XO-
IUMOCTh B (DOPMUPOBAHUM IIPOTPAMM IUCIIAHCEP-
HOrO HAaOJIIOJeHUs, OIpPEeJeJieHns CXeM BaKI[MHa-
Uy ¥ IJIAHA Pea0UINTAMOHHBIX MEPOIPUSITHIA.
CemeliHOe KOHCYJbTUPOBAaHWE ¥ IJIAHUPOBAHUE
IaJbHEeHIIero mMOTOMCTBA B CEMbSX, IJie BBISBJIEH
pebenok ¢ BIIV, Tak:Ke ABJIAIOTCA HOBBIM BBI3O-
BOM HEOHATAJHHOTO CKPUHUHTA.

3aKaoueHune

IIpoBegenHoe wuccieqoBaHue IeMOHCTPUPYET
3HAUYNMOCTb KOMILIEKCHOTO IIOAXOJa C IIPUMeHe-
nuem ananusa TREC/KREC, mporouHoii IIUTO-
METPUU U MOJIEKYJIAPHO-TeHEeTUUEeCKNX METOI0B
TeCTUPOBaHUA [Jid BblABJIeHUsaA B B pamkax
mporpaMMbl HEOHATAJIBHOTO CKPUHUHTA.

Bo03MOKHOCTH MHOTOIPOPUIHLHON MeIUI[NH-
CKOIl opraHmsanuu (HaJauuue KOHCYJbTATUBHOTO
mpueMa ¥ CTAIIMOHAPHOM MeIUITMHCKON ITOMOIIHN
mo npoduIio 3a00JeBaHUA) MO3BOJIAIOT COKPATUTH
CPOKM IOCTAHOBKM AHArHo3a M Ha paHHeM IJTalle
HAYaTh JIeUeHue. JoCTyITHOCT, BBICOKOTEXHO-
JIOTUYHON MEIUIIMHCKON IIOMOINM B YCJIOBUSIX
TOPOJICKOTO 3APaBOOXPAHEHUS JaeT BO3MOYKHOCTH
npoBoauTth TI'CK B MHUHUMAaJbHBIE CPOKH OT
MMOCTAHOBKHY AMATHO3Aa.

Ananus mpoBeneHHON PAOOTHI BBIABUI PAL
Mpo0JIEMHBIX BOIPOCOB B OPraHM3aIidy IIPOBee-
HUA HEOHATAJBHOTO CKPUHHUHTA. [Isa uX perie-
HUS ToTpedyeTcss paspaboTKa HOBBIX AJTOPUT-
MOB MapIIPyTU3aIlNM, IPOTOKOJOB HAOJIIOAeHUA U
JeueHus, o6pasoBaTeJbHBIX IIPOTPAMM [AJIS Bpadei
U MaIMeHTOB, YTO B JaJbHelIleM obecreuuT 0oJjee
KadyecTBeHHOe 1 3(pGeKTuBHOE OKasaHue MeIUuIIH-
cKo¥ momorInu nanuentam ¢ BIIU.

Bxnad aémopos: éce aémopvl 6 PABHOU CMeneHu 6HeCLU
c60ll 6KAA0 6 DPYKONUCb, PACCMOMPENU ee OKOHUAMEeNbHbLIL
sapuanm u 0aau coziacue HA NYOIUKAUUI.

Dunancuposanue: 6ce a6mMopsvl 3a6UalU 00 OMcymcmeuu
Qunancosoll noddeprku npu nodzomoske OAHHOL PYKONUCU.

Kongnuxm unmepecos: 6ce agmopuvl 3aa6uiy 00 omecym-
CcMmeuu KOHKYPUpYnou,ux unmepecos.

IIpumeuwanue uzdamensn: OO0 «Ileduampus» ocmaemcs
HellmpaibHblM 6 OMHOULeHUU OPUCOUKUUOHHBLX NpemeH3uil
Ha OnYyOAUKOBAHHbLE MAMEPUALb. U UHCMUMYUUOHALbHLLY
npuradaexcHocmeil.
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IOHOIIECKUN APTPUT C CUCTEMHBIM HAYAAOM:
IIIMAEMUNOAOI'NS, KAVMHUKA, ANOOEPEHIIVMAABHASA

AUATHOCTUKA B PEAABHOM ITPAKTUKE
(PE3YABTATBI ABYLIEHTPOBOI'O PETPOCITEKTMBHOIO
KOTOPTHOIO UNCCAEAOBAHUS)

IOTAOY BO TIMTMY um. .M. CeuernoBa M3 PO (CeueHOBCKHUI YHUBEPCUTET),

2I'BY3 r. Mocksel Mopososckasi ATKB A3M, r. Mocksa, PO

IOHomeckuii aprpur ¢ cucreMmabiM HauaaoMm (cFOMA) npencraBiasier co00ii ocTpoe U TsKeoe 3a00-
JleBaHHE, XapPaKTepPHU3YIoUIeecd CHCTEMHBIM BOCHAJEHHEM, aPTPUTOM M 3JKCTPAAPTHKYJISPHBIMH
npoaBiaenuamu. /lo Hacrosmero BpemeHu cIOMA nmpuHATO CYUTATH SUATHO30M «HCKJIIOUEHUT»,
Tpedyrouero TuaTeabHo qudpepeHuaibHoi JUATHOCTUKA ¢ PAIOM Opyrux 3a6oaeBanuii. Ileap
HMCCJIeTOBAHUA: OLEHUTH AemMorpaduueckue ocooeHHoctu clOMA, mpoBecT aHAIN3 KIMHUYECKHX
M J1a0G0pPaTOPHBIX JAHHBIX, COOTBETCTBUS 0OJbHBIX KPUTEPUAM JUATHO3A COrJIACHO c()OPMUPOBAH-
HbIM Kputepuam International League of Associations Rheumatology (ILAR), BBISBUTH CIOK-
HOCTH Ha drame Aud@depeHIHaTbHON AuarHocTuku. Marepuajabl U MeTOIbI HCCIEIOBAHUM: IIPO-
BeJIEHO MHOTOIIEHTPOBOE PETPOCHEKTHBHOE KOTOPTHOE McciaemoBaHme cpenu mereir ot 0 mo 18 et
¢ ycraHoBieHHbIM quarHo3oMm cIOHMA B mepumox ¢ 2013 mo 2022 rr. Ha 6ase ABYX KIMHUYECKHX
I[EHTPOB — YHUBEPCUTETCKOH KIuHUYecKoil 6oapHuIbl M. U.M. CeuenoBa u I'BY3 Mopo3sosckas
AT'KB [A3M. IlpoaHaau3upoBaHbl aHaMHe3 3a00Je€BaHUA, KAJOOBI IPHU NOCTYILIEHHH, TAHHBIE
OCMOTpA IPH MOCTYIJIEHUH, PEe3yJbTATHI JIA00PATOPHBIX UCCIEHOBAHNI, BKIIYAIOMNX B Ce0d KJIU-
HUYECKHUl aHaJN3 KPOBM, GMOXMMHUYECKHUil aHAJIN3 KPOBH, NMMYyHoOJIorTHYecKue mnokasateau (IgA,
IgM u IgG), nanHBIe MHEJIOrPaAaMMBbI, YJITPA3BYKOBOE HCCJIEIOBAHNE OPraHOB OPIONIHONH ITOJIOCTH
(OBII), sxoxkapauorpa@uioo, KOMIbIOTEPHYIO TOMOrpaduioo opraHoB rpyauoi kiaetku u OBII ¢ Buy-
TPUBEHHBIM OOJIOCHBIM KOHTPACTHPOBAHMEM, MATHUTHO-PE30HAHCHYH) TOMOrPa(ui0 IOJIOBHOTO
mo3ra. Pe3yasTaThl: B HCCIIeIOBaHHE BKJIIOUEHBI 65 maimeHTOB B Bo3pacTte ot 8 mec. mo 17 mer,
27 (41,5% ) nesouek u 38 (58,5% ) maapunkKoB. BeisiBIeHO, UTO Me0OT 3a00/IeBAHNS IMPUXOTUTCS
B OoJbIIMHCTBE ciydaeB Ha mepsbie 10 ger xusuu (87,7% [73,6%; 94,8% 1), mpu sTom BO3pacr
medoTa y MaasunkoB (6 [3; 9] mer) u y neBouek (5 [1,6; 8] meT) craTucTuuecku 3HAYUMO He pas-
auuaica (p=0,499). Xapakrepusim nas cFOMA sBasercs paHHHMii Bo3pacT neGroTa 3aGojieBaHMd,
y 31 mauuenra (47,7% ) nuaruo3 ycraHoBiieH B Bo3pacre 1m0 6 ger, ot 6—10 mer — y 26 (40,0%),
or 11 go 16 mer — y 8 (12,3%). Ilo pesyabraTaM HHCTPYMEHTAJbHBIX HAHHBIX CPEIH CEPO3UTOB
MPEBAJUPOBAJI MEPUKAPIUT, IPH ITOM BBHIABJIIEHA Ie€HIEPHAS NPEeIPACIOJOKEHHOCTh B Pa3BUTHH
nepukapauta y gesodek (p=0,036). 3akmaroueHue: ciao:xHOCTh Aud)depeHIHaTbHOi TUATHOCTHKH
3aKJI0YAeTCI B OTCYTCTBHM IATOTHOMOHHUYHBIX CHMIITOMOB, OMOMapKepOB XapaKTePHBIX IJIsI
clOHA, B cBA3M ¢ 4eM AJIA MOCTAHOBKU JUATHO3A CJeayeT UCKIKYHUTH PAX 3a0ojieBaHUll, 00Ja1a-
IOIIUX CXOJKeill CHMMITOMAaTHUKOI.

Knioueevie cnoea: ionoweckuil apmpum ¢ cucmemuvim Havaaom, ILAR-kpumepuu, auxopadka
HesACH020 zeHe3a, Oupepenyuanvruas duazHocmuKa.

Hum.: B.T. FOcynosa, E.C. /onobosa, C.X. Kyp6anosa, M.H. Huxoxraesa, B.A. Cepas, E.IO. Agpo-
HuHa, A.K. Hapeusan, C.H. Banuesa. IOnoweckuil apmpum ¢ CUCMEMHbLM HAYAJLOM: Inudemu-
onozus, KAUHUKG, Ju@epeHyuarvias OuazHoCmMuKa 6 peanvbHOl npaxkmuke (pe3yavmambl 08Y-
YeHmpoB802z0 PempoCcneKmu8Hoz0 K0zopmHuozo ucciedoganus ). ITeduampus um. I'H. Cnepamnckozo.
2024; 103 (2): 52—60. DOI: 10.24110/0031-403X-2024-103-2-52-60.
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SYSTEMIC-ONSET JUVENILE ARTHRITIS: EPIDEMIOLOGY, CLINICAL
PICTURE, DIFFERENTIAL DIAGNOSIS IN PHYSICIAN'S PRACTICE
(RESULTS OF A TWO-CENTER RETROSPECTIVE COHORT STUDY)

I1.M. Sechenov First Moscow State Medical University, Moscow,
2Morozov Children's City Clinical Hospital, Moscow, Russia

Systemic-onset juvenile arthritis (sJIA) is an acute and severe disease characterized by systemic
inflammation, arthritis and extra-articular manifestations. Until now, sJIA is considered to be
a diagnosis of «exception» requiring careful differential diagnosis coupled with a number of
other diseases. The purpose of this research was to evaluate the demographic features of sJIA,
analyze clinical and laboratory data, patients’ compliance with diagnostic criteria according
to the International League of Associations for Rheumatology's (ILAR) established criteria,
and identify difficulties at the stage of differential diagnosis. Materials and methods used: a
multicenter (two-center) retrospective cohort study was conducted among 65 pediatric patients
aged 8 months to 17 y/o (27/41.5% girls and 38/58.5% boys) with an established diagnosis of
sJIA in 2013—2022 in two clinical centers as follows: University Children’s Clinical Hospital of
the N.F. Filatov Clinical Institute of Children’s Health with the I.M. Sechenov First Moscow
State Medical University and Morozov Children’s City Clinical Hospital (both located in
Moscow, Russia). Anamnesis of the disease, complaints upon admission, examination data upon
admission, laboratory test results, including clinical and biochemical blood tests, immunological
parameters (IgA, IgM and IgG), myelogram data, abdominal ultrasound, echocardiography,
computed tomography of the chest and abdominal organs with intravenous bolus contrast and
brain MRI were analyzed. Results: the disease onset occurs in the first 10 years of life (87.7%
[73.6% ; 94.8% 1) in most cases with the age of onset in boys (6 [3; 9] years) and girls (5 [1.6; 8]
years) did not differ statistically significantly (p=0.499). Characteristic for sJIA is the early age
of onset of the disease, in 31 patients (47.7%) the diagnosis was made before the age of 6 years,
from 6 to 10 y/o — in 26 (40.0%), from 11 to 16 y/o — in 8 (12.3%). According to the results
of instrumental analysis, pericarditis prevailed among serositis, while a gender predisposition
in the development of pericarditis in girls was identified (p=0.036). Conclusion: the difficulty of
differential diagnosis lies in the absence of pathognomonic symptoms, biomarkers characteristic
of sJIA, and therefore, to make a diagnosis, a number of diseases with similar symptoms should
be excluded at first.

Keywords: systemic-onset juvenile arthritis, ILAR criteria, fever of unknown origin, differential
diagnosis.
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2024-103-2-52-60.

IOnomeckuii apTpUT C CUCTEMHBIM HAYaJIOM
(cFOMA) — moaTum IOHOIIECKOTO HAUOIATHUYECKO-
ro aprputa (FOMA), KOTOpbIA XapaKTepusyeTcs
(eOpUNIBbHONU JUXOPAAKON IITPOJOJKUTEIbHOCTHIO
He MeHee 2 HelleJib, aPTPUTOM U JPYTUMU CUCTEM-
HbIMU TposaBiaeHusaMu [1]. B HacToAmmii MOMeHT
BBISIBJIEHO, UTO B OCHOBE IIaTOreHe3a 9TOr'0 Bapu-
aara IOVA neXutr [uUCperyasainus BpPOKIECHHON
UMMYHHON CHCTEMBI, UTO IPUBOAUT K T'HUIIEPIIPO-
IYKIUUA IIUTOKWHOB, B YaCTHOCTY UHTEPJIEHKUHOB
(IL) 1, 6 u 18 [2]. OupeneseHne yPOBHA 3TUX IIUTO-
KWUHOB B CHIBOPOTKE KPOBU MOKET OBITH IIOJIE3HBIM
B gmarHoctuke cIOMA, a Tak:ke IJid IIPOTHO3U-
poBanus BapuaHTa TeueHus cIOMA c pasBuruem
cuHapoMa arKTuBanum wMakpodaros (CAM) [3].
Cunuraercsa, uro clOMA orHOCcuTCA K 3a00JIeBAHUIO

paHHero Bospacra, Ae0IT KOTOPOTo Jallle BCTpeya-
ercs y mereil B mepBble 10 JieT ;KU3HU, IPU dTOM
TeHIEepHOH IIPeIpacIoiO’KeHHOCTH, B OTJIUYUE
or apyrux BapuanToB IOUA, He BbIABIEHO. [l
BepuUKaIUM [UATHO3a B HACTOAIUHA MOMEHT
HUCIIOJIb3YIOTCS KPUTEPUU, PaspaboTaHHbIE MEKIY-
HApOAHOII JIMTOM pPEeBMAaTOJIOTUUYECKUX AaccoIua-
nuit (ILAR), corsacHo KoropbIiM aumarao3 clOMA
yCTaHaBJIMBAETCA IMPU HAJIUUYUU [IBYX OCHOBHBIX
KPUTEePHEeB — apTPUTA U IlepeMesKarolneiics JIuXo-
pPagKy [JINTEJbLHOCTHIO HE MeHee 2 HeAesb, a
TaKsKe OJHOTO M3 5 MaJIbIX KPUTEePHeB, K KOTOPHIM
OTHOCSATCS CBINlb, JUM@MameHOlaTUsd, TIemaro- u/
WiIu cluieHoMerasnus, ceposuT [4]. Jluxopangka
HEesICHOT'O TeHes3a y [JeTell ocTaeTcs CJOMKHBIM IS
IUATHOCTUKM COCTOSHHEM U TpeOyeT BBICOKOM cTe-




ITon madaomaemsbix mamumeHToB ¢ cFOMA B paspese mo Bo3pacTHBIM rpymnam (n=65)

Tabnruua 1

ITox Bce (n=65) |do 6 aer (n=31) | Ot 6 71010 Jer (n=26) Crapme 10 getr (n=8) P
MyskcKoit 38 (568%) 16 (52%) 17 (65%) 5 (63%) 0.436
HKenckuit 27 (42%) 15 (48%) 9 (35%) 3 (37%) ’

Tabnuuya 2

Bospact ne6rora 3a6oneBaHus HabaogaeMmbix nmamueaToB ¢ cfOUA B paspese mo moay (n=65)

Bospact Bce (n=65) Maabuuku (n=38) HdeBouku (n=27) P
Bospact (Me [2,5; 8] . .
(T mec.; 16 met) 5,85 6,0 [3,0; 9,0] 5,0 [1,6; 8,0] 0,499
Tlo 6 set 2,597 16 (42%) 15 (56%)
Or 6 1010 Jger 7,654 17 (45%) 9 (33%) 0,558
Crapmre 10 jet 12,875 5 (13%) 3 (11%)

TIeHW HAaCTOPOYKEHHOCTH [JIs Bpauel Jiio00ro 3BeHa
U TIIaTeJbHON auddepeHINaTbLHON TUATHOCTUKU
cIOMA c pamom 3aboaeBanwuii. CorsiacHO KJINHUUE-
CKUM peKoMeHganmuaM ajsa Bepuduxanuum cOMA
HEe0O0XOAMMO BKJIIOUUTH B KPYT AUATHOCTHUUECKOTO
moncKa MH(PEeKINU, B T.U. OCTPYI0 PEBMATUUYECKYIO
JUXOPanKy, 0aKkTepuaabHBIN SHIOKAPAUT, 00JIE3Hb
Jlaiima; oOHKoremaToJioTHUYecKue 3abosieBaHUA,
3JI0KAQUeCTBeHHbIE HOBOOOpasoBaHuUA; AUDPPY3HBIE
60JIe3HU COeTUHUTEIbHOI TKaHU (CucTeMHas Kpac-
Hasd BOJYAHKA, MOBEHUJbHBLIN JepMaTOMUO3UT);
CUCTeMHbBI€ BAaCKYJUTHI (Hecmenu(puuecKuii aopTo-
apTepUUT, IOBEHUJbHBLIN IIOJNAPTEPUUT, 00JIE3Hb
KaBacakmu), a TakyKe CapKOMI03; BOCIAJIUTEIbLHbBIE
s3aboseBanusa kKumreunuka (B3K), a B mepuof
naagemuu SARS-CoV-2 B cmektp auddepeHIiu-
aNTbHOM AUATHOCTHUKYW BKJIOUUIN TaKiKe MYJbTH-
CUCTEMHBIH BOCHAJUTEJNbHBI CUHAPOM Yy MOeTel,
acCOIIMUPOBAHHBIN C IlepeHeceHHOU WH(peKIuei
SARS-CoV-2 [5].

Breigensior 3 Bapuanta cIOMA: ¢ cucTeMHBI-
MU TIPOSABJICHUSAMU U PA3HON CTeIeHbI0 AKTUB-
HocTu aprpura, cFOMA 06e3 akKTUBHBIX CHCTEMHBIX
MPOABJIEHUN U pPa3HON CTeleHbIo AaKTUBHOCTU
aptpura, clOA ¢ mpusHaKu reModarornuTapHoro
cuuapoma. llociemuumii BapmaHT TeYEHUS CAMBIA
TSKEJBII U CUNTAEeTCS MOTeHIITNAJIbHO KU3HEeYTPOo-
skamoIuM coctoaumueM [6]. ITo xapakTepy TeueHUA
BeIZeadAnT cIOVMA ¢ MOHOLMKJIMUYECKUM TEUYeHU-
eM, IIPU KOTOPOM OTMEeYAeTCS eTUHUYHBLIN 3MU30]
aKTHBHOTO 3aboJjieBaHUsA, 1 00Jiee PACIPOCTPaAHEH-
HBIM BapUAHT — C MIEPCUCTUPYIONUM TeueHueMm [7].
Ilo HacTOAIero BpPeMeHMW OCTAaeTCs AaKTyaJIbHOMN
mpobseMa guddepeHIINaIbHON AUATHOCTUKMU, TaK
KaK HeT OJHO3HAYHBIX MapKepoB 3aboJieBaHUA U
nuarao3 cIOMA saABiseTca AMATHO30M WCKJIIOUE-
HUA.

Ilenr mccaemoBaHUsA: OIEHUTH AeMorpaduye-
ckue ocobernnoctu clOMA, mpoBecTu aHains KJIU-
HUYECKUX U JIaOOPATOPHBIX TaHHBIX, COOTBETCTBUSA
GOJMBHBIX KPUTEPUSAM AUArH03a, BEIABUTDH CJIOYKHO-
cTu Ha srame auddepeHIuaTbLHON TUarHOCTUKHI.

MaTepna.)IH 1 MEeTOAbI UCCIeTOBAHUA

Hu3aiin uccnedoéanus: TBYIEHTPOBOE PETPO-
CIIeKTUBHOE KOTOPTHOE MCCJIeloBaHUe.

Ycnoeua npoeedenusn uccnedosanusn

UccnemoBarnme mpoBOAMIN Ha 0ase ABYX KJIU-
HUYECKUX IIeHTPOB — B YHUBEPCUTETCKON NeTCKO
KJInHudYeckoir OosbHuie MI'MY wum. M.M. Ce-
yeHoBa " MOpPOBOBCKOW MAETCKON KJIMHUYECKON
6oapuauIie I3M c¢ 2013 mo 2022 rr.

Yuacmnukxu uccnedosanusn

Kpumepuu 8xa0ueHUs:

1. Bospact ot 0 mo 18 ier;

2. Ycranosien guarusos clOMA;

3. Hammuwme cycTaBHOrO CHHIpOMa B OgUHA-
MUKe HaOJIOJeHUsd, YUTO II03BOJISAJO IIOATBEPAUTH
nuaraos clOMA.

ITucrmenHoe corjgacume OBLIO IOJYYEHO
B COOTBETCTBUU C XeJIbCUHKCKOU [IeKJapaliu-
eii. JlokasbHBIN BTHYEeCKUII KOMUTET YTBEPAUJI
MMPOTOKOJI MaHHOTO WCCJAEIOBaHUS Ha 3acelaHUU
26.01.2023.

Hcmounuku O0anHbLX/uHCMPYMeHMalbHbLe
memodoL uccnedosanusn

HpoaHaJII/IBI/IpOBaHLI aHaMHe3 3&6OJIeBaHI/IH, MKaJo-
61:-1 IIpu IIOCTYILJIEHNM, MOaHHbIE€ OCMOTpPa IIPK IIOCTY-
IIJIeHuu, pPe3yJbTaTbl naﬁopaTopme I/ICCJIeﬂOBaHI/IIU/I,
BKJIIOUAKOIINX B ce0a KIMHNUYECKUN aHaJInu3 KpOBH,
6I/IOXI/IMI/I‘-IECKI/IIU/I aHaJnu3 KPOBU, HMMYHOJIOTUYECKUE
mokasaresu, Takue Kak IgA, IgM u IgG, nanubie Mue-
JIOTpaMMBI, CpeaAu HMHCTPYMEHTAJIBHBIX METOOOB — YJIb-
Tpa3ByKoBoe wuccienoBanve (Y3I) opraHoB OpPIOUIHOMI
monoctu (OBII), sxoxapaumorpadus (9XO-KT),
nwsiorepHad Tomorpadusa (KT) opranoB rpygHoOil KJIETKU

KOM-

(OT'K) u OBII ¢ BHYTPUBEHHLIM 0OJIOCHBIM KOHTPACTHU-
poBaHUNEM, MarHUTHO-pe3oHaHcHada Tomorpadusa (MPT)
TOJIOBHOTO MO3ra.

Kaunuueckasa kxapmuna 3aboneéanus u oudde-
peryuanvras duaznocmura

Kiamauyeckasa kapTrHa OIeHeHA IIPU aHAJINU3e UCTO-
puii 0oJe3sHM II0 MAHHBIM KJIWHWYECKOTO OCMOTpA,
oco0oe BHUMAaHUE Y[eJeHO HAJIWUUIO U [JJIUTEIbHOCTU
(GeOpUIbHON JUXOPAIKU, HAJTUUUIO CHIIIN, (DU3UKAIBLHOE



uccJieJOBaHWE BKJIOYAJIO (PU3WMKAJIbHBII OCMOTP IIaIlu-
€HTa I[IPW TOMOINM HaJbIlanuu (OIeHUBAJIU HaAJIUUYNE
auMdageHonaTuu,
ayCKyJIbTAIlMM cepana u Jjerkux. [uaa nguddepeHnuanb-
HO¥ TUArHOCTUKY OBLIW IPHMEHEeHbl MEeTOABI JadbopaTop-

rermaTo- u/WUJAW CILJIEHOMETraJuu),

HOW AMarHoCTUKM (Pa3BEePHYTHIN KJIMHUYECKUN aHaJIU3
KpoBu c ompegenaernrem CO9, OHMOXMMUYECKHUN aHaIU3
KPOBU, MMMYHOJIOTUYECKUI aHaIn3 KPOBU, CEPOJIOTU-
YeCcKUI aHaJu3 KPOBU Ha WHGEKINHN, MUEeIOrpamMma),
UHCTPYMeHTa/IbHbIe uccienopanud (Y3U BHYyTpeHHUX
opraunoB, 9XO-KI', KT OI'K u OBII ¢ BHyTpUBEHHBIM
OOJIIOCHBIM KOHTDPACTHUPOBAHUEM).

CraTucTryecKyio 00paboTKY BBIIOJHSAIMN IIPUA TOMO-
mu KoMmbioTepHOIT mporpamMmbl IBM SPSS Statistics
v26.0. KosuuecTBeHHBIE IOKa3aTeJW OIEHUBAIU Ha
IpeIMeT COOTBETCTBUA HOPMAJbHOMY DPACIPEIEeIeHUIO C
nomotibio Kpurepusa Ilanupo—VYunka. Hna omucanusa
KaueCTBEHHBIX IIPU3HAKOB KCIIOJH30BAIU a0COIOTHBIE
3HAUEHUS U OTHOCUTEJbHbIE (IIPOIeHTHLIE) TOKA3aTe N,
s cpaBHeHUA KauYeCTBEHHBIX IPUBHAKOB IIPUMEHAIN
Kputepuii xu-KBagpar Ilupcona. [lnsa cpaBHeHUs menu-
aHHBIX IIOKasaTesell ¢ HOpPMOM UCIIOJIH30BAIU HelapaMme-
TPUYECKUI OMHOBBIOOPOUHBIN Kpurepuii BUIKOKCOHA.
Pagiuumsi cuMTas I CTATUCTUYECKUM SHAYMMBIMU IIPU
p<0,005.

PesyabTaTsi

Yuacmnuku uccnedosanus

B wucciaemoBaHMe BKJIOUEHBI 65 malueHTOB B
Bospacte or 8 mec. mo 17 jer, 38 (58%) manb-
ynkoB u 27 (42%) meBoueK (COOTHOIIIEHUWE M:I —
1,41:1). BeLio BbIZeNeHO 3 TPYHOILI MAIMEHTOB
mo Bospacty: mo 6 jer, or 6 mo 10 ser, crapiie
10 ser. BblmeneHHBIE BO3pPACTHBIE TI'PYIIBLI CTa-
TUCTUYECKM B3HAUMMO He pasjJndyajiuch IO IIOJY
(p=0,436) (Taba. 1).

BospacT mebiora 3a0oseBaHUSA KOJeDAJICSa OT
7 mec. mo 16 ser, cpemuuii BospacT gebioTa cocra-
Bun 5 jger 7 mec. (£3,8909). IToutu mosioBHMHA
nmereii ¢ cFOMA 3a6osenu B Bo3pacte a0 6 jet — 31
namnuent (47,7%), B Bosdpacte ot 6 1010 Jer 3a60-
nenu 26 mereit (40%) u Bcero 8 (12%) — crapmre
10 ner (taba. 1). debioT 3aboseBaHmus Uallle IIPHU-
xonmica Ha BospacT mo 10 et (87,7% [73,6%;
94,8%1]) (Tabs. 2). B0 BbIAEIEHO 2 T'PYHIBI IIO
MOJIY: MaJbUUKN U AeBOYKU. BbIJe/IeHHbIe TPYIIIIhI
CTAaTHUYECKU 3HAUMMO HEe Pas3IMyYaJiuCh 110 BO3PACTY
nebrora 3aboseBaHuA: y MaabuyukoB — 6 [3; 9] ser
u y gpeBouexk — 5 [1,6; 8] smer (p=0,499). B Bos-
pacTHO# rpymme g0 6 jer yacTora 3a60I€BaeMOCTH
y IeBOYEeK Oblja CTATUCTUYECKHN HEe3HAUNMO BBIIIIE,
yeM y MaabuukoB (56% u 42% cooTBeTCTBEHHO),
B Boa3pacTHOI rpymme ot 6 go 10 jer, HaobopoT, —
BbIIlle y MadbuumkoB (45% u 33%) (p=0,558)
(Taba. 2).

Hugppepenyuanvras duaznocmura 6 debio-
me cIOH A

BoasmuaCcTBO meteit (47 — 72,3% ) mocTtymanau
10 «CKOPOM IIOMOIIM» B CTAIMIOHAD C OCHOBHBIM
CUMIITOMOM — BBICOKOM JIMXOPAJKOW B TeUeHUe
0oJiee HeeaU, HAIPABISIONUMY JUArHO3aMU ObLIN
caenymommue: OPBU (B T.u. repmeTuyecKas AHTH-

M orPBUI
Austepruyeckasi peakiust
IONA

B MBC

M PeakTuBHEIN apTpUT
Bosesnbr KaBacaku

| Muokapaut

M oPJI

. BHeﬁOJII)HI/I‘{Haﬂ IIHEBMOHUSA

M I'emo6nacros

M V3nosaras spurema

Puc. 1. fluaraossl HaGarogaemprx nanmueHToB ¢ cFOUMA npu
MOCTYILIEHHH B cTamuoHap (n=65).
MBC — myJibTHCHCTEMHBIN BOCTIAIUTEIbHbIN cuagpom, OPJI —
ocTpas peBMaTHYeCKas JUXOPagKa.

Ha, JmmreiiHa—Bapp-BupycHaa uH@pernua) — 28
(43,3%) ToOKCHKO-a/LIepruyecKas peaxiius/ajjiep-
ruueckuit aprputr — 10 (15%), BHeOGoJIBHUUYHAA
nueBmonud — 2 (3,3%), kops — 1 (1,5%), canbmo-
wemnes — 1 (1,5%), MyJabTUCUCTEMHBIH BOCIIAJIN-
TeabHBIN cuHapoM — 3 (5%), 6omesunr KaBacaku —
2 (3,3%), muoxkapaut — 2 (3,3%), ocTpas peBMaTH-
yeckas juxopagka — 2 (3,3% ), THOMHBIA apTpUT —
2 (3,3%), remobaacros — 1 (1,5%), nuddysubie
60JIe3HU CoeUHUTEeNbHBIX TKameit — 1 (1,5%), yaio-
Batag spurema — 1 (1,5%), TpomMOOIUTOIEHUA —
1 (1,5%) (puc. 1). Kak BugHo u3 puc. 1, quarsos
IOHOIIIECKOI'0 apTPUTA OBLI IIPEIITOI0MKEH TOJBKO Y
7 (12%) pereii, B T.4. cucreMHas ¢opma IOMA —
y 2 (83%). Eme y 3 (5%) nereii HampaBJIAOIIAM
IMArHO30M ObLI PEaKTHUBHBLIM apTPUT/IOJUAPTPUT.
CraTUCTUYECKN B3HAYMMBIX DPA3JIUYUN II0 YaCTOTe
IVATrHO30B MPU pasle/ieHUy MMAIeHTOB Ha TPYIIIbI
10 TI0JIy ¥ BO3PACTy YCTAHOBJIEHO He OBLIO.

B mname guddepeHIaNbHON AUATHOCTUKHI
BCeM MaleHTaM ObLjIa IMPOBEJeHA MYHKIUA KOCT-
HOTO MO3ra C IeJIbI0 MCKJIIOUEeHUS OHKOreMaTOJIO-
ruyecKux 3aboJsieBaHMil, y BCEeX MAIMEHTOB OBLI
WCKJIOUeH WHQEKIMOHHBLIM TIeHe3 IIOCPeJCTBOM
cepoJioTMUecKUX wuccaenopanuii, 18% maruen-
TaM IIPOBOJUJIACH AUATHOCTUKA BOCIAJIUTEIbHBIX
3abosieBanuii Kuineunuka (B3K) xak B gebioTe
3aboseBaHUsA, TaK ¥ B IIpoOIlecce NaJIbHEHIIero
HAOJOMeHNUsA, MPU 9TOM y 3 IAIMEeHTOB C yCTa-
HoBJIeHHBIM auarHo3om cIOMA Beiasiens: B3K: y
2 — 6osne3nb Kpona, y ogHoro — HeguddepeHIInpo-
BAaHHBIN KOJUT ysKe moce Bepuduranuu cfOUA u
2(pPHEeKTUBHOIO JIeUeHU IPOTUBOPEBMATHYECKUMU
cpeacTBaMH, B T.4. I'eHHO-WHIKEHEPHBIMU OMOJIO-
ruueckuMu npenaparamu (I'MBII).

Y 9 mammenToB (13,8% ) B mepuon mammeMuu
SARS-CoV-2 mnposoaunack auddepeHIinaIbHad
IUArHOCTUKA € MYJBTHUCUCTEMHBIM BOCIIAJUTEb-
HeiMm cuagapomom (MBC). Tax, manpumep, y 2
mamueHToOB ObLT auarHoctTupoBan cIOUA yixe
mocje BepuduiimpoBamuHoro auarsosa MBC u
JIEYEHUs COIJIACHO PeKOMeHIaIusaM (9TH Ialju-
@HTBI IOJYyYaJyd IYJbC-TEPANNI0 IJIIOKOKOPTUKO-
ugamu (I'K), aHTHKOaAryJIaHTHYIO Tepamuio). Ua3
KJIMHAYECKUX CUHAPOMOB B nebloTe 3aboJsieBaHUSA
OTMEYaJIUCh ChINlb, ()eOPUIbHASA JIUXOPALKA, JIUM-
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damgeHonaTusi, KOHBIOHKTUBUT, TI'elaTOCIJIEHOME-
rajusi; apTPUT OTCYTCTBOBAJ. ¥ OJTHUX MAIMEHTOB
opi  obHapyskeHsl IgG kK SARS-CoV-2, uto
MO3BOJINJIO ycTaHOBUTH uM auaraos MBC. B ana-
Ju3aX KPOBU OTMEUasach BBICOKAS BOCIAJIUTENb-
Hasg aKTUBHOCTb B BHE yBeJIWUYEHUS 3HAUEHUN
C-peaxtusnoro 6enka (CPB), CO3, ¢pubpunoreHa
u D-pumepa. Ilocie yaydilleHWs COCTOSHUSA Ha
doHe MTPOBeAEHHOH Tepamuu uepes 2 Hemeau Y
MaHHBIX IAIEeHTOB BHOBb MOABUJINUCH JIMXOPAIKa,
caaboCcTh, HpU Ja0OPATOPHON MHUATHOCTUKE ObLIA
BHOBb BBIABJIeHA BOCHAJUTEJIbHAsA AaKTHUBHOCTbD,
y omHOro pebeHKa pasBUJICS apTPUT. YUUTHIBAS
OTCyTCTBUE HAHHBIX 0 penuauBax MBC B mupo-
BOIl IpaKTHKe MO JAHHBIM 3apy0e:KHOM JuTepary-
PBI, a TaK:Ke COOCTBEHHBIN ONBIT BeIEHUSA TaKUX
mereii, Obla ycramoByeH auaruHo3 cIOMA, mauara
nporuBopeBMaTnueckas tepanus ['MBII — Toru-
ausymabom. OIuH IaliieHT OTBETUJ Ha JieueHue,
Yy BTOPOT'O pasBUJIaCh MEePBUYHAA PE3UCTEHTHOCTD,
B CBA3UW C UeM ObLia IIpoBeleHa KOPPEKIUsA Tepa-
nuu — HasHaueH KauHakwmHyMmab. I[lo-Bugumowmy,
nHpeKIusd, BbI3BaHHasaA Bupycom SARS-CoV-2,
crpoBornupoBasia passutue MBC ¢ maabHeHIIUM
pasButuem clONA.

¥V 11 namnuenToB (16,7% ) nposoguiack gudde-
peHIUaAbHAsA AUATHOCTHUKA C HEBPOJOTUYECKUMU
3abosieBaHuAMU. B ocHOBHOM nudepeHInaIbHAS
IUArHOCTUKA MIPOBOAUJIACH CO 3JI0KAUYEeCTBEHHBIMU
HoBooOpasoBanuamMu I[THC u HelipomHpeKIMAMU.
OpgHa mamueHTKa OblIa IMepeBelieHa U3 IPYTroro
cranuoHapa ¢ HampasJidioniuM auarasosom MBC, B
aHaMHese mpoBoguiachk Tepanus 'K. Ilpm mocry-
IJIeHUU y JaHHOTO pebeHKa B KJIMHUYECKOH Kap-
THHE OTMEUYAJIUCh JINXOPaAKa, reraToCIJIeHOMera-
JusA, cjabocTb W 00U B HUIKHUX KOHEUHOCTAX U
MePpUKapAUT, IPU 9TOM apTPUT, ChINb U JuMdaie-
HOIATUS OTCYTCTBOBAaJU. ¥ UNTHIBAA dHAOTEHHOCTH
0 IOJUOMUENUTY (IeBouKka 3 HeueHCKOU pecIry-
OJMMKM) ¥ HaJUuYne HEeBPOJIOTUUECKUX IIPOSBJIIe-
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Puc. 2. Yacrora KIMHMYECKMX IPOSIBJIEHUIl y Halaromae-
mbIx nanueHToB ¢ ctOMA (n=65).

HUi (ObLIa OTMeUeHA PUTHUAHOCTH IIEHHOT0 OThAe-
Ja TO03BOHOUYHWKA IIPU MOCTYILJIEHWUM), IIPOBOJIM-
Jack nuddepeHIUANbHASA JUATHOCTUKA C OCTPBHIM
BAJBIM NapaJMYOM ¥ MEHUHTUTOM NPU IIOMOIIHN
IOIIOJHUTEILHBIX MeTOHOB obciemoBanusa — MPT
TOJIOBHOTO MO3Ta, HCCJeNOBaHUE JIMKBOpa (JIIOM-
OasbHAs NYHKIUA), JabopaTopHas IMArHOCTUKA
moJimoMuesinTa. BriociieqcTBUM OBLIT  MCKJIOUEH
OCTPBIA BUPYCHBI TOJUOMUEINUT, OHKOJOTHYE-
ckue 3abojieBaHUSA TOJOBHOTO Moara (B T.U. HEH-
pobsiactoma), a Tak:ke MBC 1 MEeHUHTUT, TUArHO3
Obl1 mmepecMoTpeH B cropoHy cIOMA, HasHaueHa
Tepanus TONMWJIN3YyMaboM C BBIPAXKEHHBIM II0JIO-
JKUTEeJBHBIM 9()dEeKTOM, ZOCTUTHYTa JIEKAPCTBEH-
HasA pemuccus 3aboJieBaHUA.

Takke BcTpeyasnch CJIOMKHOCTU B Auddepen-
MUAJBHOU NUWATrHOCTUKE y MHallueHTa C HapaBJIAd-
oM guargosoMm OosesHu KaBacaxku. PeOeHOK
MMOCTYyIUJ B BodpacTe 6 Mec. ¢ KajaobaMu HaA JIUXO-
PagKy, CbIIlb, CKJEPUT, ObLIa IIPOBemeHa Tepa-
OuA BHYTPUBEHHBIM mMMYyHorjaooyauaom (BBUT),
Ha3HaYeHa aleTUJICAJUIINIOBAasA KUCJI0Ta, Ha (hoHe
JIeYeHUsI COXPaHSAJNCH BBIIIIEyKa3aHHBIE KAJI00bI.
B mepmon rocmuTanmuM3anuyu ObLIM HCKJIIOUEHBI
UHQEeKIMOHHbIe 3a00JeBaHUs, JuMbonpoandepa-
TUBHBIE W OHKOreMaToJioTuuecKue 3aboJsieBaHUA,

Tabaruua 3
YacroTa BCTpeuaeMOCTH NEePUKApANTa cpeau HabGaomgaeMbix manueHToB ¢ cIOUA (n=65)
IToxasaTenn Maasunku (n=23) HeBouxku (n=20) Bceero P
Her 13 (57%) 18 (90%) 31 (72%)
Tepurapzut Ects 10 (43%) 2 (10%) 12 (28%) 0,036
Tabruua 4
JlaGopaTopHble JaHHbIe HaOMIOgaeMbIX nanueHToB ¢ cFOUA npu mocrymiennu B cranmuoHap (n=65)
. MunaumansHOE MakcumaasHOe
IToxaszaTenn Me [Q1; Q3] SHAYEHE SHAYEHME Hopma
JletikomuTel, X109/ 19,4 [13,2; 24,5] 13,1 33,8 5-15
Heitrpodunsr, x109/1x 16,05 [9,0; 20;4] 8,1 26,2 2,04-5,08
TpomGouuTsr, X109/ 468 [339,25; 649,3] 66 829 180-320
T'emorsnobus, r/n 99,14 [88; 118] 49 109 110-140
CO93, MmMm/u 75,9 [47,8; 98,5] 27 132 0-20
CPB, mr/x 103 [55,3; 108,5] 15 208 0-5
DeppuTuH, MKr/JI 1496 [217,5; 6183,0] 217 94 000 6-60




B3K (mpoBemena KoOJOHOCKOIUS). B aHammsax
KpPOBU OBLIO OTMEUEHO CHUKeHHe TI'eMOTrJIo0uHAa
mo 64 r/m, B cBA3U ¢ ueM MmoTpeboBasiach TpaHC-
(ysuss spUTPOIUTAPHON B3BECHIO C 3aMECTUTEJb-
HOM Iesibio. B masbHelIeM, yUYUTHIBAs HaJIUUYNeE
CBIIIN, JUXOPaAKU, JuM(pameHONmaTUd U TemaTo-
cIieHoOMerajauu, peGeHKYy OBbLI yCTAaHOBJIEH Iua-
ruo3 clOMA, HaszHaueHa Tepanus METUJIIIPEIHU30-
JIOHOM, ITMKJIOCIIOPMHOM A, yUUTHIBas IOBTOPHOE
obocTpeHUe 3a00JeBaHMe, IPOABISAIONIEeC IATHU-
CTO-TIAIYJIE3HOH CBHINBIO, PA3BUTHEM apTPUTAa JIEBO-
ro KOJIEHHOTO CyCTaBa, HaJIWYUEeM BOCIAJIUTE]b-
HOMl aKTHMBHOCTU IO pPe3yJbTaTaM JiabopaTOPHBIX
IaHHBIX, PeOeHKY ObLI Has3HAUYeH ToIuanysamao,
oTMeHeH ImkJocmopuH A. Ha ¢oHe KoppeKiuu
Tepaluy COCTOsSHUEe pebdeHKa YJIYyUIINJI0Ch, 000-
cTpeHuii 3abojieBaHUS HE OTMEUYaJoCh, B HACTOs-
Ui MOMEHT COCTOSHUSA PacIleHeHO KaK MeIuKa-
MeHTO3HasA pemMuccus Ha (oHe yiKe IOJ00paHHOI
Tepanunu.

Tak:ke y psaga mereit mpopoamiack auddepen-
muajgbHasg JUATHOCTHUKA C ayTOBOCIAJIUTEJIbHBIMU
3a00JIeBaHUAMU: Y OJHOTO MAaI[eHTa ObLI BBIABJIEH
KPUOIMPUH-aCCOIIUUPOBAHHBIN CUHAPOM, eIlle ¥
ONHOTO — ceMeiiHas Ccpegu3eMHOMOPCKAsA JIUXO-
pagka. 9ty ety obCiiefoBaiNCh, HAXOAACh B PEB-
MAaTOJIOTUUYEeCKOM oTaeJaeHuu, auarao3d clOMA me
moATBepAnJCcAd W B HaOmomaemyio rpymnmy clOMA
OHU He BOIILJIMW, OJHAKO CUUTAEeM HEeOOXOIUMBIM
puBJeYb BHUMaHNe K auddepeHIInalbHON auar-
HOCTHKE ayTOBOCIAJUTEJIbHBIX 3a00/ieBaHUN ¥
nereit ¢ momo3pernuem Ha cIOMA.

B HEKOTOpPHIX caydyasX CJIO0KHOCTU BepubuKa-
UM OUarHO3a OTMeYaJiuch Ha 9Talle WHCTPYMEeH-
TAJBHOTO HccieqoBaHus. Tak, mpu obcegoBaHUU
ONHOW TaIlMeHTKM ¢ XapakTepHbIM s clOMA
CUMIITOMOKOMILIIEKcOM, mmpu mmpoBenenuu KT OBII
OBbLIM BBIABJIEHBI KOHIJIOMEPATHI JUMQMATUUYECKUX
y3JI0B B OPIOIIHOI II0JIOCTH, HePaBHOMEPHO HaKa-
IIIWBaIONIe KOHTPACTHBIM IIpemapaTr, B CBS3U
¢ uyem ObLIa IIPOBeleHA TpPelmaHoOWOoICHus, OMOI-
cusi TuMGATUIECKOTO y3Ja, UMMYHOTMCTOXUMUYE-
CKOe U MaToMOP(OJOTUUECKOe MCCIETOBAHUS, UTO
MMO3BOJIMJIO MCKJIOUYUTHL OHKOTEeMAaTOJOTUYEeCKUe
3a00JIeBaHUsA.

Takum od6pasoM, B 1e00Te 3a60JIeBAHNA CAMBIM
yacTeIM AuarHosom dApjasdgack OPBU, a muarmos
IOBEHUJILHOTO apTpuTa cocrasisa Bcero 11,6%
HAIPaBJSIONIUX [OUArHO30B U3 aMOyJaTOPHOTO
3BE€HA MEIUITMHCKOI ITOMOIITH.

Kaunuuwecrkas kapmuna

Kak BugHO Ha puc. 2, y BceX NAIMEHTOB
¢ ycraHoBJeHHbIM auarHodom clOMA Bcrpeua-
JIUCh JIMXOPaaKa U apTpajruu, Ccpegud MIPOUYUX
CUMIITOMOB CbIIIb Obl1a y 44 (67%) mamueH-
TOB, remaromerasud — y 39 (60%), aprputr —
y 34 (52%), renmatocuieHomeranusa — y 29 (45%),
aumbanenonatus — y 28 (43%), ciieHoMeraaus —
y 26 (40%), ceposur — y 20 (30%) (puc. 2).

Cpenu cepo3uTOB MIPEBAIUPOBAJ IIePUKAPIUT,
KOTOPBIN ObLI BhIABJeH y 12 manuenToB; 10 maru-
€HTOB IIPU ATOM He MMeJU KJIWHUYECKON CUMIITO-

MaTUKW, TePUKAPAUT ObLI BBIABJIEH IIOCPEICTBOM
KT, no ganaeim 3XO-KI' nepukapaut ObIJI OIMucaH
y 5 mammenToB. Tak:ke IpoaHAJIM3UPOBaHa TI'€H-
IepHas MPeapaclooKeHHOCTh K PA3BUTHUIO BBIIIIE-
YKasaHHbIX CUMITOMOB. CTOUT OTMETUTD, UTO BO3-
HUKHOBEHUNE JUXOPaIKU, ChINU, JUMQpaTeHOIaTHHN
U apTpuTa, CyAs IO HAIlleMy aHaJu3y, CTATUCTHU-
YeCKM 3HAUYMMO He 3aBUCEJIO OT I10JIa, B TO BpeMs
KaK MepUKapAUT CTATUCTUYECKU 3HAYMMO dYallle
BcTpeuasica y MaiabuukKoB (n=10) (cooTHoleHue
I:M — 1:5) (p=0,036) (Tabu. 3).

Cucremusniit JOMA xapaxkTepusyeTcs BBICOKOM
1abopaToOpHOl AaKTHUBHOCTHIO, COIIPOBOKAAETCS
JIeHKOIMTO30M, HENTPOGUIEe30M, TPOMOOIIMTO30M,
BrIcOKMMU mokazarteaamu CO9 u CPB, amemueii.
U xora CAM ObL1T BBIABJIEH B COOTBETCTBUU C
Kpurepuamu guarusosa y 17 mgereii (26% ), ypoBeHb
eppuTrHa y BcexX o0OCJEIOBAaHHBIX NAIMEHTOB
3HAYUTEJbHO IIPEBBINIAJ HOPMY, YTO CBUIETEJb-
CTBOBaJIO, KaK MUHUMYM, O pucke pasButus CAM.
WccnenoBanusa ObLIM IIPOBENEHBI B IepPBbIe JTHU
rocnuTaaul3anuu Ha asrame auddepeHIInaIbLHON
OIUATHOCTUKY M [0 HasHAUeHUsS cIenuduuecKoi

IIPOTUBOPEBMATUYECKOM Tepanuu. Pe3yJbTaThl
J1a00paTOPHBIX MCCJELOBAHMWI IPUBEIEHLl B
Tabda. 4.

O6cyxmeHune

Hemozpaguueckue xapaxmepucmuxu

B orauunu ot apyrux GopM HIMOIATUUECKOTO
aprpura, clOMMA wumeer cBoum gemorpaduueckue
xapaxTepuctTuku. JOMMA — maumbojee yacTo BCTpe-
yaroleecs 3a00JeBaHNe B IPYIe PeBMATUYECKUX
6osiesHel ¢ yacToToit 3aboseBaemoctu 1—4 ma 1000
nmereir [8]. B HanuoHaJBbHBIX peecTpax pPeBMATU-
yecKux 3abosieBaHuil yacToTa 3a00JieBa€MOCTHU
clOUA cocraBiasier mpumepro 10—20% Bcex mariu-
eutoB ¢ IOUA [9]. B oranuume or BapmanToB IOMA
3a00J1eBaeMOCTb CHUCTEeMHOII (OpMOII He B3aBUCUT
OT TeHJEPHOI IPenpacIioNoKEeHHOCTH U IopPakaeT
B PaBHOM KOJIMYECTBEe MAaJbUMKOB U AeBouek [9].
B ocHoBHOM me0roT 3a0ojieBaHUsS dYallle BCTpeda-
eTcss y gOeTell TEpBOTO [OEeCATUJIETUSA KUSHHU II0
CPaBHEHUIO C IOAPOCTKAMM, BO B3POCJIOM BO3pacTe
COOOIIAIOTCS eUHUYHBIE caydyau 3a00JIeBaeMOCTH.
B nporerTHOM cooTHOIleHun B EBporme 3aboJieBae-
mocTh FOMA cocraBasaer oxoso 10:100 000 B ropg,
U3 KOTOPBIX 0Ko0Jio 6—20% mpuxomgurcsa uHa cfOA
[9]. B MockBe BcTpeuaemocts cFOMA cocraBisgeT
okosio 10% B crpykType IOMA [10]. ITo mamum
IaHHBIM, Oe0T 3aboJieBaHWE MPUXOAUTCSA UAaIle
BCero Ha BoapacT 10 6 Jer, uto cocraBisaeT 47,7%
OT 00IIlero KoJimyecTBa Bcex maiueHToB cIOUA.

Coomeemcmeéue duaznoda clOHA xpumepu-
am ILAR

Hecmorpsa Ha Haauuue paspabOTaHHBIX Ua-
THOCTUYECKUX KPUTEPUEB, B HACTOSIIUA MOMEHT
IOCTATOYHO CJIOKHO YCTAHOBUTHb AMATHO3 Ha paH-
HUX 9Tamax 3abojeBaHUA.

Kpurepuu mocTaHOBKU AUATHO3a, IPEIJI0KEH-
Heie ILAR, ocHOBaHBI Ha JAHHBIX KJINHUYECKOM
KapTuHbl 3aboneBanusa [5]. B cBsAsu ¢ Tem, uToO
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CUMIITOMBI JOJOCTaTOYHO Hecneumbmmm n Bapu-
abesqbHBI, HEOOXOAWMO IIPOBOAUTH TIATEILHYIO
nud@epeHINAIBHYI0 TUATHOCTUKY MeXKAy UHOEK-
IIMOHHBIMNU, OHKOI'€MAaTOJIOTUYEeCKUMU U JII/IMq)O-
mponudepatuBHbIMU ImIporeccamu, B3K, a Taxike
C IPYrEMM PEBMATUYECKUMHU OOJIE€3HSIMU, BKJIIO-
yad nud@ysHble 00Je3HU COeTMHUTENILHON TKAHU,
6onesusr KaBacaku, MBC y mereit ma (ome mepe-
HECEHHON KOPOHABUPYCHON WMH(MEKINU U ayTOBO-
cHaJuTe bHbIe CUHIAPOMEI [5].

BOHpOCBI BaJINMOAHOCTU AUATHOCTUYECKUX KPH-
TepueB U CIeKTp 3abojieBaHmUil, HEOOXOMMMBIN
nnsa pugdepeHINaIbHON TUAarHOCTUKU, OCTAIOTCA
axkTyasbHBIMU. IIpm sTOM wWHTepBanm OT nebioTa
3a00JieBaHUS [0 ITOCTAHOBKU JMATHO3a COCTABJISIET
KaKk MUHHMYM 2 HeJeJH, HO 3a4acTyl0 B CBSA3U C
HEeoO0XOAVMMOCTBIO IIPOBeleHUA ANpdepeHITnaTbHON
OIUArHOCTUKMN OT MOMEHTa Havaja 3a00JIeBaHUs
0 TIOCTAHOBKM AMArHo3a MOKeT IpouTu 6Gosee 4
Heneab. B cBA3U CO CIIOKHOCTBIO HaboOpa HEoOXOIu-
MBIX KPUTEPUEB IJI MOCTAHOBKU AUATHO3a, B OCO-
OEHHOCTM CTPOTOTO HAJWYUA ABYX 00A3aTeIbHBIX
CUMITOMOB (JIUXOpagKa U HaJIUUYNe MMEHHO apTpHU-
Ta, a He apTPAaJITuil), 3aYacTyIO CJIOMKHO YCTAHOBUTH
IUArHO3 Ha PAHHUX JTamnax 3a00JIeBaHUS, UTO IIPHU-
BOAUT K OTCPOYEHHON WHUIIMAIINU ITPOTUBOPEBMA-
TUYEeCKO! Tepamnuu. VIBBeCTHO, UTO He Yy BCEX JAeTel
Ha 9Tale AUArHOCTUKU 3a00JI€BAHUS BBISABJISIETCS
aprpur. OIuCaHbI CAyYan PA3BUTHUS aPTPUTA IOCTE
10 seT oT Hauana 3abosneBaruda [11].

VY Hammux ManueHTOB KJIMHUYECKHE IIPOsBJIe-
Husa clOUA Briaouanu guxopaiky — y 65 (100%),
apTPUT, NOATBEPKIAEHHBINI UHCTPYMEHTAJIbHO, — Y
34 (52%), coinb — y 44 (67% ), tuMmpanseHoIaTHIO —
y 28 (43%) (mo mamubim KT OTK, akcunnsipuas
auMm@pameHonaTus Oblia BbIABIeHa y 45 (69%)
nanueHToB, mo gaHubIM KT OBII, meseHTepuasb-
Hada JuM@amzeHonaTus: Bcrpevanack y 57 (87,5%)),
ceposutsl — y 20 (30% ), remaTo/CIjIeHOMErajano —
y 14 (22%). Jwuaruo3 ObLI YCTAHOBJEH IIOCJE
TIIaTeJIbHON auddepeHInaabHON AMarHOCTUKN
¥ WCKJIIOUEHWsI APYrux 3a00JieBaHUUA U3 I'PYII-
bl JINXOPAJOK HESCHOrO reHesa. BrocieacTsunu
y Bcex geTell OBLI BBIABJIEH apTPUT, OJHAKO B
mebioTe 3aboJsieBaHUA BCTPEUANNCh B OCHOBHOM
aprpasruu. Hamm [gaHHBIE B IIEJIOM COIJIACY-
IOTCA C YacTOTOM KJMHUYECKUX MIPOSBJICHUIA,
IpUuBeJeHHBIX B Jureparype. Tak, B HegaBHeil
pabore Sag E. et al. [11] y mereit ¢ cIOUA,
HaOJJaeMbIX B OIHOM PEBMATOJIOTHUYECKOM
IeHTpe, uacTora Jauxopaaku coctaBuiaa 100%,
ceinu — 66,2%, aumdamenomatruu - 20,3%,
cepo3utoB — 17%, remaro/cmieHOMerajiuu —
28,4% , ¥ TOJBKO YaCTOTA BBISBJIEHHOTO apTPUTA
Obljia BBIIIE, YeM B HAIlleM HCCJIEeIOBAHUU U COCTA-
Buia 78,7%, 4TO, BO3MOXXHO, CBSI3aHO C OIEHKOM
apTPUTA TOJBKO II0 KIMHUYECKUM ITPOSBICHUSIM.

B cBsisu ¢ HemocTaTOYHON CIEIU(PUIYHOCTHIO
IIPUHATBIX ICJIaCCI/I(l)I/IRaHI/IOHHBIX KpuUTepuen
ILAR gna puarmoctuxku cIOMA, ocobeHHo B
nebrore sabosmeBanus, Yamaguchi M. m coasrt.
[12] 6blim mpenIoKeHBI COOCTBEHHBIE KPUTEPUMU,

TIOJTYyYUWBINIIE HAa3BaHWE aBTOPa. DBHLIO IPOBEIEHO
HCCJIefOBaHYE 10 CPABHUTEILHON XapaKTePUCTUKE
npuMeHeHuA Kjaccuueckux kpurtepueB (ILAR) u
KpurepueB Yamaguchi, KoTopble HCIOIB3YIOTCA
B AVWATHOCTHKe 3a00JIeBaHUA y B3POCJIBIX U JeTelt
crapire 16 ser [13]. B ucciegoBanue GbLIN BKJIIO-
uyeHsl 34 mammeHTa, cpemu KoTopeix 21 (62%)
coorBercTBOBa) Kpurepusam cIOMA, a 13 (38%)
TIarueHToB He ypoBiyeTBopanu Kpurepuam ILAR,
U cpeiu mgaHHOU rpynmbl 12 m3 13 mamueHTOB
noaxopuau mon pguarHos cOMMA B cooTBeTcTBUU C
kpurepuam Yamaguchi. Kpurepuu wuckaouenus
ILAR um Yamaguchi orcyTrcTBOBasin y Bcex maiu-
eHTOB. B x07€ uccienoBaHuA OBLIO BBIABJIEHO, YTO
Kpurepuu Yamaguchi sBisirorcsa 0ojiee NWHKJIIO3UB-
HBIMHK Ha srane guarHoctuxku clOMA, uro moixer
00eruynTh BepUDUKAINIO AUArHO3a HaA 06oJiee
paHHeM Bdrame, 0e3 OXKUAAHWUA PA3BUTUSA apPTPU-
Ta. TakiKe IPOBOAUIOCH CPaBHEHNE KPUTEPUEB
PRINTO u ILAR. Bpuin BKIIOUEHBI 82 ImalueHTa
¢ nmuarHosom cIOMA u 189 mammeHTOB ¢ Ipyru-
MU PEeBMATUYECKUMU 3a00JI€BAHUAMM CO CXOXKel
cumnromaTtukoii (6osesnb KaBacaku, cemeiiHas
CpPeIM3eMHOMODPCKAA JINXOpPaAKa, KPUOIMNPUH-
acconmuupoBaHHBINT cuHApPpoM, TRAPS u npedu-
unuT MeBoJsioHAT-KMHA3b1) [14]. Ilo moaydueHHBIM
pes3yJabTaTaM KPUTEPUM, IIPEIJIOKEHHBIE MEXKIY-
HApPOJHOU OpraHMU3aIMed WCCJIeJOBAHUN TEeTCKOM
pesmarosoruu (PRINTO), mpozeMoHCTpHUpoBaim
Hambojee BBHICOKYIO YYBCTBUTEJIHHOCTH IIPU CPAB-
HEHUU ¢ Kpurepuamu, npemioxeHasiMu ILAR, HO
COIIOCTaBUMYIO CIEeNU(MUUHOCTD.

Takum 06pa3oM, OCTaeTCA aKTyaJIbHBIM BOIIPOC
IaJbHENIIIero ycoBEPIIEHCTBOBAHUA IUATHOCTUUE-
ckux KputepueB clOUA nia 6osee panHei Bepudu-
Kanum 3aboseBaHUA. [IpobaeMbl ¢ CYIIECTBYIOIH-
MU JUATHOCTUUYECKUMU KPUTEPUAMU, OTCYTCTBUE
SABHBIX WMMYHOJOTUYECKUX WJIN TeHEeTUUECKUX
MapKepoB 3abojeBaHUA TaKyKe 0O0yCJIOBIMBAET
HEoOXOOUMOCTh TPOBeneHUA AuddepeHTnaIbHON
IUATHOCTUKY U WCKJIIOUEHUA APYTUX 3a00JIeBaHMM,
COIIPOBOKAAOIINXCA CXOJHON KJIMHWUYECKON CHUMII-
ToMaTuKON. CHUMITOMOKOMILIEKC, XapaKTepu3yio-
muit FOMMA ¢ cucTeMHBIM HaAYaJiOM, BCTpPeYaeTcs
U Opu MHOTHX JAPyrux 3abosieBaHUMAX. TaKiKe
YUUTBHIBasg UMMYHOIIOABIAIOIYI0 HATPABJIEHHOCTD
IIPOTUBOPEBMATUUYECKON Tepamnu, BKJIIOYAIOIIYIO
He Toabko I'MIBII, mmrocraTuKu, HO M TPUMEHE-
e 'K, KaxK mepopajbHO, TaK W IapeHTEPATIbHO,
HEeo0XOAUMO TPOBOAUTE TIIATEJIBHYIO TudhepeHIn-
aJbHYI0 MTUATHOCTUKY ¢ paAmoM 3abosmeBanuii. Harre
HCCJIe[OBaHME ITOKA3aJI0, UTO B Ne0I0Te Yalle BCETO
muddepennuanbayio guarfoctury clOMMA mposo-
IAT ¢ MHGEKINOHHBIMU 3a007I€BaHUAMMU.

CrnoxxuoctTu nuddepeHIINAIbLHONE IUArHOCTH-
KN OTMeualoTcs He TOJbKO B naebiore clOMA, HO
u npu pasButuu CAM, KOTOPBHIN HIpeACTaBISIET
c00601i1 BapraHT reMoGarornuTapHoro JuM@oTrucTIo-
nuro3a (HLH) m wmoker pasBuBarbca Ha (OHE
BUPYCHBIX B3a00JIeBaHUII y NIPEeAPACIIOJIOKEHHBIX
nmeteit. IlpencTaBisd0T MHTEPEC MCCJIEOBAHUA IO
OIIpefieJIEHNI0 YPOBHEH BOCHAJIUTEJIbHBIX MapKe-



POB y IAIMEHTOB C IIOATBEPKICHHON JIIITeiiHa—
Bapp-Bupycuoit uadpexnueii (EBV), pasBuBmunux
HLH u cIOMA, u ocnoxuennoir CAM. Otat Yener
G. et al. BeigBuIM, uTo moBbIIeHne I1L-18 xapak-
tepuo npu clOMA-acconiuupoanaom CAM, HO He
nmpu EBV-HLH [15].

Huddepennuanbaasg AUArHOCTUKA C OHKO-
reMaToJIOrHYeCKUMH /TuMPOIPoanudepaTuBHEIMU
3a00JIeBaHUSAMN — OAUH M3 00d3aTeJbHBIX JTAIIOB
nuarnoctTuku cIOMA. «30J0TBIM CTaHIapPTOM »
WCKJIIOUEeHUsI, B YaCTHOCTH, IreMo0JacTO30B, a
TaKyKe COJHUIHBIX ONYyXOJiel C HaJu4YheM MeTa-
CTa30B B KOCTHBIII MO3T SBJISIETCS aHAJIU3 MUEJO-
rpaMMbl. IIpenMyInecTBOM SAHHOTO WCCJIEJOBAHMS
SIBJISIETCSI BBICOKAS CIENU(PUUHOCTL JAHHOI'O METO-
la I OCTPBIX reMo0JIacTO30B.

3 wuHCTPYMEHTAJLHBIX MCCJIEIOBAHUNA COT-
JIACHO KJIMHUUYECKUM PeKOMEeHIAINIM HeoOX0IuMO
npoBegenre KT OI'K u OBII, 3a0pOIIUHHOT0 IPO-
CTPAHCTBA C BHYTPUBEHHBLIM OOJIIOCHBIM KOHTPA-
cTupoBaHVeM. JlaHHBIN MeTOM IO3BOJIAET BU3YyaJIU-
3UPOBATh MATOJOTUYECKOE CKOILJIeHHe KOHTPAaCT-
HOTO (papMIipemapara B COJUAHBIX OIIYXOJAX WJIHN
MEeTaCTATHUYECKUX JUMQPATUUECKUX y3JIaX.

B Hamrem mcciegoBaHUM JUINL 13 mamueHTam
u3 65 (20%) ObLIa TpOBemeHA KOJIOHOCKONUSA C
nenbio uckiaodyenusas B3K B c¢BA3HM ¢ HaaIuuyumeMm
IIATONOMOHUYHBIX CHMIITOMOB (00JH B IKHBOTE,
moTepsA Beca, IMATOJOIMYeCKHe IIPUMeCH B CTyJe,
CHUJKEeHUe TeMOorJioomHa u rematokputa). IIo mam-
HBIM KCCJIeJOBAHUSA, IpegocTraBieHHbiM Maller J.
et al. [16], KoTOpble OCHOBBIBAJIKCHL Ha aHAJIU3E
ucTopuii 6ose3Hu 16 maMEeHTOB C BBIABJIEHHBIMU
B3K, cpemuas mnpogosxuTeabHocTh cIOMA 1o
BelaBaeHus B3K cocraBisna 3 roma (crammapTHOE
oTKJOHeHUMe =*2,3 roma, auamason 1-9,5 mer).
B Teuenme 3 MecsIeB 0 IIOCTAHOBKM IHAarHo3a
B3K y 9 mamumentoB (56%) oTmeuasca aKTHUB-
ueiii clOMMA, a y ocranbabix 7 (44%) 3aboue-
BaHME HAXOAWJIOCH B COCTOAHUM <«IIOKOs» [16].
B nameii Bei6opke namueHToB ¢ cFOVIA BBIABIEHEBI
3 mamnuenTta ¢ B3K (Bce manpumku). Bce maruen-
TBI cOOTBeTcTBOBau Kpurepuam cIOMA B mebiore
3aboJsieBaHUsA, y BCeX ObLIa IOJydYyeHA PEMUCCUSA
WJIN JOCTUTHYTA HU3KAA aKTUBHOCTH 3a00JI€BAHUS
Ha ()oHe ITPOTUBOpPEBMATHUUECKOI Tepanum. Harmm
IaHHbIE MO cpefHel mpomokuTeabHocTH cIOMA
no BelaBiaeHuss B3K B 1esioM He OTJIMYAIOTCS OT
onmy0MMKOBaHHBIX. BsammocBass cIOMA u B3K
B HacTosdAlllee BpeMsa AucKyrtupyerca [16], damie
TPaKTYIOT KaK CONYTCTBYIOIIlee 3a00JieBaHUeE.

OrpannueHreM WCCJIEIOBAHUSA SABJIAETCA €ro
PETPOCIEKTUBHBIA xapakrep. OrpaHumdyeHHOE
KOJIMUECTBO OOCJIeMOBAHHBIX [AeTel He II03BOJIAeT
BBIABUTL TEHAEPHYIO IIPEIPACIIOJ0MKEHHOCTh K
ompenesieHHBIM cuMiToMam cIOMA.

3aKaoueHne

IIo pesyabTaraM HaIlero WCCJIEeI0BAHUS
MOJKHO CJejaTh BBIBOZ, uTO B naebiore cIOMA y

BCeX JeTeifi B KauecTBe OCHOBHBIX CHMIITOMOB
MIPEBAIUPOBANN JUXOPaAKa M apTPairusd, 4YTO, K
COKaJIEHUIO, BCTPEUaeTCss NPU MHOTUX 3aboJie-
BaHUAX. BO3MOYKHO, WCIIOJIb30BAaHME KPUTEPUEB
Yamaguchi mo3Bosnio 661 BepuUInpoBaTh JUAaT-
H03 cIOMA ma 6GoJiee paHHUX CPOKaX U CIIOCOOCTBO-
BaJI0O Obl MUHUMUBAIUU AUATHOCTUYECKUX METO-
OB mccliefoBaHuA Ha arane AuddepeHIINATbHON
IUATHOCTUKHU.

BrisiBneHa TreHAepHAs IIPEeAPACIIOJIOKEHHOCTH
K PasBUTHIO IE€PUKAPIUTA, CTATUCTUYECKU 3HAUU-
MO Yallle JaHHBIM CUMIITOM BCTPEUAJICA ¥ MAJIbUU-
KoB — 43,5% wu aumb y 10% meBouex (p=0,036).

Ha »sranme muddepeHIInaIbHON ITUAarHOCTUKH
B nebrore 3aboJseBaHua crouT Beigeauts OPBU u
OHKOreMaToJIOTuUecKue 3a00oJieBaHUs KaK OCHOB-
HbI€ JUATHO3bI WCKJIIOUEHUS.

CorJyiacHO HBIHEIITHUM KJIUHUYECKUM PEKOMEH-
IanuaM HeoOXoauM 0oJIbIIoi 00beM J1abopaTOPHOI
¥ MHCTPYMEHTAJbHON AMATHOCTUKU Tepel YCTaHOB-
JIeHMeM [MAarfHo3a ¥ HasHAuYeHWeM Tepaluu, BKJIO-
vasg TeHEeTUUYECKOe KCCJIeOBaHUe.
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PEDEPATBDI

BHYTPURJIETOYHAA CAJIBMOHEJIJIEBHAA JJOCTABKA OR3OI'EHHOI'O HMMYHHSAITHOHHOI'O
AHTHUTEHA IIEPE®QORYCHPYET T-RJIETRKH CD8 IIPOTHB PAKOBBIX RJIETOR,
YCTPAHAET OINYXOJIH IOAMKEJYIJOYHOH KEJE3bBI U ®OPMHPYET
ITPOTHBOOIIVXOJIEBBIH HMMYHHUTET

Hmmynomepanusa nokasana 6Goivuiue nepcnexkmu-
6bl, HO He IpPexmuena 011 6cex MUNoO8 onyxoJei. u
apekmuena menee vem y 3% nayuenmos ¢ adeHorap-
yuHomol. npomoroe nodxucenydounoil xienesv. (PDAC).
Ymobv. co3dameb uMMYyHHOe JedueHue, Komopoe Oydem
appexmuenvim 0 60abULEZ0 YUCAA DOJLLHBLX PAKOM U,
6 vacmHnocmu, 01a nayuenmos ¢ PDAC, agmopbt zene-
muiecku mMoOuPuUUPOBALU CALbMOHENNLY, 4MmoObl. OHA
docmaenana 9K302eHHble AHMUZEHbL HenocpedcmeenHo
6 YUmonnazmy Oonyxoneevix Kaemok. Aemopvl nped-
NONONUNLU, LMO BHYMPUKJLEMOYHAs 00CmasKa 3K30-
26HH020 UMMYHUSAUUOHHO20 aHMuzena Oydem arKmu-
suposamdv anmuzencneyuguyeckue T-kaemrxu CDS u
YMEeHbWaAmyb ONYX0oaU Y UMMYHUSUPOBAHHBLX MblULelL.

YmobvL. npogepums amy zunomesy, a86mopv. 6600U-
au eHympuraemounylo Oocmasxy (ID) canvmonenrn,
Komopas docmasniem 08alb0yMUH 6 Kavecmee mooeb-
H020 AHMUZEHA MblWAM C ONYXONAMU, 6AKYUUHUPO-
8anHbLM o08aavoymunom. ID Salmonella docmasnsem
aHMUZeHbl. nymem GEMOHOMHOZ0 JAU3UCG 6 KJIEeMKAX
nocsie UHOYKYUU KJIemOYHOl UHEA3UL.

Asmopuvt nokasanu, wmo 00cmasaeHHblLi 08aab0Y-
MUH DACNPOCMPAHAECMCA NO YUMONAA3Me KIeMOK 6
Kyabmype u onyxonsax. dma 0ocmaska 6 yumonaadmy
HeoOxo0uma Ons nepexpecmHOl Npe3eHmayuu aHmu-
2ena. Aemopbl noKa3aau, Lmo cO8MeCmHOe KYJLbMmueu-
poBaHue paKo8bLX KJEeMOK, PeUUNUeHmos 064160y MUHA,

co cneyu@uunvimu 0sa oganvoymuna CD8 T-kaemrxamu
3anyckaem yumomorcuieckuil T-Kiemounwlii omeem.
ITocne adonmuenozo nepernoca T-kaemox OT-I CD8 eny-
mpuxaemounas 0ocmasKa 08aNlb0YMUHA YMEeHbULALA
pocm onyxonu u Ycmpaumaaa Onyxonu. dmom apdexm
3aeucen om npucymcmeus T-Kiemor, cneyu@uiHnbvLx
ons oeanvbymuna. ITocne 6aKUUHAUUU IK302eHHBLM
AHMU2eHOM Mblulell 6HYMPUKJIemoirnas 0ocmaska
anmuzena ovyucmuaa 43% ycmanosieHHbLX OnyxoJeil
nodxcenydounoil sxenesvt KPC, ysenuvuna eviicusae-
mocmv u npedomepamund NOBMOPHYI UMNIAHMAUUIO
onyxoau.

dmom omeem 6 modeau ummyHocynpeccuenozo KPC
demoHcmpupyem nomeHyuans O0as JeueHus Onyxodelil,
KOmopbvle He peazupyion Ha UH2UOUMOPbL KOHMPOLbHbLY
mouex, a omeem HA NOBMOPHOe 88edeHue YKa3vieaem
HaQ mo, 4mo Oblll YCMAaHOBJeH HO6bL UMMYHUMem npo-
Mu6 6HYMPEHHUX ONYX0JLe6blX AHMU2eH06. B Kaunuke
ID Salmonella moxHo ucnoav3ogams O0as 0Oocmas-
KU 0elK08020 AHMUZeHA U3 0emcKOl UMMYHUIAUUU,
4mobbl NepeopueHmupo6ams paHee CYULeCmeosasuliil
T-kaemounvlil uMMYyHUMem npomué onyxoneil. B xaue-
cmee 20moeoll uMmyHomepanuu dma O0aAKMepuaLbHas
cucmema NOMEHYUALbHO Moxcem Obtmb dQHeKxmueHoll
Y WUPOKO20 KPYza OHKOJOZUYECKUX OOJLbHbLX.

https://www.frontiersin.org/articles/10.3389/
fimmu.2028.1228532/full
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OLIEHKA OCOBEHHOCTEUN ITPOSIBAEHUI 3ABOAEBAHUS
Y TIAIIMEHTOB C BPOJKAEHHBIMU AEOEKTAMHN HMMYHUTETA,
TTOAYUAIOIIUX AAAOTEHHYIO TPAHCIIAAHTAIIHIO
TEMOITOATUYECKUX CTBOAOBBIX KAETOK

IOTBY «HaruoHaABHBIM MEAUTIMHCKUM UCCAEAOBATEABCKHUN I[EHTDP ACTCKOM reMaTOAOTMH, OHKOAOTUU
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Bposknennrie nedextsl mvmmynutera (BAHM) — rpynma peakumx M pPa3HOOOPA3HBIX IO IpHpoae
3a00JIeBaHMIii, B OCHOBE KOTOPBIX JIe;KAT HapyIlIeHUus PadoThl UMMYHHOI cucTeMbl. EqTUHCTBeHHBIM
MEeTONOM Tepamuu, PaguKaJsbHo usieyusawmuv BJIW, saBisercsa ajjioreHHas TPAHCIJIAHTAIMS
remomodTuueckux cTBOJOBBIX KJIeTOK (TI'CK). Hecmorps Ha pacmupenme mokasanuit ¥ TI'CK

npu B/IU, npunarue pemenus o Heooxogumoctu TT'CK npu MHOrux 3a60/ieBaHUSAX IO-IIPEKHEMY
ocTaeTcs HEIPOCTON 3aJaueii, TpPeOyollell OLeHKH PUCKA PAa3BUTHSA SKU3HEYTPOKAIOUIMX OCJIOMK-
HeHmii. Ilexpro uccireqoBaHusa OBLIO MpOBeAeHNE OLEHKHM aHAJIM3a 3a00JIeBaHUI, PAa3BUBAIOIIMXCS
y nauuentoB ¢ B/IU, moxyuyuBmmx asuiorennyro TI'CK. Marepuaisl U MeTOIbI HUCCIETOBAHUSI: B
ucciegoBanne ObLIN BKIOUYeHBI 312 manmentos ¢ BJIU Bospacra mo 18 mer, moayuyuBIIMX AJLIIO-
reanyo TTCK 8 HMHUIL ITON um. [Imurpus Porauera ¢ 2012 mo 2020 rr. AHann3 BBITIOJTHEH B
5 ocHoBHbIX rpynnax BJIM: mMMyHOme(HIUTHI ¢ KJIETOYHBIMH M TyMOPaJbHBIMH gedexTamu
(Kul'l, n=71), koMmOuHUPOBaHHAS MMMYHHAsd HEJOCTATOYHOCTh C ACCOIMUPOBAHHON HMJIM CUHIPO-
MaJabpHO# martoJsorueii (cuagpomansasie KMH, n=98), nedexrsr ummynHoi gucperyasuuu (JUP,
n=56), KaueCcTBeHHbIE U KOJIUYeCTBeHHbIe Te(eKThI (paronurosa (AP, n=57) u gpyrue BAU (n=30).
PesyapraThl: HaJIunune HEKOHTPOJNPYEMbIX Tepanueii 3a6oaeBanuii kK MmomeHTy TI'CK otmeuasnocs y
160 (51% ) maumenTos: y 73 (23% ) — undexmusa, y 109 (35% ) — ayroummyunsie (AH)/ayToBocna-
aureabusie (AB) 3a6oseBanus, y 15 (5% ) — orcyrcTrBue peMHCCHYM OHKOJIOTHYECKOr0 3a00/1eBaHUA.
Y 33 manmueHTOB 0TMEYAJIOCH COUYETAaHNEe Pas3jJNYHbIX 3a0oseBaHuii: y 29 — undexumonnsix u AB,
Yy 2 — MH(MEKIUOHHBIX U OILYX0JIEBbIX, Y 2 — AB u omyxo/eBbIX. AKTUBHbIE HH(PEKIMH 0TMEYAJTNCh
y 48% mnauuentos ¢ Kul'[l u 33% nauuenros ¢ npyruvu BIIU, aktusabie AB-nipoueccst —y 43%
JOUP u 63% nppyrux BAU, aktusHbie onyxoau — y 12% mnaunmentoB ¢ J®. 3akiaioueHue: mpen-
JIO:KeHBI PelleHNs 10 OIleHKe IpeJTPaHCIIaHTAIIMOHHOrO craryca mamueHToB ¢ B/IU Ha mpeamer
Hajauunsa uHpeKuuonubrx, AI/AB u OHKOJIOrHYECKUX COCTOSIHUI, BO3pPACTa M HYTPUTUBHOIO CTA-
Tyca maiueHTa, Je:KalliX B OCHOBe BhIOOpa omtumaabHOii MmeTtomuku TTCK.

Knwouesvte cnosa: 8poxcdernnuble 0epeKnmovl UMMYHUMEMA, NEPEULHbLe UMMYHOOePUYUMbL, ALL0-
26HHAsA MPAHCNIAHMAYUSL 2eMONOIMULECKUX CMEON0BbLX KJEMOK, UHPEKYUOHHbLe, AYMOUMMYH-
Hble/aymosocnaniumenvbHble U OHKOJ02UYeCKUe 3a00/e8AHUSL.

Hum.: AJI. Jla6epxo, A.JO. Bawypa, I'.I'. Cononosa, [I.H. Banrawos, A.I'. Pymanyes. Oyenra oco-
benHocmeil nposgleHuil 3a60Ne6GHUSL Y NAYUEHMOE C 8POxOeHHbLMU Oehekmamu UMMYyHUMema,
NoOLYYAOWUX ANIL02ZEHHYI0 MPAHCNAAHMAUUIO 2eMON0IMULECKUX CMB0L06bLX KaemoK. Ileduampus
um. I'.H. Cnepancrozo. 2024; 103 (2): 61-68. DOI: 10.24110/0031-403X-2024-103-2-61-68.
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ASSESSMENT OF THE DISEASE MANIFESTATIONS
CHARACTERISTICS IN PATIENTS WITH CONGENITAL
IMMUNODEFICIENCY DISORDERS RECEIVING ALLOGENEIC
HEMATOPOIETIC STEM CELL TRANSPLANTATION

INational Scientific and Practical Center for Pediatric Hematology, Oncology and Immunology named after
Dmitry Rogachev, Moscow, 2Academician I.P. Pavlov First Saint Petersburg State Medical University,
Saint Petersburg, 3Pirogov Russian National Research Medical University, Moscow, Russia

Congenital immunodeficiency disorders (CIDs) are a group of rare and diverse diseases that
are based on dysfunction of the immune system. The only therapy that radically cures CIDs is
allogeneic hematopoietic stem cell transplantation (HSCT). Despite the expansion of indications
for HSCT in CIDs, making a decision on the need for HSCT in many diseases still remains
a difficult task requiring an assessment of the risk for the life-threatening complications
development in a patient. The purpose of this research was to assess the diseases developing
in patients with CIDs who received allogeneic HSCT. Materials and methods used: the study
included 312 patients with CIDs under the age of 18 y/o who had received allogeneic HSCT
at the National Scientific and Practical Center for Pediatric Hematology, Oncology and
Immunology named after Dmitry Rogachev (Moscow, Russia) in 2012—2020. The analysis was
performed in 5 main groups of CIDs: immunodeficiencies with cellular and humoral defects
(n=71), combined immune deficiency with associated or syndromic pathology (n=98), immune
dysregulation defects (n=56), qualitative and quantitative defects of phagocytosis (n=57) and
other CIDs nonmentioned above (n=30). Results: the presence of diseases uncontrolled by the
therapy at the time of HSCT was noted in 160 (51% ) patients. 73 (23% ) had infection, 109 (35%)
had autoimmune and/or autoinflammatory diseases, 15 (5% ) showed absence of remission of an
oncological disease. 33 patients had a combination of various diseases: 29 had infectious and
autoinflammatory ones, two had infectious and tumor ones, another two had autoinflammatory
and tumor. Active infections were observed in 48% of patients with immunodeficiencies with
cellular and humoral defects and 33% of patients with other CIDs, active autoinflammatory
processes in 43% of immune dysregulation defects and 63% of other CIDs, active tumors in 12%
of patients with defects of phagocytosis. Conclusion: solutions have been proposed for assessing
the pre-transplant status of patients with CIDs for the presence of infectious, autoimmune/
autoinflammatory and oncological complications, age and nutritional status of the patient,
which in tis turn underlie the choice for the optimal HSCT technique.
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Keywords: congenital immunodeficiency disorders, primary immunodeficiencies, allogeneic
hematopoietic stem cell transplantation, infectious, autoimmune/autoinflammatory and oncological
diseases.
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immunodeficiency disorders receiving allogeneic hematopoietic stem cell transplantation. Pediatria
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Bposxkaennrsie gedextsl mMmmyHurera (BIIN),
paHee W3BEeCTHBIE KAaK I[I€PBUYHBIE KNMMYHO[E-
bumurer (IINM), rpymnmna pasHoOOpasHBIX IIO
mpupojie 3a0oJieBaHWii, B OCHOBE KOTOPBIX JIeKaT
TeHeTHUYeCcKu OOyCJIOBJIEHHBbIe HapyIIeHus pabo-
Tl MMMYHHOU cucTemMbl. Tepmun Bl B3amen
obmmeymnorpedburenabuoro IIM]I] Obl1 IpenIoKeH
MEeXXIYHAPOSHOM TPYHION SKCIEPTOB HMMMYHOJO-
rOB B CBSI3W C I'eTE€POreHHOCTHIO IIPOABJIEHUH pas-
JIMYHBIX 3a00JIeBaHMUil, PA3BUBAIOIINXCS B CBA3U C
reHeTU4YeCKUM ne(GeKTOM KJIETOUHON peryJasiuu,
obobenuasaembrx B rpynmy IIWI [1]. Tak, mHOTHE
nedeKTbl UMMYHUTETA UMEIOT II0J CO0O0M IIPUPOAY
HE CTOJIBKO JedUIUTa OTAEeJbHBIX KOMIIOHEH-
TOB MMMYHHOHM CHUCTEMBbI, Uallle MIPUBOIAIIEr0 K
UH(MEKIIMOHHBIM MIPOABJIEHUSIM, CKOJIbKO HapyIIe-

HUSA ee PeryJjsAldy C moTepeilli KOHTPOJHUPYIOIIUX
(GyHKIMI HaJ BOCIAJUTEIbHLIMU, ayTOUMMYHHBI-
MU WJIN OIYXOJIEBBIMU IIpolleccaMu. B HacTosIee
BpemMsa HacuuTbkiBaeTcsa mopsanaka 500 pasauuHbIX
reHetnueckux pedexrtos [2], mpuBogamux Kk BIU,
a pacmpoCcTpaHEHHOCTh OTAeabHBIX BIIU cyrme-
CTBEHHO BapbUPYeET HEe TOJbKO MeXKIy co00ii, HO U
B OTAEJbHBIX MOMyJIANUAX [3].

Kak m3BecTHO, eIMHCTBEHHBIM METOIOM Tepa-
nuu, paguKadbHO wusaeumBamomuMm BIU, aBia-
eTcsl aJIJIOTeHHAs TPAHCIJIAHTAIIUSA TI'€MOIIOdTHU-
yeckux cTBOJIOBBIX KJeTOK (TI'CK). Koauuectso
ammoresubix TI'CK, Bwimosnsembix npu BIU
B Poccuiickoii ®Penepanuu (P®P), 3a mocienuue
rofbl HEYKJOHHO PacCTeT, YTO OTPaskaeT OoOIIeMu-
poBbie TeHAeHIUU [4—6]. BaxxHO OTMETHTBH, UTO



3a TOCJeIHWE TONBI CYIEeCTBEHHO PACIINPUJIOCH
u pasHooOOpasme Hozojormuyeckux Gopm BIIU,
mpu Koropbix BeInonHdAerca TI'CK. Tak, ecian
pansbire TTCK paccmarpuBasach B KauecTBe Tepa-
IIEBTUYECKOM ONIMM TOJHKO HOpU 3a00JeBaHUAX
C BBICOKMM pPHCKOM JIE€TAJbHOCTU, IIPEUMYIIEe-
CTBEHHO TKEJON KOMOWHUPOBAHHON WMMMYHHOM
Hegocrarounoctu (TKWH) m remodaromurapHom
aum@oructuornurode (I'JIT'), To Ha cerogHAIITHUNI
neub TI'CK aBiseTcsa PYTHUHHOIN TPAKTUKON IJId
Tepanuu pasHooOpasHbIx BIAU [4].

Hecmorpa Ha pacmupenue nokasanuit K TI'CK
npu BIW, npuHATHE pelleHUA 0 HEOOXOAMMOCTU
TI'CK mpum MHOTUX 3a00JIeBAaHUAX IO-TIPEeKHEeMY
ocraeTrcss HEIPOCTON B3ajxavueil, Tak Kak OoJiee
CTapIIuii BO3pacT JeTell u Hajuuue 3aboJseBa-
HUM, acCOIMUPOBAHHBIX C JedeKTaMu KJIETOUHOM
peryaanuu, Ha MmomeHT TI'CK yxynmiatoT mporsos
BeIKUBaemMocTu [7]. MsBecTHO, uTO OJIarompumsaT-
HbIM MoMeHTOM naJs npoBemeHus TI'CK mpu BN
CUMTAETCA MEPUOJ N0 PA3SBUTUSA TAKEJBIX U IIOTEH-
IIUAJTBbHO JKU3HEYTPOKAIOIINX NH(PEKIINIT, ayTOBOC-
TMaJUTENbHBIX W OHKOJIOTMUECKUX 3a00JieBaHUIL.
Onpenenenue nokasanuit kK TI'CK y mamueHTOB ¢
BIIU ocHoBBIBaeTcA Ha OIleHKe IIPOT'HO3a BBIKUBA-
€MOCTH, KOTODBINi IPU M3BECTHBHIX T€HETUUECKUX
IedeKTax OmpeesdeTcs Ha OCHOBAHUU HAKOILJIEH-
HBIX 3HAHUN 00 0COOEHHOCTAX TeueHUs 3a0oJeBa-
HUA. Y OTHEJbHBIX IAIMEHTOB C HEU3BECTHHIMU
UJIN PEJKUMU U IJIOXO ONMMCAHHBIMU M€HETUUECKU-
mu pedexramu perieHue o TT'CK mpunuMaerca Ha
OCHOBaHUU aHAJIN3a TAKECTU 3a00JIeBaHUA U IIPO-
THO3€e PUCKA Pa3BUTUA OCJIOKHEHUIA.

B mamHOM wucciiefOBaHUU MPOAHATUZUPOBAHBI
0COOEHHOCTH IIPOABJIEHUH 3a00JieBaHUI y MalleH-
ToB ¢ BIIU, monyuaromux asmnorennyio TI'CK.

MaTepna.m,I M MeTOabl MCCJIedJOBaAHUA

C 2012 mo 2020 rr. 38 HMUII OTI'OM wum.
Omutpusa PoraueBa ammorennas TI'CK mposene-
Ha 312 mamumentam c¢ BJIIM Bospactra mo 18 er.
Pacnpenenenve no rpynmam BJIIW Ha ocHOBa-
HUM aKTyaJbHON MeXKIYHAPOMHON KJaccupura-
nuu [2] npeacraBieno Ha puc. 1. Huarmos BIIU
yCTaHaBJMBAJIX Ha OCHOBAHUM pPEKOMEHIAIUi
EBpomneiickoro ob6imiectBa mMMmyHOmedunuTos [8].
B nanHOe uccienoBaHUe He BKJIIOUAJINCH IallUeH-
THI C BPOYKAEHHBIMU CUHIPOMaMU KOCTHOMO3TOBOM
HEeJOCTATOUYHOCTY ¥ HU y OZHOTO IAIlMeHTa, IOJIY-
yusiiero TT'CK, #e 6b1y0 HedeKToB KOMILIEeMeHTa.
IIpu orcyTcTBUM BepUPUIIMPOBAHHOTO Te€HETUYE-
cKoro medeKTa, HO HAJUYUU XapPaKTEePHOW KJIU-
HUYECKOI 1 J1abopaToOpHOIl KapTUHBI 3a00JieBaHUA
ManueHThl OBIIM OTHECeHBI K COOTBETCTBYIOIEH
rpynne BIW. Eciu kinHUYecKas u JabopaTopHas
KapTuHa 3a00JI€eBaHUS YETKO He YKJaJgblBaJach
B pamMku rpynn BV, mamueHTHI OBLIN OTHECE-
HBl K OTJAeJIbHOH rpynie HeyTouHeHHBIXx BJIIU.
BBuny masioro umcsa mamueHTOB B rpymnmax BN
TYMOPAJbHBIX NedeKTOB, NeheKTOB BPOKIEHHOTO
UMMYHUTETA, ayTOBOCIAJIUTEIbHBIX 3a00JieBaHUIA,
enorkonuit BIIN u meyrounenunsix BIIW, namuen-

Hl [TeeKTHI KJIETOYHOTO ¥ I'yMOPAJILHOTO UMMYyHHUTETa, 71
AyTtoBocnanuresbHbIe 3a60eBaHusI, 6

M Cunppomansaas KMH, 96

l I'ymopanbHBIe nedeKTs, 5
NmMmyHHasa gucperyaanus, 56

B ®enoxonuu BIU, 3

M edexTsr daromnurosa, 57

B [ledheKTsl BPOKAEHHOTO UMMyHUTETA, 9

M Heyrounennsie BIIU, 9

Puc. 1. Pacnpenesnenue Ha6a0gaeMbIX MAaIMEHTOB IO IPyI-
nam B/IH.
KVH - xoMOuHMpOBaHHAs HMMYHHas HEIOCTATOUHOCTB,

BIIN — Bpo:kaeHHBIE NedeKTHl UMMYHUTETA.

THI M3 JAHHBLIX T'PYNON ObLIN O0BEIUHEHBI B OTHY
rpynny — apyrue BIIW. Takum oGpasom, aHaIu3
MIPOBOAUWJIN B 5 OCHOBHBIX rpynmax BIW: mmwmy-
HOAE(PUIIUTHI C KJETOUHBIMH U TyMOPaJbHBIMU
nepexramu (Kul'll) (n=71), KomMOuMHHMpPOBaHHASA
uMMyHHaa HemoctaTouHocTh (KUH) ¢ accomuupo-
BaHHOM WJIU CUHAPOMAJLHOM maTtosoruei (n=98),
IedeKTbl UMMYHHOU gucperyaanuu ([IVIP) (n=56),
KadyeCTBeHHbIe U KOJIMUeCTBeHHBIE Ne(eKThl (haro-
nurtosda (IP) (n=57) u gpyrue BIU (n=30).

ITpu amamuse craryca nmanmentoB Ha momeHT TI'CK
YUYUTBIBAJIM HaJIN4UNe aKTHUBHOI'O HWJIU HEKOHTPOJIUPY-
eMoro mpoIllecca WH(PEKIIMOHHON, ayTOMMMYHHON WJIN
ayroBocnanurenbHOH (AVl/AB) u omyx0J€Boil IPUPOAHI.
HpI/I 9TOM YUYHUTBIBaAJIX COCTOAHUA C IIOPaXE€HUeM opra-
HOB (BOCHAJIUTEIBHOrO JM00O JUMODONPOIU(GEePaATUBHOTO
xapakTepa) WM aKTUBHOM peljuKanueili BUPYCOB B
KPOBHU U H€ YUYHTBIBAJIN HaJU4YKEe KOJOHU3AIUA KOXU U
CJIMBUCTHIX 000JIOUEK YCJIOBHO-IATOTEHHOI (PJIOpoi miau
HaJUYUe MapKepOB BOCMAJEHUs B KPOBU 0e3 BOCIAJIU-
TeJIbHBIX N3MEHEHUN B opraHax.

Bce mammentsr ¢ BIUW nepex TI'CK npoxoxm-
Jn KOMILIEKCHOe of0ciiemoBaHue, BKJouaroree III[P-
HnccJefOBaHNe KPOBUM Ha BUPYChl I'PYNIBI replieca u
BU3YaJM3aIU0 BHYTPEHHUX OPraHoB (yJbTPa3BYyKOBOE
uccienosanue — Y3U, kKommbioTepHada Tomorpadusa
(KT) opranoB rpyaHON KJETKU U OPIOIIHOH IIOJIOCTH,
MAarHUTHO-Pe30HaHCHYI0 ToMmorpadus (MPT) rosoBuoro
moara). Ilpu Hanuuuum W3MEeHEeHWH B JIETKUX IO JaH-
HeiM KT Buimonuamru GuOPOOPOHXOCKONIHUIO ¢ 3a00poM
JKUIAKOCTU OPOHXO0AJBBEOJIAPHOTO JaBajka [JIsi IIPOBe-
IeHUs KOMILJIEKCHOTO MUKPOOMOJOTMYECKOTO KCCIIEe/0-
BaHUA. [[MarHOCTUKY APYTUX OCJIOKHEHUU IIPOBOISUIU
COOTBETCTBEHHO KJIMHUYECKON KapTUHE.

s OIEeHKM COCTOSIHUS TUTAHUS DallUeHTOB
HMCIOJIb30BAH IIOKA3aTeNb Z-score WHIEKCa MacChl Teja
(MIMT) ¢ yueToM aKTyaJIbHOTO BO3PAaCTa W II0JIA. Z-SCOre
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WIMT paccuuTbiBaJu Ha OCHOBaHUU peKomeHpamnuit BO3
[9] 1 omeHUBasM Ha OCHOBAaHWMU KPUTEPUEB, BAJIUIUPO-
BaHHBIX AMEPUKAHCKUM OOIIIECTBOM IapeHTEPATHHOTO U
sHTepasbHoro nuranud [10]. Cam UMT 6b11 BeICUMTAH
Ha OCHOBAHUHU AaHTPOIIOMETPUYECKUX MAHHBIX, IIOJIY-
UYEeHHBIX HA MOMEHT Hayaja KOHANIMOHWPOBAHUS IIepes
TI'CK unu B TeueHUe HeIEJIU, IPEAIIEeCTBYIONel KOHIM-
IIMOHVPOBAHUIO. AHTPOIIOMETPUYECKUE NaHHBIE OTHOTO
nanuentra ¢ TKMH Obliu He M3BECTHHI.

IToaxoasr k¥ TI'CK cyIiecTBEHHO OTJINYATIUCH MEXKIY
TaueHTaMu, BBIOOD METOLUKY 3aBUCEJ OT HO30JOTUYe-
ckoil ¢opmel BIIVI u cooTBeTCTBOBAJ TEKYIIUM IIPOTO-
koimam TI'CK misa mamHBIX 3a00JieBAHUM B KOHKPETHBINH
MOMEHT BPEeMeHU, a TaK)Ke aKTyaJbHOTO CTaTyca HIaIlu-
entoB Ha momeHT TT'CK.

Ananus o6mei#r BelKuUBaemoctu (OB) mposoxzu-
au meromoMm Kannama—Mailiep mpu mOMOIM IPOTpPaM-
mbl XLSTAT 2021 (Lumivero, CIIIA). [lxa pacuera
p-3HaueHUsA OBLI WKCIOJb30BaH Kpurepuii JIOHTpaHK.
Menuana BpemMeHU HaONIONEeHUA 3a MAIMEHTAMU IIOCJE
TT'CK o6n11a 5 met (pasdpoc 1,8-10,5).

Pe3yabsraTsl

OB mnamnuenToB B 5 OCHOBHBIX rpynmax BIU
mpeacTaBieHa Ha puc. 2 u B Taba. 1. OB Oblia
comocTaBUMa U cocTaBiasdysa (3—84% B rpymnmax
cuggpomanbabix KUH, IUP, 1P u npyrux BIU
U CTAaTUCTUUECKU 3HaumMo HuKe (58%) B rpymnme
nanuentoB ¢ Kul'Il (p=0,001).

CooTHOIIIeHNEe II0 IIOJIy MaJbUMKOB K JIE€BOU-
Kam OwL10 228/84 (mam 2,7/1). Meguana Bospacra
anyveHTOB HAa MOMEHT IIOCTaHOBKM guarHosa BIIU
cocraBuaa 1,3 roma (pas6bpoc 0-17,3). Memuama
Bospacra mamueHToB Ha MoMeHT TI'CK cocraBuia
2,8 ner (pasbpoc 0,2—-17,6). Pacupenenenue Menu-
aHBI BO3pacTa NAIlMeHTOB HAa MOMEHT IIOCTaHOBKU
nuarHosa u npoBeneHuda TI'CK mo rpymnmam BIU
mpeacraBaeHo B Tabu. 1.

Menuana Bo3pacTa IIOCTAHOBKU [OMarHo3a
oTanuanach B pasnuuHbix rpynnax BIW. Muaraos
PaHBbINle BCETO YCTAHABJMBAJIU B TPYIIe Iallu-
entoB Kul'll, mpeuMyIllecTBEHHO 3a CUeT IIPeood-
Jajgauusa B gaHHOI rpymnme mammenToB ¢ TKHUH,
y abCoJIIOTHOTO OOJIBIIIMHCTBA KOTOPHIX [OUATHO3
yCcTaHaBJAWBAJICA Ha TEPBOM roxy KusHu (n=43,

[—Kura —ppyrue BAU — AUP — A — cunpp KUH|

0.9 -
08 +
07 +
06 +
05 +
04 +
03 +
02 +

01 + p=0,001

roabl nocne TFTCK

Puc. 2. OB nHat6mogaemMbIx namueHToB nmo rpynnam BIIH.
Kul'll, — xJerounble u TryMopaibHble nedeKTbl, n=71,
0B=0,58 (0,46-0,69); cungpom KWH - cusapomasbHad
KOMOMHWpOBaHHAA HNMMYHHAs HEZOCTATOYHOCTb, n=98,
0B=0,79 (0,7-0,87); OUP - pnedekTsl MMMYHHOU HOucC-
peryasanuu, n=56, OB=0,84 (0,74-0,93); 1P — nedeKTsI
darommrosa, n=57, OB=0,73 (0,62-0,85); npyrue BN —
Apyrue BpOXKOeHHBIe AedeKTsl nuMmMyHurera, n=30, 0B=0,81
(0,67-0,95).

menuana 0,5 mer). B gpyrux rpynnmax BIW Bos-
pacT IIOCTAaHOBKMW JUAarHo3a TaK/Ke OTJINYAJICS
MEKIY OTAEeJbHBIMU HO30JIOTMUECKUMU (hOpMaMU.
Tak, B rpymnne cuuaapomanabuoit KMH y mamueHToB
¢ cuHgpoMoM Buckorra—Ongpuua MeguaHa BO3-
pacTta mocTaHOBKU Auartosa oniiaa 0,7 jeT, IpoTUB
5,5 smer y mamueHToB ¢ cuHApoMoM HwuiimereH, B
rpynne [I® wmexmana Bospacra Obuia 0,6 Jser y
TaIMEeHTOB C TAMKEJION BPOKIEHHOU HEeUTPONeHMEN
(TBH) nporur 1,8 jer y mammeHTOB ¢ XPOHUYE-
CKOIf rpamyseMaTo3HOM OosesHbio (XI'B).

Bpemsa or mocTaHOBKM guarsosa IO IIPOBefe-
Huda TI'CK B pasubix rpynnax BIU cyiiecTBeHHO
pasauuanock. Menuama BpemeHu no TI'CK 6bLia
Mmenbiie B rpynmax Kul'll u JUP. 9to 06yciaos-
JeHo cpouHocThio nmokaszanuit K TI'CK mpu TKUH
u remodaromnurapaom gumborucruonurose (I'JIT),
IIPECTABIAIOININX OOJBIITMHCTBO AIlMEHTOB B NaH-
HBIX Trpynmax. Takum o6pasom, IaIUeHTHI C
TKNH umenu 3maumMo 0oJjiee paHHUE BO3pacT Ha
momeHT TI'CK (memuama 0,7 jeT), B To BpeMsa Kak
Hambojiee TO3THUI BO3PACT OTMEUAJICS B TPYIIIE

Tabauua 1
XapakTepuctuka HabGdI0mMaeMbIx manuenTos ¢ BN
Memuana Memuana
(paso6poc) Memnana (pasopoc) ®
BO3pacra (pastpoc) BpeMeHu OB (95%
I'pynna BN n Ha M%M enT BO3pacra or r[l(: CTAHOBKI OBEPHUTEIbHbBIN
XUATHO3Aa, Lt Mm‘;{gH:ITI‘CK’ muarnosa no TI'CK, UHTEPBa.T)
roabl A TroabI
Kul'[l 71 0,7 (0,1-17,3) 1,0 (0,2-17,6) 0,2 (0-6,9) 0,58 (0,46-0,69)
Cungpomansabie KMH 98 1,4 (0-17,0) 3,0 (0,6—17,6) 1,1 (0,2-11,1) 0,79 (0,7-0,87)
NmvmynHasa gucperyadanus | 56 2,2 (0-15,3) 2,5 (0,4-17,5) 0,6 (0,1-6,0) 0,84 (0,74-0,93)
HedexTsl (haromurosa 57 1,2 (0,1-15,4) 3,1 (0,9-17,0) 1,1 (0,3-16,2) 0,73 (0,62-0,85)
Opyrue BON 30 3,2 (0,1-14,6) 5,5 (0,4-17,6) 1,6 (0,3—-10,0) 0,81 (0,67—-0,95)

Kul'll — xuaerounsle u rymopajsbHble nederTsl, KMH — KoMOuMHMpOBaHHAs MMMYHHAas HEJIOCTATOYHOCTH, BV — BpOKAeHHbBIE

nedeKTbl UMMYHHUTETA.




Tabauua 2

XapakTepucTHKA OCIOKHEeHUWH y HaOmogaemMbix namueHToB ¢ BJIU na moment TI'CK

AxTHUBHaA AT Hdedumur H36s1TOK
EpyamaiB/LH T | yagexuns Ll e SHO MaccChl Tejla | MACCHI Teja
mporecc

ﬂep%ﬁﬁ;ﬂif{%ﬁ%“zm’ymTem 71 | 34 (48%) | 20 (28%) | 2 (3%) 25 (36%) 10 (14%)
Cunapomanbabie KUH 98 | 14 (14%) | 24 (25%) 3 (3%) 22 (22%) 14 (14%)
WMMyHHAA TUCPEryIarus 56 8 (14%) 24 (43%) 0 6 (11%) 24 (43%)
HederTs! aronurosa 57 4 (7%) 21 (837%) 7 (12%) 6 (10,5%) 11 (19%)
Ipyrue BOU 30 | 10 (33%) | 19 (63%) | 3 (10%) 10 (33%) 9 (30%)

3HO - s1okauvecTBeHHOE HOBOOOpasoBaHue, AVI/AB — ayToMMMyHHBII/ayTOBOCTIANIUTENbHEIN nponiecc, KMH — komM6uHUpOoBaHHAA
UMMYHHas HEJOCTATOYHOCTh, BIIV — BposkaeHHBIEe AedeKThl UMMYHUTETA.

apyrux BIU (memmana 5,5 Jjer). IlockoabKy B
IaHHYIO IPYIIY COOpaHbl efUHUYHBIE M MAaJIOUKC-
JeHHble Ho3osoruyeckue opmbl BIIU, camoe miiu-
TeJbHOE BpeMs OT mocTaHOBKM mauarHosa go TI'CK
yKasbIBaeT HA TPYAHOCTb OMpeaeIeHUs ITOKa3aHu
K TI'CK y Takux mamueHTOB.

K MoMeHTY Havuajia KOHAUIIMOHNPOBAHUS IIepeT
TI'CK y 65 (21%) mamueHTOB He OBLI omIpenesieH
remeruueckuii gedert, y 23 (35%, 16 TKHUH, y
ocranbHbIX — apyrue BIIW) on Obl1 HaligeH mo31-
Hee. ITpu stom y 44 u3 65 mamuenToB 6e3 ompene-
JIEHHOTO TreHeTndyeckoro nedexra Ha momeHT TI'CK
ObLiIa M3BECTHA KJIMHHUECcKas (popma 3aboyieBaHUA,
y 39 us Hux Obiu ycranoBaensl TKUH wmau I'JIT,
YTO TaKKe ObLIO 00YyCJIOBJIEHO CPOUYHBIMU IIOKAa3a-
HuaMu K TI'CK y aTux mammeHTOB BHE 3aBUCHUMO-
CTH OT TeHEeTUYEeCKO# IMpupoabl 3a00eBaHUS.

Ho TT'CK y 286 (92% ) mamueHTOB OTMeYaJInuCh
undpexuu, y 207 (66%) — AW/AB 3abonepanus,
y 45 (14% ) — snoxkauecTBeHHBIE HOBOOOPA30BAHMS
(3HO). Omnako mockosabKy Ha pesyabrar TI'CK B
OCHOBHOM BJIUSAIOT OCJIOKHEHWS HeIOCPeICTBEHHO
aktuBHble Ha MoMmeHT TI'CK, mpoBommau aHaius
0COOEHHOCTEl aKTHBHBIX IIPOIECCOB, MMEIOIUXCS
y manuenToB mpu TI'CK. Hamnwnuwme taxkux 3sabo-
JepaHuit ormevasiochk y 160 (51%) marmueHTOB: y
73 (28%) — undernusa, y 109 (35%) — ANU/AB
sabosieBanus, v 15 (5%) — orcyrcTBHe pemMuccuu
3HO. ¥V 33 mamnmeHTOB 0TMeYaJioCh COUeTaHUe pPas-
JUYHBIX 3abosieBaHuii: y 29 — MHPEKIIMOHHBIX U
AV/AB, y 2 — nHGeKIIMOHHBIX U OIIyXOJIEBBIX, Y
2 — AV1/AB u 0omyxoJeBbIX.

AxTuUBHBIe WHQEKIUU OBLIN TIpPEICTaBICHBI
y 51 mamuenTa MoHOWHGpeKIueilr u y 22 — coue-
TaHUEM HEeCKOJbKUX WHMEKIIMOHHBIX IIPOIIECCOB.
Nudernun ObLIN IpeAcTaBJeHbl: y 29 — IHEBMO-
HUA U y 2 — HaJIUYue PeclupPaToOPHBIX BUPYCOB B
JerKux 06e3 Mpu3HAKOB nHeBMoHuu, y 17 — IIMB-
uHpeKknusa, y 15 mamumentoB — BIJK-undexnusd,
y 11 — OBB-undeknusa, y 9 — 5HTEPOKOJIUT
pasInuyHON WHMEKIIMOHHON STHOJOTUHN U y 2 —
MePCUCTEHIUA KHUIIeYHBbIX BUPYCOB 0e3 SIBJIEHUM
9HTEepOKoJuTa, y 14 — npyrue madexnuu (3 Gak-
Tepuajibubie 1 11 BUpycHEBIE).

AxtuHabii AV/AB mnpomecc y 95 marnumeHTOB
ObLI TIpeACTaBJIEH ONHMM 3abojeBaHueM um y 14 —

coueranmem 3aboseBanuii. AV/AB ocioxHeHUS
opliu mpexacraBiaeHbl: y 20 (Bce ¢ XI'B) — rpany-
JEeMaTO3HBIM TOPA’KEHMEeM OpraHOB ¥ TKaHeH, V
24 — BocmajmuTeNbHBIM 3a00J€BaHUEM KUIIIEUHU-
ka (B3K), y 13 — mnposBnenusamu [JIT, y 12 —
auMmpomMmaTougHbEIM rpanyaemarosom (JIUT), yv 9 —
WHTEePCTUIINATbHO-IUMMOIIUTAPHON 00JIEBHBIO JIET-
kux (UJIBJ), y 11 — jgumdonpoaudepaTuBHBIM
cuagpomom (JIIIC), y 16 — UMMYHHBIMU I[TUTOIEHU-
avu (y 8 ayTOMMMYHHOI TeMOJUTUYECKON aHeMuein
(AUT'A) u y 8 — agpyrumn), y 5 — 1epMaTUTOM, y 3 —
rermaturoMm, y 2 — coueranuem JIIIC ¢ mepmaturom
WJIN KOJIUTOM U ITHEBMOHMEH B paMKax CHHAPOMA
OmeHH, v 2 — a)TO3HBIM CTOMATUTOM/TUHTUBUTOM,
y 2 — MaHHUKYJUTOM, V 2 — He()pUTOM, ¥ 2 — BacKy-
JUTOM, Y OJZHOTO — apTPUTOM, y ONHOTO — 6oJes-
HbI0 Kactiemana, y ogHoro — mposaBiaenuavMu AB3
(MuxopagKa, Chillb, a0JJOMUHAIBHBIA CHHIPOM).

Cpenu mnamueHToB ¢ akKTuBHBIME SHO Ha
momeHT TI'CK y 13 orMeuajsici MHEJIOSUCIIACTU-
yeckuit cuagpom (MIIC), v 2 — HerJaccupuupy-
eMoe JuM@oOIpondepaTUBHOE PACCTPOMCTBO, Y
OIHOTO — HeKJIaccu(puirypyemoe Muegonpoaudepa-
TUBHOEe 3a00JI€eBaHUE.

Pacmpenenenue 3aboyieBaHUII HA MOMEHT
TI'CK mo rpynmam BIW mnpexncraBierHo B Tabi. 2.
AxTuBHaA WHQPEKIUS dYallle Bcero Hal0JIogaIach
B rpymnne manumenToB ¢ KulIl (48%, wau 72% vy
nanueraToB ¢ TKUH) u pexe y mammentoB c¢ [P
(7%). AxtuBubie AV/AB mporecchl Ha MOMEHT
TT'CK uarte ormevanucs y marmeaTos ¢ VP (43%)
u B rpyumne apyrux BIW (63%) u GbLIu mpeacTas-
JIeHbI KaK MUHUMYM y 1/, manueHTOB B OCTAJIbHBIX
rpynnax BIW. AxtuBabie 3HO mpeumyIriecTBEHHO
Habmonanucek y mnamnuertos ¢ P (12%, 5 ¢ Tsxe-
Jgoui BposkaenHon Henrponenuein (TBH) u 2 ¢ gedu-
mutrom GATA2) u gpyrumu BOU (10%).

YV 174 (56%) mamueHTOB OTMeEYasioCh HOP-
MaJIbHOEe cocTogHue nurtaHusa Ha momeHT TI'CK,
y 39 (12,5%) — HemocTaTOYHOCTh MUTAHUS JeT-
Koii cremenu, y 14 (4,5%) — HeZOCTaTOUYHOCTH
MUTaHUs yMepeHHOI cremenu, y 16 (5%) — Hemo-
CTAaTOYHOCTH ITUTAHUSA TSAMKEJION cremeHu, y 43
(14%) — wusbbITOK Macckl Teda u y 25 (8%) —
oxupenme. PacmpenesreHue IIalleHOB C HeEJO-
CTATOYHOCTHIO IUTAHUA M U3OBITKOM MAacChl TeJia
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mesxny rpynnamu BIIU mpexncraBiieHo B Tabua. 2.
BogbMIMHCTBO MAIMEHTOB C HELOCTATOYHOCTHIO
nutanusa ormevajock B rpymnme KulIl, rme Ha
moamto TKUH mpuxoxunocs 20 (48% ) mamueHTOB.
B rpymnne namuerToB ¢ cuapomanabHbiMu KMTH 16
(59%) manueHnToB OBLIU ¢ cuHApPOMOM HuiimereH.
M30bITOK Macchl Tejia W OMKUPEHUe OTMedasuCh
nmpeumyiectBenHo B rpynme [P (43%), rae 46%
TManueHToB npuxonauaoch Ha moiaio [JIT' u 64% Ha
nouro X-cuemsersoro JIIIC 2-ro Tuma.

O6cy:xaenue

Wcropuuecku OOJBIIMHCTBO WCCJIETOBAHUI
abdextuBnoctu TI'CK mpu BIW omenHuBagoch B
rpynmne, o0beIUHAIONIEeNl pasHOOOpas3HbIe HO30JI0-
ruyeckue GopMbl [11], uTO cBA3aHO € PENKOCTHIO
orpenbubix BI[VI. Tem He MeHee 3a IIocJieTHUE
TOOBI CTaJ AaKKYMYJUPOBATHCSA OIBIT MHOTOIIEH-
TPOBBIX mccaegoBanuii addexrTuBHOocTH TI'CK mpm
oTmenbHBIX (opmax BJIIW, Takmx Kak CHUHIPOM
Buckorra—Ounapuua, XI'B u ap. [12, 13]. B Hammem
HUCCJIeNOBAaHUM IIPOJEMOHCTPUPOBAHO, UTO, HAUU-
Hasd OT BO3pacTa AUATHOCTUKUW U BO3pacTa IIPo-
Begerusa TI'CK mo cmeKTpa XapaKTepHBIX acCOIIH-
UPOBAHHBIX 3a00JI€BAaHUI HAa MOMEHT BBITIOJIHEHUSA
TI'CK, BN saBasaioTcA OoueHb pasHOOOpasHOIl 1O
cBoOeil IpUpojie TPYIIIOoi 3a60oieBaHIA.

Kak MBI mokasbiBajiu paHee, TaK U B JAaHHOM
uccaegosaunu, OB mnanmueHTOB B OOJIBIIMHCTBE
rpynn BIIW 6Gplna comocTaBmMa, 3a MCKJIIOUEHUEM
rpynnsl Kul'll, mIpernMyIIieCTBEHHO 3a CUET BXOI -
IMUX B JaHHYIO rpynmny nanuentoB ¢ TKUH [14].
B cBasu ¢ abcomorubiMu nmokaszauuaMu K TT'CK y
MaHHBIX MAIMEHTOB B PA3JIUYHBIX TPAHCILJIAHTA-
IMUOHHBIX IeHTpax Ha gpoao TKUWUH npuxomutcs
HamboJIbIllee KOJUYECTBO TpaHCILIaHTaruii [15,
16]. BasxkHOIi 0COOEHHOCTBHIO HAHHBIX IAIMEHTOB
ABJSETCA WX B3avacTyl0 TAMKeJI0e COCTOAHUE, B
IIEPBYI0O Ouepenb 3a CUYET TPYAHO IOAJAOITUXCA
KOHTPOJII0 CONYTCTBYIOIINX MH(MPEKIIMOHHBIX 3a00-
JeBanuii. B mpemcraBieHHOM ucciaegoBanuu 12%
¢ TKUH umenu Tekymue WH(PEKINU HA MOMEHT
TI'CK, uto ckasaigoch Ha pesyabratrax TI'CK B
IaHHOU TIpyIIe.

IIpumeuaTesnbHO, UTO B JAHHOM WCCJIENOBAHUU
a0COJIOTHOE OOJIBITUHCTBO MHMEKIINH, aKTUBHBIX
Ha momentT TI'CK, Oblaim mpeacTaB/IeHBI BUPYC-
HBEIMU. B HopMe caHamusa OOJBIIIMHCTBA TaKUX
UHGEKIUN TPOUCXOIUT 3a CUET KJMPeHCca IaTore-
Ha OpU aKTUBAIUU KJIETOK MMMYHHOI CHCTEMOIi.
¥ nmanuentoB ¢ BIIV HapyIieHb faHHbIE MeXaHU3-
MBI PabOThI MMMYHUTETA, U TaKue NHMEKIUU B
BUAY CJIOJKHOCTU WX Tepaluy IPEeACTABJIAIOT OCO-
OyI0 yrpo3y C IOBBIIIIEHUEM pPUCKa KakK J0-, TaK U
TIOCTTPAHCILJIAHTAIIMOHHOM JieTasmbHOCTH [17, 18].

Kak ymomuHasoch BwIlle, MPo6JieMbl, CBA3aH-
HBIe C UMMYHHOM IUCpPeryJdliueli, HEPeaIKO ABJ-
I0TCA OCHOBHBIM IIpodBsieHueM BJIIVI. B mammOM
UCCJIeOBAaHUU IIPOJAEMOHCTPUPOBAHO, UTO MMEHHO
Takue 3a00JieBaHUA, a OCOOEHHO WX TSKECTbh U
CJIOKHOCTb [IOCTUIKEHUA KOHTPOJIS IIPOBEJEHUEM
KOHCEPBATHUBHOI Tepanmuu, HEPEJKO SABJIAIOTCA

MPUYUHAMU OJIA TPUHATUS PEIIeHns 0 BO3MOMKHO-
ctu npoBenenus TI'CK. Tak, oTcyTcTBue TepameB-
TUYEeCKOTO KOHTpoJssa Hax AV/AB saboseBaHUAMUI
Ha moMmeHT TT'CK ormeuanocs y 43% mnanueHTOB
B rpyune [IUP u y 63% B rpynme apyrux BIIU.
B pasjnuHBIX WHCCJIENOBAHUAX OBLIO IIOKa3aHo,
yro Hamunuue AW/AB ociokHeHUII y TAIleHTOB
¢ IUP yxynamiaeT MPOrHO3 BBIXKUBAEMOCTH Yy JaH-
HBIX mamueHToB [19, 20].

WNsBecTHO, uTO OTCcyTcTBUe pemuccuu 3HO
Ha MmomeHT TI'CK saBasderca HeOJaronmpuATHBIM
(haxTOpOM IIPOTHO3a IIOCTTPAHCILJIAHTAI[MOHHOM
BBIJKMBAEeMOCTU. B HaIllleM WCCJIeIOBAHUU TOJA
nanueHToB ¢ akTuBHBIMU 3HO Onlia HeOGOJIBIION
(5% ) u OOJMBIIMHCTBO TAKUX OCJOMKHEHUHN OBLIIN
npexacraBiaensl MIIC. VMmeloTca maHHBIE O HE3HA-
yureJabHOM BauAHuUm Haamumsa MJIC Ha wucxon
TI'CK mpu TBH [19], ogHako HxauHHBIE WHCCJIeE-
IOBAHUS OTPAHUYEHB! HEGOJBIIMMHK TPYyNIaMU

MamueHTOB, W JaHHBIM Bompoc TpebyeT O6oJjee
IeTaJbHOTO U3yUYeHUS.
BesyciioBHO, XapaKTepHble [JIA OTIAEJbHBIX

rpynn BV mapyIlieHus ODUTAHUSA TaKiKe SABJIAIOT-
cA OoTpasKeHHeM OCOOeHHOCTell MCXOmHOTro 3aboJie-
BaHUA UJIU IIONXONOB K ero Tepalunuu, CBA3aHHBIE
B KOHEYHOM cUeTe KaK C HapyumleHueM (GYyHKIUU
JKeJIyIOYHO-KUIIIeUHOT0 TpaKTa, TaK U ¢ OIpene-
JIeHHBIMU OTPAaHUYEHUAMU B AueTe (KOTrJa OTHAeJb-
HBIe COCTABJAIONINE paluoHa pebeHKa HCKJI0Ya-
I0TCA, a Te, UTO Ha3HAUAIOTCA, PeOEHOK eCT IIJIOXO).
Ciemyer TaksKe OTMETHUTH, UTO IIUPOKO KCIIOJIL3Y-
eMbIH ImapaMeTp IJid OLEHKU COCTOAHUA INUTAHUSA
VMT He mo3BoJIA€T TOUYHO OIUCHIBATH COCTOSHUE
MATAHUS BCJIENCTBUE MeHETUUECKU 00y CIOBIEHHBIX
HapyuIeHn# (GU3nUYeCKOro pasBUTUA Y pALla TaAKUX
nanueHToB. Tak, B rpymnne cuHgpoManbHbix KITH
y OOJIBIIIMHCTBA MAIMEHTOB € Ae(UITUTOM ITUTAHUS
O0b11 cuaapoM HwuiiMereH, UTo, BEPOSTHO, ABJIAET-
cA CKOpee KOHCTUTYIIMOHAJBHON O0COOEHHOCTHIO,
He)KeJIU UCTUHHBIM AeduUnuToM nurtaHusa. Takke
UHTEPECHO OTMETHUTDH, UTO AEDUIINT TUTAHUA OBLI
B OCHOBHOM IIPE€JICTABJIEH B I'DYHIIaxX IIAIeHTOB C
Kul'll u npyrux BIIW, B 3TuUX ’Ke IpyIIax OTMe-
yajgach BBICOKAs [OJIS TAIMEHTOB C aKTUBHBIMU
UHpEeKnUAMU, UYTO, BEPOATHO, UMeeT NIPAMYIO
B3aMMOCBsA3b. VI30BITOK NHTAHUA Yallle BCETO
onpeneinsaaca y nanueHToB ¢ [IWP, uro, BepoATHO,
CBSABAHO C Tepamnueyl T'IIOKOKOPTUKOCTEPOUITHBIMU
ropMOHaMU, IPUMeHAeMBbIMU g KoHTpoas [JIT
u B3K y manHoil rpynmnsl nmanueHToB. MIHTEpecHO,
YTO paHee OBLIO IOKAa3aHO, YTO MMEHHO M30GBITOK
nuTaHusa ABjadeTcsa (AKTOPOM, HETaTUBHO BJIUAIO-
M Ha BBIKUBAeMOCTh mamnueHToB mocjge TI'CK

[20].

3aKJar0o4eHue

PesyabTaThl JAHHOTO HCCJIENOBAHUSA YKAas3bIBa-
IOT Ha OOJIBIITYIO PA3BHOPOAHOCTh KJIMHUYECKUX IIPO-
sABJeHUIl 3abojieBaHUII y IAIMEHTOB, ACCOIMHUPO-
BaHHBIX ¢ BJIV, mosryyamonimx B KayecTBe TEPATUU
ammoreanyio TI'CK. ITokasaHo, UTO IIaHUPOBAHUE
TI'CK [oJiKHO OCHOBBIBATHCA HA IIOTEHIIMAJILHOM



ucxome BIIM, Tak KakK y OOJBIITMHCTBA OOJBHBIX
He ypmaeTcad KOMIIEHCHUDPOBaTh wuHPeKnuu, AU/
AB u oHKoJsormuyeckme 3zadosieBanua no TI'CK u
MMEHHO TPAHCILIAHTAIIUS CIIOCOOHA YCTPAHUTh KJIH-
HUYECKWe ITPOSABJIEHUA accoOlUuUpoBaHHBIX ¢ BN
3aboseBanuii. BeikuBaemocTs mamueHTOB ¢ BIIU
nocae TI'CK pmocraTouyHO OTHOPOJHA, 3a WCKJIIO-
YeHWEM XYAIIEro MOKasaTejsd BBIKUBAEMOCTH B
rpynmne mnarnueHToB ¢ Kul'll, mpeumyliecTBeHHO
TKHWH, 3avacTyio HMEIINUX HEKOHTPOJIUPYeMbIe
uHpEKIMOHHbIe ocyoykHeHusa Ha MomeHT TI'CK.
XapakTepHble IJs oTAeabHBIX Ipyrnm B ocoben-
HOCTHU 3a00JieBaHUA YKa3bIBAIOT Ha HEOOXOJUMOCTH
1u(M@OEePEeHIITPOBAHHOIO IIOAXO0Aa K OIpenesIeHUuI0
nokazanuit k¥ TICK y maHHBIX mamueHToB. i
MUHUMH3AIIUN PUCKA HEeOJArOmpUsATHOTO HCXO0Ja
TI'CK mpeaTpaHCIIaHTAITMOHHBINA CTATyC HaIlMeH-
ToB ¢ BII TpebyeT meTasTbHOI OIeHKU Ha IPEIMeT
Haumuusa MHQPeKIMuoHHBIX, A/AB 1 oHKoOJOTHUE-
CKUX COCTOAHUM, a TaKiKe ydueTa BO3pacTa U CTaTy-
ca IUTAHUA NAIlIeHTOB, C IIOCJIEAYIOINIUM OIIpejese-
Huem onrumMmanbHOoM mMeroguku TT'CK.
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B3K-IIOAOBHBIE 3ABOAEBAHUA V IIAIIMEHTOB
C X-CHOEIIAEHHOU ATAMMATIAOBYANMHEMUWEN:
AHAAN3 KANMHNYECKHUX HABAIOAEHVN

IOI'BY «HanmoHaABHEIM MEANIIMHCKUN HCCACAOBATEALCKHUHN I[EHTP ACTCKOM reMaTOAOTMH, OHKOAOTUH U
UMMYHOAOTUM UM. AMutpust Porauesa» M3 P®, 2MOCKOBCKHIT TOPOACKOM HAyYHO-ITPAKTHUECKUHN TIEHTP
aaneprororuu u uMMmyHoArorur TBY3 «TKB Ne 52 A3M», SOTAOY BO Tlepsuiit MTMY um. .M. Ceuenosa
M3 PO® (Ceuenosckuii Yuusepcurer), 4OI'AY «HallMOHAABHBIM MEAMITUHCKUAMN UCCAEAOBATEABCKUM [EHTP
3700pOBbs Aeteri» M3 PO, r. Mocksa, PO

X-cuennennas arammariaoOyiaunemus (X-linked agammaglobulinemia — XLA) — mepBuUYHBIN
uvmmynonedunur (IIU]/), xapakrepusyroumiica nedexroMm co3peBaHus B-aumdbouuToB, HU3KON
KOHI[EHTPANeil CHIBOPOTOYHBIX HMMMYHOIVIOOYJIMHOB M PEeIHINBUPYIOIIMMYU WH(MEKIMOHHBIMHI
anmu3ogamMu. B ocHoBe 3a06oaeBaHua Jeskar nedextsl B reHe BTK, xogupyroueM OJHOMMEHHYIO

Tupo3nHknHa3y Bpyrona. Hapaay ¢ yacTeiMu MH(pEKIUAMH, BajKHOW NMPOOGJIEMON SABJISIOTCA TUA-
THOCTHKA U Tepanus ayTOMMMYHHBIX/BocnaauTeasHbIX ociao:xHeHuii XLA. B3K (BocmanurenbpHoe
3a00JIeBaHUEe KUIIEYHUKA)-IOJTO0HbIE 3a00JIeBaHMS IIPEICTABJAIOT OCOOYIO TPYIILY OCJIOKHEHHH
npu XLA, naroreHeTuyecKue MeXaHHM3MbI KOTOPHIX HAa CErOJHANIHUN [eHb He pacmn(pPOBaHBI.
MaTrepuaabl ¥ METOIbI HCCIEAOBAHNS: IPOBEIeH PETPOCIEKTUBHBII aHAJIN3 JAHHBIX 56 ManueHTOB
¢ XLA, na6mogasmuxcsa 8 HMHUIL ITOA um. Imurpus Porauesa ¢ 2011 mo 2022 rr. PesyapraTsr:
y 11 us 56 (19,6%) manmentoB ¢ XLA Ha OCHOBaAaHHM JAaHHBIX AHAMHE3a, SHIOCKOMMYECKOM
KapTUHBI, THCTOJOTHYECKUX U JIa00PATOPHBIX MCCIeqOoBaHUil 0bL10 ycraHoBiIeHO B3K-momo6Hoe
3a6osneBanue. Mennana manudecranuu nepBeIx KInHNYeckux nposasiaeHuii BSK cocraBuaa 7 mer
(2; 14). Hau6osee yacThIMM CHMITOMAMM ABJIAIMCH motepa maccesl Tena (7/11, 64%), xpouunue-
ckaa nuapes (7/11, 64%) u peuupuBupyrommue 6oau B xusore (5/11, 45%). IIpumecs KpoBu B
cryie ompexeasiaacs y 1/, nanuenrtos (3/11, 27%). Ha ¢oHe NPOTHEOBOCHAIUTEILHON TePaNIuU y
0OJBIIMHCTBA MAIMEHTOB, TOCTYIHBIX Mg omeHku (7/10, 70% ), oTMeueHa MOJIOKUTEIbHAS TMHA-
muka. IlosHbrii oTBeT Ha (hoHE MPOTUBOBOCHAINTEIHHOH TePanNyu MeCAJa3UHOM OBLJI JOCTUTHYT y
2 manueHTOB N3 9, KOTOPHIM OHA MpuMeHAdach. IloaHbIN OoTBeT Ha (hoHE Tepamuu agaIUMyMadoM
ormeued y 25% (1/4), nuapaukcumadom — y 33% (1/3), Begonusdymadoom — y 50% (1/2). ¥ oguo-
ro manueHTa OTMedYasJaoch pedpaxrepHoe TeueHue B3K 0e3 orBera Ha JieueHHME, UTO IOCIIYKUJIO
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NOKa3aHNeM JJIA NMPOBeJeHNsI aJIJIOTeHHOH TPAaHCINIaHTALINH FeMOIOITHYECKUX CTBOJOBBIX KJIETOK,
KOTOpasi, K COKaJIeHNIO, 3aKOHYMJIACH JIETAJbHBIM HCXOJOM BCJIEACTBHE PAHHUX IOCTTPAHCIIAH-
TAIMOHHBIX OCJOKHEHNi. 3aKJI0ueHue: KHIIeyHas cuMmnromatuxka mpu XLA TtpeGyer ocoloii
HACTOPO:KEHHOCTH M MYJbTHAMCOHMININHAPHOTO INoaxoxa. B mcciaexyemoil rpynme IpuMeHeHHe
IIPOTUBOBOCHAJIUTEJILHON Tepanuu y GOJBIINHCTBA MANMEHTOB OKa3aJa0Cch 3(p(heKTHBHBEIM MEeTOI0M
aedennss B3K-mogo6HbeIX mopaxeHuii 1 He IIPUBEJIO K PAa3BUTHIO JOMOJIHUTEIbHBIX HH(P)EKIMOHHBIX
ocJIOKHeHn. AHauM3 6oabmiero unciaa nanueHToB ¢ XLA u B3K mosBoumTt craHmzapTusupoBaTth
BBIOOP NMPOTHBOBOCIAJNTEIBHON TePaluy B 3TON CJIOKHOW IpyIe 60JIbHBIX.

Knrwouesvte cnosa: demu, nepguyrvlii ummyrnodepuyum, X-cyuenieHnas azammazio0yiurnemus, 2en
BTK, socnanumenvroe 3a00e6aHUe KUULeYHUKA, 001e3Hb Kpona.
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INFLAMMATORY BOWEL DISEASE-LIKE CONDITIONS IN X-LINKED
AGAMMAGLOBULINEMIA PATIENTS: CASE SERIES

INational Scientific and Practical Center for Pediatric Hematology, Oncology and Immunology named after
Dmitry Rogachev, Moscow, 2Center for Allergology and Immunology with the Moscow City Clinical Hospital
Ne 52 of the Moscow Department of Healthcare, Moscow, 31.M. Sechenov First Moscow State Medical
University, Moscow, 4National Medical Research Center for Children's Health, Moscow, Russia

X-linked agammaglobulinemia (XLA) is a primary immunodeficiency (PID) characterized
by defective B cell maturation, low serum immunoglobulin concentrations and recurrent
infectious episodes. The disease is caused by defects of the BTK gene, which encodes Bruton's
tyrosine kinase. Along with frequent infections, autoimmune complications of XLA are an
important issue. Inflammatory bowel disease-like syndromes (IBD) represent a special group
of complications of XLA, their pathophysiology largely unknown. Materials and methods used:
Authors conducted a retrospective data analysis of 56 patients with XLA followed at the
National Scientific and Practical Center for Pediatric Hematology, Oncology and Immunology
named after Dmitry Rogachev (Moscow, Russia) in 2011-2022. Results: IBD-like disease was
diagnosed in 11 of 56 (19.6%) patients with XL A, based on medical history, endoscopic picture,
histological and laboratory studies. The median onset of the first clinical manifestations of IBD
was 7 years (2;14). The most common symptoms were weight loss (7/11, 64% ), chronic diarrhea
(7/11, 64%) and recurrent abdominal pain (5/11, 45%). Blood in the stool was detected in a
quarter of the patients (3/11, 27%). Upon implementation of anti-inflammatory therapy, the
majority of patients available for assessment (7/10, 70% ) demonstrated improvement. Complete
response to therapy with mesalazine was achieved in 2 patients out of 9 who used it (22%).
Complete response to treatment with adalimumab was observed in 1 out of 4, with infliximab
in 1/3, and with vedolizumab in 1/2. A single patient had refractory IBD without response
to all treatment modalities, which served as an indication for allogeneic hematopoietic stem
cell transplantation (HSCT), which unfortunately resulted in fatal outcome due to early post-
transplant complications. Conclusion: intestinal symptoms in XLA require special vigilance and
a multidisciplinary approach. In the study group, the use of variable anti-inflammatory therapy
in the majority of patients was shown to be effective and did not lead to the development of
additional infectious complications. Analysis of a larger number of patients with XLA and IBD
would allow standardization of anti-inflammatory therapy selection in this complex group.
Keywords: children, primary immunodeficiency, X-linked agammaglobulinemia, BTK,
inflammatory bowel disease, Crohn’s disease.
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X-cuennmenHada arammaryobynuHemus (X-lin-
ked agammaglobulinemia, XLA) — mnepBUYHBIHI
uvmmyHonedunur (IINM]]), KOTOpPBIH OTHOCUTCA K
TpyIIle HapyLIIeHui ryMopajbHOro 3BeHa [1, 2].
XLA Bmepsoie omucama Ormenom Bpyronom B
1952 r. [3], cerogHA ee PACIPOCTPAHEHHOCTH B
TMONYJAIIUY JOCTOBEPHO HEW3BECTHA U OIleHUBA-
eTca Kak 3—6 ciayuaeB Ha 1 MiaH. my:KumH. Ilo
maHHbIM Poccuiickoro peructpa, Ha 2020 1. 3a
npexnitectBytomue 10 JleT cpemHee eXKeromHoe
YHCJO POKIEHHBIX IMAIMEeHTOB ¢ auarHo3oMm XLA
cocraBuio 5,1 (makcumym 9, B 2013 r., 1:137
THIC. HOBOPOJKIEHHBIX) [4].

XLA ob6ycioBnena Bapuantamu B reHe BTK,
KOTODPHIl pPacCIoJIoKeH Ha XpoMocoMe X U KOAU-
pyer TtuposmHKMHa3y Bpyrona (Bruton tyrosine
kinase, Btk) [5, 6]. Btk aBisercsa ogHUM U3 KJIIO-
YeBBIX OEJIKOB, OTBETCTBEHHBIX 3a auMdepeHIin-
POBKY U BBIJKMBAaE€MOCTH B-KJIETOK, U TaK’Ke yda-
CTBYEeT B CUTHAJIMU3AIUU B-KJETOYHOTO PEIenTopa
[7]. DedexT Btk mpuBoauT K pesKoMy CHUKEHUIO
yucaa B-nmumdonuToB, U, Kak CJIeJCTBUE, HU3KO-
My YPOBHIO BCEX KJIACCOB CHIBOPOTOYHBIX MMMYHO-
TJIOOYJIMHOB, BILJIOTH [0 WX IIOJHOTO OTCYTCTBUSA
[8]. Hna XLA wHaubGoJsiee YacTBIMU KJIUHUUYECKU-
MU TIPOABJEHUAMHN SABJIAIOTCA PEIUIUBUPYIOIINE
UHGEKIMOHHbIE 3IU30AbI, KOTOPhle B OCHOBHOM
IIpeJCTaBJIeHbl THEBMOHUAMU, OTUTAMU, CUHYCHU-
TaMUu, MEHUHTUTAMU, TACTPOSHTEPUTAMU, & TAKKe
cucreMHbIMU nHbpeKmuamu [8, 9].

ITIporuos mnamuentoB ¢ XLA 3HauUuUTEIBHO
YJIYUIIUJICSA 3a IHOCJeSHUE HEeCKOJIbKO [IeCATKOB
JIeT B pe3yJIbTaTe COBEPIIEHCTBOBAHUA aHTUOAKTe-
puasbHOU Tepanuu U 3(PPEeKTUBHON 3aMeECTUTENb-
Ho#l Tepanuu BHyTpuBeHHBIM (BBUI') u moaxox-
vHeIM (ITKUT) mmmysornoOynuuHamu [9]. OmHaxo
M0 Mepe CHUIKEeHUsA WHQEKIIMOHHBIX IIPobIeM
Ha (oHe peryJAapHON BaMECTUTEJIbHOU Tepamnuu
mpemapaTaMu MMMYHOTJIOOYJIMHOB Bce dallle Ha
TIEPBHIH IJIaH BBIXOJAT CAyUyau HEMH(MEKIIMOHHBIX
npoaByenuit XLA, UTO mpencTaBisgeT TOIOJHU-
TeJbHYIO HEPEIIeHHYI0 KJINHUYECKYI0 MPpobdieMy u
daxTop, YXYAIIAOINA KauecTBO JKU3HU IallleH-
roB [10].

B3K (BocmanurenbHble 3a00JieBaHUA KUIIIEU-
HUKA)-TONO0HbIe 3a00J€BaHUA WMEIOT BBICOKYIO
4acToTy Opu pasnuuHbiX ¢opmax IIU]Il, B oTmensb-
HBIX CJIy4adX ABJIAACH HUHUIUAJIBHBIM IIPOABJIIE-
HUeM OCHOBHOTO 3aboseBanus [11]. IlaTorenes
B3K-nomob6ubix mopaskeHuii B rpynme XLA moaHo-
CTBhIO HE OIIPeJeJieH, UTO BBISHLIBAET CJIOKHOCTH
B moxbope Tepanuu [12, 13]. B pabore Mao L. et
al. memomHcTpupyercsa, uTo MHruOupoBamme Btk B
KJIETOUHBIX JIMHUAX in vitro u y mamueHTOB, IOJIY-
YaBIIUX Tepamuio HOPYTUHUOOM, 3HAUUTEJIHHO
yeunuBaetr aktuBanuio NLRP3 (NOD-, LRR- and
pyrin domain-containing protein 3) — uabIaM-
MacoMbl, U BTO COIPOBOKIAETCA BHIGPOCOM IIPO-
BocnanuTenbHbIX muTokuHOB IL-18 m IL-18 [14].
B sT0ii paboTe Ha MBIITMHON MOIEJIUN IIPOAEMOH-
CTpUpPOBaHA HOPMAaJM3allud TEUEHUsA KOJUTA Ha
doHe BBemeHusa uHruburopa IL-1p.

KiauaudyecKas 1 9HIOCKOIHUYECKAas XapaKkTepu-
cruka B3K mpu XLA mecmemuduuyHa AJad TAaHHOMN
dopmer IIU][ m yacTo mpenacTaBjieHA KJaccuue-
ckuMu mpusHaxkamu 6osiesHu Kpouna (BK) uam
sasBenHoro Koauta (AK) [12, 13]. B To Xe Bpema
IpU TaTOMOP(OJOTUUECKOM MCCIEeTOBAHUU Y ITUX
TMAIleHTOB He OIPeIesAI0TCA SIIUTeINOUIHbIe 0e3-
HEeKPOTUUYECKUEe TPaHyJeMbl U HONYJIAPHAA JIUM-
dougHas TUNEPIIa3usa, xapaxTepHole mas BEK,
yTo Hambojiee BEPOATHO CBSI3aHO C HapyIIeHUeM
MYKO3aJILHOI'O MMMYHHUTETa BBULY medurura IgA
u B-nmumdonuros [13, 15]. IIpumenerre IpoTUBO-
BOCTHAJIUTEJIbHON Tepamnuy ABJIAETCA OCHOBHBIM
MEeTOIOM JIeUeHUs TAMKEeJOTO0 WU pedpaKkTepHOro
TeueHusd B3K y UMMyHOKOMIIETEHTHBIX OOJbHBIX.
TeMm He MeHee BOIPOC O IMPUMEHEHHM TOI'0 WJIN
WHOrO BapuaHTa JedeHuss B rpymme XLA ocra-
e€TCSI OTKPBLITHIM BBHUIY [IOIOJHUTEIbHBLIX PHCKOB
nH(PEKITNOHHBIX ocJoXKHeHui [13].

B mamnoit pabote mpexicraBien aHanus B3K-
MOMOOHBIX OCJIOXKHEHUH y manmmeHToB ¢ XLA,
nabmiogasmuxca B8 HMUIL IT'ON um. Jmutrpusa
Porauega.

MaTepna.m,I H MeTOAbl MCCJIeaOBaAHUA

JanHoe ucciefoBaHUE HOCUJIO PETPOCIEKTUB-
HBIIT XapakTep. B aHamm3 BKJIIOUEHBI 56 mamu-
euToB ¢ XLA (55 MaJlbuMKOB W oOHa OeBOYKA),
Habmiogasmuxca B8 HMUIL IT'ON um. dmurpusa
Porauesa ¢ 2011 mo 2022 rr. OguH mamueHT BO
B3POCJIOM BO3pacTe MPOAOIKUJ HAOJIOLeHNE B
MTHIII anneprosorum u wuMmyHosorum I'BY3
T'KB Ne 52.

Ouarao3 XLA 6bLT yCTAHOBJIEH HA OCHOBAHUU JaH-
HBIX KJINHUYECKON KapTUHbI, HNMMYHOJIOTUYECKUX U
IIpoumx I/ICCJIeﬂOBaHI/IIU/I B COOTBETCTBUU C KPUTEPUAMUN
EBpomeiickoro obmiectBa mMmmyHozedunuToB (European
ESID) [16] m Bo
BCeX CcJydyadX IIOATBEPKIAEH BbIABJIE€HNEM BapUaHTOB

Society for Immunodeficiencies,

B reie BTK. B ciayuae mamueHTKU KEHCKOTO II0OJia
TaKKe ObLIA ITOATBEPIKACHA HeCJyJalHasd MHAKTUBAIU
X-XPOMOCOMBI IIyrTeM MHcCcCJjiegoBaHud IiaTTeépHa MeTH-
aupoBanua obnactu moropa (CAG)n B X-xpomocomax
ponuTesieil U caMOU IAIrMeHTKU.

Kpurepuem BrIIOUeHUA B aHaIn3 nanueHToB ¢ B3K-
momo0HbIM 3a60JIeBaHMEM SIBJISJIOCH HAJIUYNE JOCTATOU-
HOro o0’bemMa MHMOPMAIWHU IJIsI AHAJIN3A, XaPAKTEePHBIX
a5 B3K kiuHUMUecKux (XpoHUYECKas Auapes, HaJIuuue
IpuMecu KPOBU B CTyJie, 0OJU B JKUBOTE, ITOTEPSI MAaCCHI
TeJja W 7Op.),
MPU3HAKOB,

SHIOCKOIMNYECKUX ¥ THUCTOJOTUYECKUX
ITaHHBIX Ja0OpPaATOPHBIX WCCJIEeIOBaHUIL,
OTPUIATEJFHBIE MUKPOOMOJIOTUYECKE WCCJIETOBAHUA.
B aHaJIN3 He BKJIIOUEHHI IIallIeHTHhl C BOCIIQJIUTEJIbHBIMN
3aboseBaHUAMU JKeaygouHO-Kumneynoro tpaxkra (KKT),
9THUOJIOTHIO KOTOPBHIX HE IIPEACTABJAJIOCH BO3MOYKHBIM
IuddepeHTUPOBATE OT NHGMEKIIVOHHOM].

Hnsa matomopdoJsiornyecKoil Bepu@UKAIUU IIPO-
BOAUJU THUCTOJOTUYECKOE WCCJIeNOBaHUE OUOITATOB
causductroii obosouxku (CO) KKT c¢ wucmoabzoBaHuem
CTAHJAPTHOI'O0 TMCTOXUMUYECKOTO OKPAIIUBAHUS IeMa-
TOKCUJIMHOM ¥ 3903WMHOM, B 2 ciaydyadX — C HUCIIOJIBb30-
BaHmeM wumMmyHorucroxumuyeckux (MI'X) wmapkepos.



Crernudunueckue 1abopaTOPHbIe UCCIEIOBAHUSA BKJIIOUA-
JIN OolpejiejieHre YPOBHA (DEKAJBHOTO KaJIbIIPOTEKTHHA,
C-peaxktuBuoro Oenka (CPB) B KpoBu. AHanaus3 Bcex
AAHHBIX BBIIIOJIHAJHN HA OCHOBAHMNN MeI[I/IIII/IHCROfI AOKY-
MEHTAaIluun.

MosIeKyIsIpHO-TeHEeTUUYECKOe WCCJIeJOBaHUE TeHa
BTK mpoBogWJi METOAOM IIPAMOTO CEKBEHUPOBAHUSA
nmo Courepy uma mnpubope Genetic Analyzer 3130x1
(Applied Biosystems, CIITA). Kpymnble menemuu reHa
BTK y mnamuenToB Ne II6 m Ne II11 BsamomospeHBI
NPU TPOBENEHUN CEeKBeHUpoBaHusA 1m0 CoHrepy W MOX-
TBEPIKAEHBI METOJAOM MYJIbTUILJIEKCHON aMILIN(DUKAIUINI
JINTa3HO-CBA3AHHBIX IIPO0 C WKCIOJB30BaHMEM Habopa
SALSA MLPA Probemix P205 BTK (MRC-Holland,
Hupepmaunger). ¥ namuenta Ne IT1 BapuanT B rene BTK
OBLT BBISIBJIEH METOAOM CEKBEHUDOBAHUS HOBOTO IIOKO-
neHusa (Next Generation Sequencing, NGS) ma mimar-
dopme NextSeq (Illumina) meTomoM MMapHO-KOHIIEBOTO
UTEHUS.

Tepanusa aganumymaboM mpoBoAuaach B fo3e 80 mr
(naunmansuo) u 40 Mr 1 pa3 B 2 Hezmenu, MOJKOXKHO;
uHbGInKCcuMaboM 5 MI/Kr Ha BBexeHue 1o cxeme 0—2-6
Henens, najee 1 pas B 8 Hemelb, BHYTPUBEHHO, KalleJb-
HO; Bemosmsymabom 300 mr mo cxeme 0-2-6 Hemenu,
majee Ka)kable 8 Hemelb,
MecasasuaoM 60 Mr/Kr/cyT mepopasibHO; OyJeCOHUIOM

BHYTPUBEHHO, KAaIleJbHO;
9 Mr/cyT mepopasbHO.

Is1 OlleHKY NIPOBEJEeHHOIN Tepaluu HCIIOJIb30BaJu
KPUTEPUN KJINHUYECKOI'O OTBETA.

TloTHBIM OTBETOM HA TEPANUI0 CUUTAJIU OTCYTCTBUE
KJIWHUYECKUX ITPOABJIEHUN U J1aDOPaTOPHBIX IIPU3HAKOB
(ypoBeHb (heKaJbHOTO KaIblpoTeKTuHA MeHee 150 MKr/r,
CPB menee 5 r/n u 1p.), peMUCCUIO — TI0 JaHHBIM JHJO-
CKONMNYECKUX U TUCTOJOTMUECKUX HCCJIeLOBAHUI.

3a YaCTUYHBIN OTBET INPUHUMAJIHU OTCYTCTBUE/CHU-
JKeHUEe MHTEeHCUBHOCTU KJINHUYECKUX MPOSBJIEHU, HOD-
MaJIN3aluio/yMepeHHOe CHIKeHre Jab0paTOPHBIX IOKa-
3aTejeil aKTUBHOCTH, COXPAHEHUE JHIOCKOIUYECKUX U
TUCTOJIOTUYECKUX IIPUSHAKOB YMEPEHHOU aKTUBHOCTU.

OTcyTCTBHEM OTBETA CUYUTAIN COXPAHEHUE UJIU IIPO-
rpeccuio KIWHUYECKUX, JIaGOPATOPHBIX, 9HIOCKOIIHUE-
CKUX UM T'UCTOJIOTUUYECKUX IIPUBHAKOB MOPAYKEHUS.

CraTucTuyecKkyio 00paboTKy pPe3yJabTaTOB BBIIIOJI-
HAJYA C WCIOJb30BAHWEM IIPOrPDAMMHOr0 obecredeHus
Excel Microsoft Office 2021, pasiauuus cuuTasud JOCTO-
BepHbIMU npu p<0,05.

Pe3yabTaTsi

Yy 11/56 (19,6%) nammentoB ¢ XLA ObL1
ycraHoBieH pauarHo3 B3K-momo6Horo 3abojieBa-
Hus. Bece manueHTsl 9TOM IPYNIIIBI OBLIN MYKCKOTO
mosa. O6Ias XapakTepUCTHUKa IIAIllMeHTOB IIpe-
craByieHa B Tabu. 1.

Menguana Bodpacta MaHuU(ECTAIMNA IEPBBIX
KanHnueckux cumnromoB B3K cocraBmia 7 et
(2; 14). HaubGosiee 4acTBIMU KJIMHUYECKUMU IIPO-
SABJIEHUAM ABJANIUCHL IoTepsa Maccbl Tena (7/11,
64%), xpornuueckaa guapea (7/11, 64%), pemu-
auBupyloiue 6osu B sxuBore (5/11, 45%), KpoBb
B crtyne (3/11, 27%). HemoTuBUpOBaHHASA JINXO-
pamzka BcTpeuasack y 27% (3/11) mamumeHTOB.
JHIOCKOMMUeCKasd KapTHUHa B Mepuoj obocTpe-

HUSA B OOJILIIMHCTBE CJIy4YaeB ObLjia IIpeACTaBJIeHA
KJaccuuecKuMU IpusHakamu BK ¢ mopaskenmem
TOHKON KWIIKK U AUCTAJIbHBIX OTHEJIOB TOJICTOM
kumiku wian K ¢ u301MpoBaHHBIM BOBJIEUEHU-
eM B BOCHAJIUTEJNbHBIN IIPOIECC TOJIBKO TOJICTOM
KUKy, MaKpOCKONMUECKU JTO OIPEeAesAoch
9PO3WBHO-A3BEHHBIMU nedexTamu, orexom CO
KUIIKY, HOBBLIIIEHHON KOHTAKTHON KPOBOTOUYMBO-
CTBIO, OTCYTCTBHEM COCYAMCTOI'O PHUCYHKa, pac-
npocrtpaHeHHbIM mopakenuem CO. B oTgenbHBIX
cJIy4yasixX, IPU OTCYTCTBUU IIATOJIOTUYECKUX H3Me-
HEHNil Ha WJIEOKOJIOHOCKOIINM, ITPOBOAUJIN BHIEO-
KaICyJIbHYIO OHTepocKomuio. Tak, y mamumeHra
Ne TI6 Ha BHUIEOKANCYJIbHOI SHTEPOCKONUU OBLIN
BBIABJIEHBI a(TOMOZOOHBIE SPO3UM, SA3BBI, MeJI-
Kle KPOBOMBJHUAHUA B TOIIEH M IPOKCUMAJIbHBIX
oTZeJax IOAB3LOIIHONM KHUIIKH, C MaKCHUMAJb-
HO# BBIPAYKEHHOCTHI0O M3MEHEHHHN B HX TJIYOOKHUX
OT[eJaX, UYTO II03BOJHIJIO IOATBEPAUTH IUATHO3
B3K-mmomo6moro 3a0ojeBaHUSA C W30JIUPOBAHHBIM
IMOPaKeHNeM TOHKOM KUIIKHN.

IIpu rucTOIOrMYECKOM HCCJIELOBAHUM BO MHO-
TUX CJIy4YasX OIpenesiinch ned)OpMAaIluy KPUIT,
OTEUHOCTHL CTPOMBI, a TaKXe JIUM(OILIa3MOIY-
TapHas HUHQUIBTPAIUA COOCTBEHHON ILIACTUHKN.
2 mamumenTtam (mamumeHTsI Ne IT1 m Ne IT4) mpose-
neno UI'X-ucciaemoBaHue, e B OMOITaTax OTCYT-
cTBoBasa skcupeccusa CD20.

Y mamnumenToB ¢ B3K-momoOHBIM IMopakeHUeM
KUIIEYHNKA U JOCTYIHBIMHU JAHHBIMU JIa0opaTop-
HBIX HccJiefoBaumuit B 6osbininacTBe caydaes (9/10,
909% ) oTMeuasoCh IIOBBIIIIEHWE YPOBHA (DeKab-
HOTO KajabmpoTekTuHa (Memmana 295,5 wMKr/r
(57; 2092), mpu Hopme mo 150 mMKr/r), B 55%
(6/11) cnyuaeB ompemenAnnCch yMepeHHas/BBICO-
Kasd BOCIAJIMTEJbHAS AKTHBHOCTHL (CpeaHee 3HAa-
yeane CPB 13,5+12,1 wmr/ma), rumoaanbbyMuHe-
musa (mamument Ne I16, 27-32 r/m) m yMepeHHBIN
TpomboriuTos (mamueHT Ne I13 470-550 Twic/MKJI,
narent Ne I16 509—-722 Tbic/MKJI).

B pamMKax MHKPOOMOJIOIMYECKOM IUATHOCTH-
Ku (ucciaemoBaHUS Kaja, KpoBu, omomratoB CO
KUIIIKN) JaHHBIX 38 HOCUTEJIbCTBO MH(MEKIIMOHHBIX
maToreHOB Ha MOMeHT pasputusa B3K He mosyueHO
HU B omHOM cyiyuae. Tem me menee y 27% (3/11)
MMAIMeHTOB B aHAMHEe3€ BCTPEUAJNCHL SIIN30IbI
KUIIeYHbIX WnHQeKIuil. VHQEeKINOHHBIM areH-
TOM B OJHOM cJiyuae BwIcTynajia Escherichia coli
(mamzent Ne I13), B ABYX APYTUX cAyUYadXx TAaHHbBIE
0 BO30YIUTENAX OTCYTCTBYIOT.

Ha ¢oHe mnpoTMBOBOCHIAIUTENBHON Tepamuu
y OOJBIIMHCTBA MAIMEHTOB, M3 MSOCTYIHBIX IJIs
omenku (7/10, 70%), oTMeueHa IOJOKUTEIbHAA
nuHaMuka (tabia. 2).

Ouenuth guHaMuky y namuerTa Ne I111 (meca-
JIa3WH) He IIPeACTABISETCA BO3MOMKHBIM BBUIY
paHHEro cpoka oT Hauaja Tepanuu. OQuH IamueHT
(Ne I110) morepsan us-mon HabaomeHUs. ITomHBIN
OTBET, COIJIACHO IIPEACTABJIECHHBLIM BBIIIE KPUTE-
puaM, 3apukcupoBan y 4 u3 7 mammeHToB: y 2/4
(mamuenTtsr Ne IT1 u Ne I17) Ha doHe MOHOTEpATINU
mecangasuaoM, y 1/4 (mamment Ne II6) Ha KoM-
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Tabnruua 1

Xapaktepuctuka B3K-momoOHBIX OCIOKHEHU Y HAOMIOHaeMbIX MAIUEeHTOB ¢ XLA

Bospacr
Ne manudecranuu B3SK
5 o Kaunuueckue Hdpyrue JlaGopatopHbie | JHHOocKomuueckas | Mopdoaornueckast
s | (BT [ SR LS IPOSABIECHUST IPOSABICHUST MCCJIeIOBAHUST XapaKTePHCTUKA KapTHHA
eHTa (NM_000061.3);
THII BApHAHTA)
Byasour ITpusnaxku
JIuxopaznka, 6016 v ’ p
IYONEHUT, XPOHUUECKOTO
npu gedexanuu u .
. 1uddy3HBII AyOoJeHuTa,
6 ser B IepUAHATBHON . .
9 Heiitponenus | KanbnporekTun KaTapaJabHbII sHTeponaTun Marsh
(€.975-9C>G, p.(?) | obmactu, quapes,
111 saMeHa B TOMMTHDH APATIPOKTHT (AKH cryna — KOJIUT, 9PO3UBHO- 2, mpu UT'X
no 200 xj/MKJI) 226%* MKr/T SA3BEHHBIN K autu-CD20 —
MUIUHOBOM TPaKTe) (spo3uBHO-
CUT'MOWNT, OTCYTCTBYIOT
A3BeHHbIe Ae(eKThl
MPOKTHUT, TO3UTUBHBIE
o 3—4 cm)
TapanpoOKTUT B-xknerku
BricTpas morepsa XpoHUUYECKUI
. KOHIIeHTPAI UK 9pos3uu Kapauu AKTUBHBII
Bouesoit HeHTPaIL p bAuH, .
. UMMYHO- 9PO3UBHO- 9PO3UBHBIH
abpoMuHaANLHbIH TJIO0YJIMHOB TeMOopparuvecKuit IYOLEHUT
3 roxga (c.763C>T, CUHADPOM, auapes, v ’ pp Y ’
KaJbIIPOTEKTHH |TaCTPUT, LYOLEHUT, 9HTEePOIaTU
112 p.Arg255Ter; mpuMecu KPOBU B - .
cTyna — TEePMUHAJIBHBIA Marsh 3,
HOHCEHC) cTyJle, JUXOpagKa, . .
p MaKCUMAaJILHO SI3BEHHBIN HJIEUT, XPOHUUYECKU
pBoTa, adTO3HBII . .
o 2092 MKr/r, |pacupoCTPaHEHHBIH AKTHUBHBIN
CTOMATHUT
ADV (B kpoBu, KOJIUT KOJIUT B 06JIaCTU
cTye)** BOCXOJAIIEN KUIIKU
WKIA I-II cremnenwu, HeaKkTuBHBIIA
OBICTpaa mOTEPA . OJIeHUT
KOHLII)EHT aunl:d TepmunabHb c n?l;bfmenuem
5 jer (c.349A>C, CHIDKCHTE HeiiTponenus MM EIO WJIeUT, s3Ba KomraecTsa MBJI
113 p.Thr117Pro; (AKH gno 550 ¥ KyIoJa cJenoi %
MAacchl Teaa TJIO0YINHOB, pacupocTpaHeHHbIH
MUCCEHC) KJ/MKIi), BOBJI KUIIKY, 6ayTUHUT, .
KaJIbIIPOTEKTUH 5 1uhOy3HBIIT
nudDY3HBIA KOIUT .
cryna — aKTUBHBIHI
318%, 31" MKr/r 9PO3UBHBIN KOJIUT
Cy6ToTanbHoe
Brictpas morepst XPOHUUECKOE
KOHIIEHTpAaIuK OPOBUBHBIN MepPeHHO
CHU)XeHne Macchl TeHTpar p . yMmep
. MMMYHO- SI3BEHHBIN WJIEUT, BBIPAKEHHOE
10 xer rexna, Gonepoit TJI00YINHOB equHUYHAA apra | HecuermuduUieckoe
114 (c.7T76+1G>A, p.(?) | abmoMUHAILHBIN ITonmmaprpur y ?
. . KaJbIIPOTEKTUH OMIEePeYHO- BOCITAJIEHUIE
caiiT cmialicuHara) CUHADPOM, .
Amapes cryna — 000JOYHOI KUIIKH,| C IPEUMYIIECT-
100" mkr/r, SI3BEHHBIN TPOKTUT BEHHBIM
CPB 25 mr/x TopakeHueM
OPAMOM KUIIKK
MunsuMaIbHBIE .
AKTUBHBIN
MaKpPOCKOIUYECKUE .
WJIeuT, aKTUBHBIN
MIBMEHEHUA = TOTAJBHBIN KOJUT
7 ner (c.1700A>C, KanboporexkTun numbodoJi-
C MUHUMAJIbHBIMUI
115 p.Glub67Ala; Huapest - crysia — JIUKYJIsipHAS
: CTPYKTYDPHBIMU
MUCCEHC) 1012* mKr/r TUnepIIas3nsa
" U3MEHEHUAMU
TIOAB3IOIIHON .
. U MeTanjaasuein
KUIITKY, OYarOBBIA
riaerkamu Ilanera
KOJIUT
TepMuHaIbHBINR
s3odarur,
aHTPaJbHBIN
CHuxeHUE BricTpas nmorepa | Hearpoduueckuit | OT€YHOCTH CTPOMBL
amnrmeTuTa, KOHIIeHTPAaIlMl | TaCTPUT, OyJInOUT, TOHKOT'O
JIMXOpPajiKa, HMMYHO- IYONEHUT, I3BEHHO- ¥ TOJICTOTO
moTepsA MaccChl TJIO0YJINHOB, 3PO3UBHBIN KUIIIeYHUKA,
Tesa, quapes KaJbIIPOTEKTUH OLeHUT, €IOHUT, | MOP(HOJIOruIECKIe
7 ner (nememus , Auapes, p oYyOox, s , pd
116 IpUMeCcH KPOBU - cTysna — WJIEUT NPU3HAKN
9K30HOB 2—3) . % 190G~
B cTyJie, 00JIeBOM 800%/29" MKr/r |c MHOKE€CTBEHHBIMU YMepeHHO
abJOMUHATbHBIR CPB 32* r/n auMbaHTI- BBIPAYKEHHOT'O
CUHIPOM, DPBOTA, T'umoans- 9KTaBUAMU XPOHUUECKOTO
adTO3HBII OymMuHeMusa — ¥ TOYEYHBIMU HEaKTUBHOI'O
CTOMATHUT 27% * KPOBOUBJIUAHUAMU KOJIUTa
B CO (nHa
BUAEOKAIICYJIbHOMN

9HTEPOCKOIINN)




IIpodonsxcenue mabauyst 1

Bospact
Ne manudecranuu B3K
b o Kauanueckue Jpyrue JlaGopaTopHbie | dHFOCKOMMYecKasa | Mopdosoruueckas
| (PR ) RO [ NPOABIIEHUA IPOABIIEHUA MCCIEeTOBAHUS XapaKTepUCTHKA KapTHHA
enra | (NM_000061.3); p p pakrep p
THII BAPHAHTA)
B CO roukoit
KULIKY 0Yaru
eCKBaMaIum
ITonmmaprpur a TIHHL,
Ha Qose Brictpas morepst pucTpoduvecKue
Huapes, KOHIIeHTPAIK U3MEHEeHUs KJIETOK,
reHepan30- .
2 roga (c.1262G>A, IpUMecu KPOBU BAHHOMN MUMMYHO- AHTpaIbHBIH BbIpaYKeHHasd
117 p-Trp421Ter; B CcTyJie, 60JIeBOI P ST TJI00YJIMHOB, HeaTpoduuecKuit auMmdo-
HOHCEHC) abIOMUHAJIBHBIH BHSBaI?HO I?; KaJbIPOTEeKTUH TaCTPUT Ia3MoIuTapHas
CHUHPOM . cTysia — uHpUIBTPAIUA
P Aspergillus 275% 23370“ MKT/T L[H(I)?i)yBHbfﬁ 1(I)Tel’c
fumigatus ’ ’
pacuinpesue
¥ IOJTHOKPOBHOCTH
COCyZOB
13 et (c.1567- XpoHnuueckuit
Pacopoctpa- .
12 1567-9delTTTG, I BBIPAKEHHBIN
- CHUKeHUe MacChl KanempoTeKTuH | HEHHBIH TacTpuT,
118 p-(?); memernus - YMepeHHO
Tejia, amleTuTa crysna — 20 MKr/r |0yJas0UT, OYOAEHUT, o
B IOJIUIUPU- " aKTUBHBIHI
IuMOY3HBINA KOJIUT
MUJUHOBOM TPAaKTeE) racTPOIHTEPOKOJIUT
Ywmepenuo
BBIPAYKEHHBIH
Tsxenas 6eJIKOBO- ARTHBHBLE
14 ner (c.1526T>C, p.| sHepreTuueckas KanboporexkTun .
ITonmaprpur, PacupocrpaneHHbIl| Koaut, Hauboee
119 Met509Thr; HEJOCTAaTOYHOCTD, cryna — 57 MKr/r, .
BOBJI TaCTPUT, JYONEHUT | BBIPAKEHHBIH Ha
MUCCEHC) neduIuT Macchl C-PB 15 mr/xn
YPOBHE CJIETIOTO
TeJsa
U BOCXOJAIIETO
0060/JOYHOTO OTZEJIOB
AMMU30/bI
BOTHI, AUapen XpoHUUecKuit
14 xer (c.215dupA, | PBOTPL AMApeH, . POHM?
- yJalreHHbIe IIoBepXHOCTHBIM | aKTUBHBIH T'aCTPUT,
p-Asn72Lysfs*13; M
1110 CHBHE DAMKE nederanuu, ITonmmaprpur - TacTpHUT, cs1ab0 BBIPAYKEHHBIN
A P 6osiu B JKUBOTE, nud@dysHbIH KOJUT | MTOBEPXHOCTHBIHN
CUNTHIBAHUSA)
runorpodusa KOJIUT
I-IT crenenu
IOnoMmIECKUT
TOJINaPTPHUT ITpusnaku
9 ner CHuKeHUe DTDPUT, KanbnporekTuH . p
BOBJI, Bes Bugumoit MMMYHHOT'O KOJIUTA
1111 (menenus 9K30HOB anmeTuTa, . cTyna — .
He#iTponeHUs - TaTOJIOTUY C aIONTOTHYECKOH
11-5) MAaccChlI Tejaa 270% MKr/T
(AKH aKTUBHOCTHIO
o 300 KJ/MKJI)

*Ilo Tepanuu, “Ha ¢oHe Tepanuu, **mociae TI'CK, AKH — a6costorHOoe KosmuecTBO HeliTpoduioB, PTIIX — peaxkius TpaHCILIaH-
Tar npoTuB xo3suHa, CPB — C-peaktuBHbIll 6esoK, ADV — adenovirus, BOBJI — 6pouxoskraTuueckas 00Jyie3Hb jJerkux, JKIA —
'kesesogedunuTHas anemus, CO — camsucras o6osmouka, MIJI — mekanurenuanibHble JUMGOIUTHI.

OvHanuUM MecajaswHa ¢ aganumymabom m y 1/4
(mammment Ne I14) OpPOXOMKUTETBHON PEMUCCUU
mporiecca (#a 10 JeT) ymamoch JoCTUYDL HA Mecasa-
3uHe ¢ nHGIUKCUMAaboM, B JaJbHEHNIeM B CBA3U C
moTepell oTBeTa MAIlMEHTy HasHaueH Bemgoam3yMad
¢ apderToMm. HacTuuHBIN OTBET HA MOMEHT HCCJIe-
IOBaHUSA OBLI KOHCTATUPOBAH y 3 m3 7 (IalueHTHI
Ne IT5, No TI8 u Ne IT9). IIpu KOoHTPOSIBEHOM 00CIen0-
Bauuu nanuenty Ne II5 Ha Tepanmu mMecasiasmHOM,
COTJIACHO TIPOTOKOJY, OBLIM IIPOBeHeHbI (hubpo-
a3ogaroracrpoayonerockonua (PIATIC) u KomoHO-
CKOIIIA C IIOSTaKHOI Ouomncueii. BaXHO OTMeTUTh,
YTO MPU OTCYTCTBUM KAKMUX-TN00 MAKPOCKOIIMYE-
CKMX U3MEHEHWUN B KHUIIeYHHUKEe, II0 Pe3yJbTaTam
uccaegosanusa ouonraros CO KHIIIKK, 0TMEUYaJIOCh
HapacTaHue TUCTOJOTHUUYECKON aKTUBHOCTY UJIEUTA
W KOJUTa, JabopaTOpHO — 3HAUMUTENbHOE Hapac-
TaHue YPOBHA (PEKAJbHOTO KAaJbIIPOTEKTHWHA [0
1000 MKr/T, B CBS3U C UeM IMAIMEHTy MOAU(DUIH-

poBaHa Tepammsa — HasHAUYeH amaauMymad. IToT
HaI‘JIfI,Z[HBIfI cnyqaﬁ ABJIAETCA BaXHBIM IIOOATBEPMK-
IeHneM HeoOXOIMMOCTH CTPOTOrO M IOJHOIIEHHOT'O
KOHTPOJIsI 3abojieBaHUA C 00A3aTEILHONU OIeHKOM
KaK MaKpPOCKONINYeCKOoll, Tak 1 Mopdosorunueckoi
kaprtuasl CO KuUIIeYHUKA.

Y mamumenTta Ne I12 mabaromasoch pedpaxTep-
HOoe Teuenre B3K-momoOHoro 3saboJieBaHusa, 0e3
OoTBe€Ta Ha pPa3/JINYHbIEe BapUAaHTBI IIPOTHBOBOC-
MaJUTEeIbHON Tepamuu (CUCTEeMHBIE TIJIFOKOKOP-
Tukoctepounbl — I'KC, amanumymad, MHOIUKCHU-
Mab, nukJIodocdaH), YTO MOCTYKUIO TOKa3aHUEM
Ui TIPOBEIEeHUs AaJIJIOTeHHOW TpaHCIJIaHTAIluN
reMOomoaTuUecKux CcTBOJOBBIX KJeTok (TI'CK).
ITamtmenT Nt I12 ymep B paHHEM IOCTTPAHCILIAHTA-
muonHOM mepuoge ot ocaoxkHeHul TT'CK, omeHuTH
ee spdexTuBHOCTL B oOTHOIeHHUu B3K HeBO3-
MosxkHO. ¥ mammenta Ne II3 mociae mocTaHOBKU
nuaraosa B3K Ha (oHe Tepanmuu MecasasmHOM U

OMY BPAUYY




Tabauua 2

Yposensb IgG Ha MmomeHT MaHu(pecTtanuu nposasiaeHuii BSK,
a TaK)Ke XapaKTepPUCTHUKA TepalmuM U KaTaMHECTUYECKOro HAaOJIOIeHUsT

N Konuenrpamus
A - IgG B ceiBOpOTEE ITpoBenennas JAauTeIbHOCTH OTtBer
enl'i* o | KPOBM HA MOMEHT Tepanus Tepanuu Ha TepaIuio
nposasiaenuii B3K
I11 6,63 r/n BBUT', mecanazuu >12 mecdAIleB ITosHbINi
BBUTI', cucremusnie u Tonuueckue I'KC,
2 4r1/n MecaJlasvH, a3aTUOINPUH, 9 ner CmepTh
nHGInKcuMab, agaaumMymao, ot ocaoxxkHenuit TTCK
nukJgodochan, TI'CK
CMepTh OT HEeCUacCTHOTO
113 3 r/n BBUTI', mecanasun, nadankcumad 3 roza cryuas B 2020 .
BBUTI', mecanasu,
114 4,2 v/n tonnueckue I'KC (6yzeconun), >12 mecsanes ITosrabIit
nHGINKCcUMab, BegJoanu3yMal
115 7,16 v/n BBUT'/TIKUT", mecanasus, agaiumMmymad >12 mecsiieB YHacTuuHbII
BBUT'/IIKUT, Tonuueckue I'KC .
116 4,92 r/n (OynmecoHunm), Mecajla3uH, agaauMymad 9 mecanes Honasrit
I17 3,89 r/xn BBUT'/TIKUT, mecanasun 11 mecsies ITosbIi
118 3,83 r/n BBUI', mecanasuH, Begoaiusymad 6 mecsma YacTuuHbIH
119 2,52 r/n BBUT', aganumymad 4 mecsia YHacTuuHbII
Hewussectno (morepan
1110 2,89 r/n BBUT, tonuueckue 'KC (0ymeconum) >12 mecsaies A3-Ti07 HABTIONEHS)
1111 7,1 1/n BBUT'/TIKUT, mecanasun 1 mecarr, —

amaruMyMaboM ObLIa OTMeUeHa IIOJIOYKUTEIbHAA
IVHAMUKA, OJHAKO B OKOHUATEJBLHBIN aHaJIu3
OIleHKU 3(P@(eKTUBHOCTU pPebeHOK He BKJIIUYEH B
CBSA3U C TU0OEJIbI0 OT HECYACTHOIO CJIydad.

Takum o6pa3oM, IIOJHBIL OTBET Ha (QOHE
Tepannuyu MecajJa3WuHOM OBLI AOCTUTHYT y 2 Mallu-
eHTOB U3 9, KOTOPBIM OHA IpPUMeHsaJach. Tepanusa
agamuMyMaboM oKasajach 3(M(GEeKTUBHONU Yy OTHOTO
u3 4, nadaukcuMaboM — y OZHOTO U3 3, BEIOJIU-
3ymaboM — y omHOro m3 2 mamueHToB (Taba. 2,
CM. PHUCYHOK).

3a BpemMdA HaOJIONEHUWSA 3a MalUeHTAMU C
MOMEHTa IIOCTaHOBKU guarxHoza B3K-momobHoro
3abosieBaHUA Ha (DOHE HA3HAYEHHOUW U PETYJISAPHO
TPOBOAMMOM IIPOTHMBOBOCIAJUTENBHON Tepamuu
He OBLIO OTMEYEeHO HU OJHOTO CYII[eCTBEHHOTO
UHGEKIIMOHHOTO SON30/a, YTO IIOATBEPIKAAJIOCH
KaK OTCYTCTBHUEM JKaJI00, TaK ¥ OTPUIATEJIbHBIMU
pesyJibTaTaMu IPU MOHUTOPUPOBAHUM JIabOpaATOP-
HBIX aHaJMW30B W CTAOMJIBHON KapTHUHOM CO CTO-
POHBI BHYTPEHHHUX OPraHOB IO NAHHBIM HHCTPY-
MEHTAJBbHBIX METOLOB AMATr'HOCTUKU (My.TIBTI/ICHI/I-
pasbHaa KommnbooTepHas Tomorpaduma — MCKT u
MarHUTHO-pe3oHaHCcHas Tomorpadua — MPT).

C II€JIBIO BBIABJICHUA ITIOTCHIINAJBHBIX IIPOTHO-
cTuyecKux (axTopoB pasButusa B3K y manueHTOB
¢ XLA O6nlna mpoBefeHa CpaBHHUTEJbHAS XapaKTe-
pHCTUKa TPYyHI IanueHToB ¢ cumnromamu B3K
(n=11, rpynna 1) u 6e3 nmpoassenuii BSK (n=45,
rpynna 2). Hamu 0bLIO TPEAIOIOMKeHO, YTO HaU-
bojsiee TOBpeKIaroIue BapuaHTbl B reHe BTK
MOTYT JIe’KaTh B OCHOBe 0oJiee TAXKEJIOTO TeUeHUA
XLA, ¢ vamnuuem B3K m gpyrux mmMmyHOBOCHA-
JINTEJLHBIX TMPOABJeHNH. CPaBHUTENBHBIN aHAIN3

M YacruuHslil oTBET ITonHBIZ OTBET
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Pucynok. XapakTepuCTHKAa OTBeTa HA MPOTUBOBOCHAJIN-
TeJbHYIO Tepanuio co croponsl B3K y HaGaiomaembIx manu-
€HTOB.

TeHEeTUYECKUX Ae(eKTOB B ABYX IpylInax IallleH-
TOB IPEeJCTaBJEH B Taba. 3.

Y mamueHTOB 00emx rpymn Haubojiee YaCTo
BcTpeuanuch B reHme BTK BapmaHTHI ¢ mpuobpe-
TeHmeM/u3MeHeHneM (PYHKIUM (MUCCEHC), YacTo-
Ta WX BBIABJIEHUA BHAUUTEJIHHO HE OTJNUYAJIach
Mesxay rpynmavu: B 1-it rpynme — 27,3% (3/11),
BO 2-i1 33,3% (15/45) (p>0,05). ITo uacrore
BCTPEYAEMOCTH BapMaHTOB MOTepU PyHKIUU (HOH-
CeHC, CO COBUTOM pPaMKN CUUTHIBAaHUA, B caiiTe
CILIaiCUHTa, BapUAHTHI B IMOJUINPUMUAVHOBOM
TpaKTe) U TPOTAIKEHHBIX HeJeInil TaKsKe TOCTO-
BEPHBIX OTJIMYUI MEKJY I'PyIIaM! He IOJIyUYeHO.

Hamy npoamanmusmpoBaHa dYacToTa BBIABIIE-
HUA Yy NalWeHTOB TaKWUX CHenu(pUYeCcKUux g
XLA ocrmoxkHeHUl, Kak apTPUT, HEWUTPOIeHUs.



Tabnruua 3

T'eneruueckue nedeKThl, BHIABICHHBIE Y HAOMIOHaeMbIX MAUeHTOB ¢ XLA ¢ u 6e3 mpoasiaenuii BSK

Tun myranuu 1-g rpynna (n=11) | 2-a rpynma (n=45) P
Homcenc 2 (18,2%) 11 (24,4%) >0,05
Muccenc 3 (27,3%) 15 (33,3%) >0,05
CaiiT cialicuHra, BapuaHThl B MUPUMUANHOBOM TPAKTe 3 (27,2%) 7 (15,6%) >0,05
CaBur paMKu CUUTHIBAHUA (HeJIeluy/IyIIINKAIIN) 1(9,1%) 8 (17,8%) >0,05
IIpoTsKeHHbBIE IEIeIun 2 (18,2%) 3 (6,7%) >0,05
Wncepniua 6e3 caBUra paMKU CUNTHIBAHUS — 1(2,2%) —
Tabruua 4
YacToTa 0CJIOSKHEHUH /COIMYTCTBYIOIIUX BOCHAJIUTEJNbHBIX IIPOABJIECHUN Y Ha0II0JaeMbIX NMAIMEeHTOB
OciosxkHEeHUST 1-a rpynna (n=11) | 2-a rpynmna (n=45) P
O6ias yacrora 64% (7/11) 22% (10/45) <0,05
ApTputsr 45% (5/11) 11% (5/45) <0,05
Heitrponenus 27% (3/11) 16% (7/45) >0,05
Opyrue (B T.u. BABJI) 27% (3/11) 13% (6/45) >0,05

Obparaer Ha cebsa BHMMaHUe 0ojiee yacTas auar-
HOCTHKA NAHHBIX OCJOKHeHWI B 1-fi rpymme — y
64% (7/11), w3 HuxX apTpurhl coctaBuau 45%
(5/11), metiTponienus — 27% (3/11). Bo 2-ii rpynmne
TaKye OCJOKHEeHUS BCcTpeuanauch pexe (p<0,05) —
B 22% (10/45) canyuaeB, u3s Hux 11% (5/45) —
aptputhbl, 16% (7/45) — meliTponenus (tabsu. 4).

Hamvu TaksKe OBLIO CHEJAHO IIPEAIIOJIOKE-
HUe, UYTO HeaJeKBaTHas 3aMeCTUTeJbHasd Tepa-
nuA MOJKET JiesKaTh B ocHOBe pasBuTusa B3K mpu
XLA, uTo He HAIIJIO MOATBEPKICHUSI B PE3YJIb-
TaTe aHanmusa. MeauaHa Bo3pacTa WHUIMAIUU
3aMeCTUTEJbHON Tepanuy BHYTPUBEHHBIM WJIN
MOAKOMKHBIM uMMyHOTI00yauHoM (BBUT/ITKUT)
cocraBuia 5 jer, Kak B 1-if rpynme [2; 15], Tak u
Bo 2-ii [1; 15].

BosbIInHCTBO HAIMEHTOB 1-# IPYIIbI K MOMEH-
Ty pasButusg B3K mnoayuanum tepanuio BBUI/
IIKUT perynspHO M B afeKBaTHBIX nqo3ax. Tem
He MeHee y mammeHTa Ne IT11 Kwunreunas CHUMII-
TOMaTUKa pa3BUJIACh B YCJIOBUAX HEPETryJAPHON
3aMeCTUTEeJbHON Tepamuu, a y mamumeHToB Ne I11,
Ne TI8 u Ne I19 Tepanusa mpenapaTaMu ©UMMYHOTJIO-
OyJWMHOB WHUIMMPOBAHA IOCJe IIOABJIEHUA IIep-
BBIX T'aCTPOUHTECTUHAJIBHBIX CHUMIITOMOB, BBUIY
mo3gHell mocTaHOBKM jauarHosa XLA. Huskwmit
YPOBeHb CBIBOPOTOUHOro IgG HA MOMEHT JUATHO-
ctuku B3K ormeuasica y 6GoJiee ITOJOBUHBI ITAIM-
eutoB (8/11, 73%), u cpegHAsa ero KOHIIEHTPAIIUA
cocrasuia 3,65+0,28 r/a. IIpu stom Bo 2-if Tpym-
Ile MaIMeHTOB Ha MOMEHT aHaju3a cpegHee 3HaUe-
Hue mperpaHchy3uoHHOr0 ypoBHA IgG cocraBmiio
6,96+0,17 r/n1. HecMoTps Ha TO, YTO HUBKUH IIpe-
TpaHchy3uoHHbI ypoBeHDb IgG y HEOOMBIIOH 10T
nanueHToB 1-if Ipynmel MO OOBACHATHCA HeaneK-
BaTHO!I 3aMeCTHUTeJIbHON Tepamnueil (mamueHTHI
Ne ITI8, Ne IT9 u Ne I110), y OCHOBHO# MaccChI IaIfu-
earoB (5/8, 62,5%) BblABIeHUEe IpeTpaHC)Hy3UOH-
HOM rumoraMmarjo0yJInHeMuu Ha (PoHe peryaspHo-
o BBENEHUA MMMYHOTJIOOYJIMHA ITOCHIYsKHUJIO IIOBO-
nom g oocimenoBanusa JKKT u Boiasimenus B3K.

O6cy:xmeHmne

Mexanuam pasputus B3K-momobHBIX 3a00Je-
BaHuii y mamumenToB ¢ XLA 1m0 KoOHIIa He fCeH U
MOAJIEKUT HAJbHEHIIeMy H3YUeHUI0, YTO OCJIOMK-
HAET HMOAXOAbl K UX Bepu(pUKauy U Tepaluu.

Ilo gaHHBIM HAYYHOUW JUTEpPATypPbI, YacCTOTa
cumnTomatuku co cropoubl JKKT B rpymnme XLA
cocrtaBiger okKoJgo 35% [12], Torma KakK BBIAB-
nsgemocTs B3K-mogo6HBIX 3abosieBaHUII Yy 9TOH
rpynnsl Bapbupyer ot 3,4% [9] mo 10% [12],
YTO CyIecTBeHHO BuIllle uacToTbl B3K B o00Imeit
nonyaanuu — 0,4% [17]. Ilpu sToM KJIMHUYe-
CKUe CHUMIITOMBI TaKMX IOPaKeHuM Hecmeruduy-
HBI, M YaCTO UX BepuduKanusa samasgbiBaer. 11o
pesyJbTaTaM HAIlEro aHaju3a mamueHToB ¢ XLA,
vyacTora B3K-110j00HBIX OCJIOKHEHUI B 3TOM I'DPYII-
e JOCTaTOYHO BbICOKass — 19,6%, BO3MOMKHO, B
CBS3U C BBICOKOUW HACTOPOKEHHOCTHIO B OTHOIIIE-
HUU JAHHOM ITaTOJIOTUM.

XapaKTepHbIM J1a60paTOPHLIM IIPU3HAKOM pPas-
putuss B3K B Hammeill rpymme marnueHTOB MOMKHO
0003HAUUTH MaJeHne paHee aJeKBaTHOTO (Ha (oHe
3amectuTenbHo Tepanuu BBUIY) mnperpancdy-
3uoHHOTO ypoBHA IgG, KOTOpPBIN B GOJBLIITHNHCTBE
cJIyyaeB ABJAJICA OJHUM U3 TJIABHBIX IIOBOJOB IJIA
6osee meraimbHOTO obcaemoBanus opramoB JKKT.
OpyruM BaKHBIM JIaOOPATOPHBIM WCCJIEIOBAHUEM
SABJIAJIOCH ILJIAHOBOE OIIpe[esieHre YPOBHA (heKasb-
HOro KajbiporeKkTuHa. CTOUT OTMETHUTH, UTO,
COTJIACHO OIMCAHHBIM CJyuyasiM B JHTepaType u
aHaJ M3y HaIllUX IallMeHTOB, ONpeeseHre YPOBHSA
BOCHAJIUTEJbHBIX MapKEpPOB IIOMOTAeT OTJUYUTH
B3K oT (pyHKIIMOHAJIBHBIX PACCTPOMCTB, a TaKIiKe
3anono3puth Teuenre B3K mo mosBieHusa pasBep-
HYTOM KJIMHUYECKON KapTUHBI, U SBJIAETCI He0O-
XOAUMBIM 3JIEMEHTOM IIJIAHOBOTO 0OOCJIeOBaHUSA
I Bcex marueHToB ¢ XLA.

Knuuuueckume u BHAOCKONMUYECKUE IIPU3HA-
KU, KakK B Halllell TIpylme MNalUeHTOB, TaK U
[0 [JaHHBIM JIUTEPATypPhbl, He WMEIOT 3HAYMMBIX
oranuuii oT KJjaccmueckux mnpoasBienuii B3K.

OMY BPAUYY
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JHAOCKONMYeCcKasaA KapTWHA XapaKTepusoBajiach
orekoM CO KUIIKM, KPOBOTOUYMBOCTHIO, PACIIPO-
CTPaHEHHBIMU JPO3UAMU U SA3BaMU, a B HEKOTO-
PBIX CJayYasgxX B3HAUUMBIX BUIYAJbHBIX TaHHBIX
3a IaTOJIOTHIO He OBLIO IoJiyueHOo. UTO Kacaert-
CcA TUCTOJIOTUUECKUX WUCCJIEeIOBaHUI, HE BHI3HIBA-
€T COMHEHUU HajJu4yue OIpeleeHHOTO IaTTepHa
TMOPasKeHUsA — BSTO OTCYTCTBUE SIUTEINOUTHBIX
0e3HEKPOTUYECKUX I'PDAHYJIEM U HOAYJIAPHOMN JIUM-
doupHOM runepnIaduy, XapaKTepPHBIX IJA 00Iei
NOMyJANUU, a TaKKe JuM@domIazMonuTapHas
UHOUIbTPAINA COOCTBEHHOM IIJIACTUHKU.

OnpeneeHHOH CI0KHOCTBIO ABJIAETCS TepPaIus
TaKuX IaIMeHTOB, TaK KaK HasHaueHUe IIPOTUBO-
BOCIIAJINTEJLHOM, B T.4. aHTUIIUTOKUHOBOI, Tepa-
nuu noxBepraeT nanueHToB ¢ IIN] nomoaHUTENh-
HBIM PUCKAM BTOPUUYHBIX HMH(MEKIIMOHHBIX OCJIOMK-
HeHUl. B OOJIBIIIMHCTBE MCCJIeLOBAHNI OTMEYaeTCa
XOpOUINiI OTBET HA AHTUIIMTOKWHOBYIO TepaIwuio,
a B wmccienoBanumuax Scheid J.F. u coasrt. [18]
u King J.R. um coasr. [19] BBIABUTaeTCAa mpen-
MOJIOKEHUE, UTO YCTeKMHyMald u Benoausymab
ABJIAIOTCA 00Jiee TPEAIOUTUTENLHBIM BaDUAHTOM Y
narnueHToB ¢ XLA 1o cpaBHEHUIO ¢ MHTMOUTOPAMU
TNF-0, BBULY MeHbIIIel UMMYHOCYIIpeCCUPYIOIei
aKTUBHOCTH 3THUX IIPelapaToB. YUUTHIBas IIOBBI-
meHHyo aktuBanuio NLRP3-uadpiammacomMbl Ha
doue medpunura Btk, mo qaHHBEIM HEKOTOPHIX aBTO-
poB, nmpuMmeHeHme wuHruUOuTopa IL-1f (aHaxkuupa)
MOTJIO OBl OKas3aTh XOPOIIHWI TepameBTUUECKUI
3(PeKT y TaHHOUN I'PYIIIBI, XOTS HUCCAeTOBAHUUA HA
STOT CUET HA MOMEHT HAIMCAHUA CTAThU HEe OBLIO
3aperuCcTPUPOBAHO.

B pa6ore Khan F. et al. He 6GbLIO BBIABJIEHO
KoppenAnuu Tuna myranum B reHe BTK c¢ pas-
BuTueM B3K-momoGHBIX MOpasKeHUIl y HaIlueHTOB
¢ XLA [13]. Kak u B mpefiiecTByiomux paborax,
MBI He O0HAPYIKUJIU CBA3U OCHOBHBIX THUIIOB MYyTa-
Ui ¢ TAMKECTHIO TeueHUA 3a00JieBaHUS.

OmnpeneseHHBIII BKJAA B Pa3BUTHUE BOCIIAJIU-
TeJbHBIX mnpoaBaeHuit XLA MoKeT BHOCUTL U
HeperyJsapHas 3aMecTUTeJbHasd Tepanus IIpela-
paTaMu MMMYHOTIJIOOYJIMHOB, XOTA W 3I€Ch OIHO-
3HAUYHBIX BBIBOJIOB HAM MOJYUYUTHL HE YAAJIOCH.

Tem He MeHee B rpynme mamueHToB ¢ XLA u
B3K wuaie BcTpeuasuch U APYrue MUMMYHOBOCIIA-
JIUTEJbHbIE CUMIITOMBI (HeHTPOIIeHUs, apTPUT), U,
BO3MOJKHO, AajJbHEHIINE WCCIeTOBAHUA OOJIBIITUX
KOTOPT TAIlMEeHTOB IIO3BOJIAT BBIABUTH 0OoJiee
JIOCTOBEpHBIe (PAKTOPHI PUCKA 3TUX COCTOAHUM.

3aKJaroueHue

B szaxiarouenue, HeoOXOAMMO OTMETUTH, UTO
KUIeUHasaA CUMIITOMATUKA y mamueHToB ¢ XLA Tpe-
O0yeT 0co00#i HACTOPOIKEHHOCTU U KOMILJIEKCHOTO,

MYJbTUAUCIIUILINHAPHOTO moaxona. OmnpeaenenHo,
pyTunHble oOcienoBaHusa opraHoB KKT woryr
OLITh ONpaBIAaHBI, YUYUTHIBAS BBICOKYIO UYaCTOTY
B3K B pmamnoii rpynme IIW]] [20]. Hecmorpa Ha
BBICOKVE PUCKU IIPUMEHEHUA Pas3IMYHbIX BapuaH-
TOB TPOTHUBOBOCIAJUTEJNBHON Tepamuu B TPYIIIIE
XLA, mo pesyiabTaTaM HAIlleTO PETPOCIEKTUB-
HOTO WCCJIeIOBAaHUSA, Ha (POHE AHTUIMTOKWUHOBOM
Tepanuu y OOJBINMUHCTBA IIAI[MEHTOB OTMeYeHa
IIOJIOKHUTEeJIbHAasA JUHaAMHIKA 0e3 3HAUUMBIX OCJIOMK-
HeHuii. Tem He MeHee BBHIOOD IperapaToB OCTaeTCs
TJIaBHOM TepaleBTUYECKOU 3aadeil, UYTO YCJIOMKHA-
€TCs OTCYTCTBUEM UCCJIENOBAHUI ¢ OOJIBIIION I'DPYII-
moit obciemyeMbIX, UTO, BIIPOUYEM, CIIPaBeIHNBO
n OJId JUATHOCTHUYECKHNX acCIIeKTOB. HaﬂBHeﬁmHe
nccijaegoBaHudA 9TUX OCJIOKHEHU Yy IIaIlieHTOB
¢ XLA momMOryT cTaHmapTHU3WPOBATHh MHOAXOABI K
nuarHocTuke m Tepanuu B3K.

Bxnad aemopos: éce aémopvl 6 PABHOU CMeENneHU 6HeCLU
c60il 8KMA0 6 PYKONUCb, PACCMOMPENU ee OKOHYAMEeNbHbLil
sapuanm u daau cozaacue HA NYOIUKAYUI.

Dunancuposanue: 6ce anMopsvL 3a6uUaU 00 OMcymcemeuu
unancosoll noddeprcku npu nodzomoske OAHHOUL PYKONUCU.

Kongnuxm unmepecos: 6ce agmopuvl 3aa6uiy 00 omeym-
CMBUU KOHKYDUPYIOWUX UHMePecos.

ITpumeuwanue uzdamensn: OO0 «Ileduampus» ocmaemcs
HellmpaibHblM 6 OMHOULeHUU TOPUCOUKUUOHHBLX NpemeH3uil
Ha OnyOAUKOBAHHbIE MAMEPUALbL U UHCMUMYYUOHALbHBLY
npuradaexcHocmelil.
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OCOBEHHOCTU TEYEHUA 1gG,-~ACCOLUMPOBAHHOIO
3ABOAEBAHUA Y AETEUN

IPTAOY BO Tlepoiit MI'MYVY um. .M. CeuernoBa M3 PO (CeueHOBCKUEN YHUBEPCUTET),
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(CeuenoBckutt YHuBepcuretT), MHCTUTYT KanHNYecKor MepunuHbl uM. H.B. Craudocosckoro, r. Mocksa, PO

Ilexs uccrenoBanus: 0600IUTH JaHHBIE 00 oco0eHHOCTAX TeueHUu:A IgG4-acconuupoBanHoro 3a6o-
nesanus (A3) y mereil B cepum HaOaroneHuii. MaTepuaabl U METOXbI MCCIEAOBAHMSI: B OIHOIIEH-
TPOBOe HAOJIOAATEIbHOE HCCJIEeTOBaHUE BKJIIUYEHbI 4 pefeHKa ¢ KINHUUYECKH U MOP(OJOrudecKu
noarBep:xaeHHbIM IgG4-A3. Bospacr nedrora, AINTEIHFHOCTh 3a00I€BaHUS 0 YCTAHOBKH JHArHO3a,

KJIMHUYECKHEe, HHCTPYMEHTAJbHbIe, IAa00paTOPHBIE M MOP(OJOrHYeCKre NCCAET0OBAHUA OBLIN IIPO-
aHAJM3MPOBAHBI HA MOMEHT [e0Ta W NpPH AUHAMHYECKOM HalOaomeHuu. IIpomosxuTebHOCTH
KaTaMHe3a coctaBmia ot 6 mec. 1o 7 ser. Manudecranus 3a601eBaHuA y 2 MAIUEHTOB C IICEB/IO-
TyMOpa OpOMTHI, Yy OJHOTO MAIlMEeHTa — ¢ HecaxapHoro quadera, y OJHON NMAIMEeHTKU — C JIUXOPaj-

KM, IPU3HAKOB BBICOKOIH BOCIAJNTEJIBHOH U MMMYHOJOTMYECKO# aKTUBHOCTH. CPOK IIOCTAaHOBKH

Contact details:

Shpitonkova Olga Viktorovna — Candidate
of Medical Sciences, Associate Professor
Phone: +7 (985) 297-36-85

E-mail: shpitonkov@rambler.ru

Received on Mar. 3, 2024

Submitted for publication on Mar. 29, 2024

Konmarxmnuasn ungopmayusn:

IITnumonkoéa Onvza Bukmopoéna — K.M.H., JOIEHT
Teu.: +7 (985) 297-36-85

E-mail: shpitonkov@rambler.ru

Crarpa nmoctynuna 4.03.24

ITpunara k nmeuatu 29.03.24




nuarsosa — 3—12 mec. JJuarao3 Bepu(UIUPOBAH HA OCHOBAHUM OHMOICHYU TKaHeH OPOUTHI ¢ 00HA-
py:keHueM npusHaKoB (pudpo3a, 00AUTEPUPYIOLIEro (PjIedUTa U MOCIAEAYIOIUM UMMYHOTUCTOXMMHU-
YeCKHM HcclefoBaHueM Ha npucyrcrsue IgGy. 3 mereil moxyyaan 6a3uCHYIO TepPaIuio CTEPONIaAMU
M IUTOCTAaTHKAMHU, OJMH PeOeHOK II0JIy4as ToJbKO IuTocTtatuku. Ha ¢ome Tepamum mocTurayt
KJINHUYeCKuil 3¢h¢deKT, M0 JTaHHBIM MHCTPYMEHTAJIBHBIX METOMOB y BCEeX IAIMEHTOB HE OTMEYEeHO
IIPOrpecCHPOBAHHUA 3200/ IeBaHUA.

Knrwouesvie cnoea: 1gGaccoyuuposantoe sabonesanue, nces0omymop opoumbvt, cmopu@opmHboLil
@ubpos, obaumepupyrowuil predum, sxcnpeccus 1gG,, demu.
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77-85. DOI: 10.24110/0031-403X-2024-103-2-77-85.

O.V. Shpitonkova!, N.S. Podchernyaeva!, E.Yu. Afonina?, Yu.O. Kostina?,
V.A. Seraya?, M.K. Osminina!, V.A. Podzolkoval, I.D. Borminskaya3, M.N. Nikolaeva?

PECULIARITIES OF THE COURSE OF IgG,-RELATED DISEASE
IN CHILDREN
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Purpose of this research was to summarize data on the features of the course of IgGy-related
disease (IgG4-RD) in children in a series of clinical observations. Materials and methods used:
a single-center observational study included four pediatric patients with both clinically and
morphologically confirmed IgG4-RD. Age of onset, duration of the disease prior to diagnosis,
clinical, instrumental, laboratory and morphological studies were analyzed at the time of onset
and during follow-up. The duration of follow-up ranged from 6 months to 7 years. The disease
manifested with orbital pseudotumor in two patients, with diabetes insipidus in a single patient
and with fever, signs of high inflammatory and immunological activity in another patient. The
period for diagnosis was 3 to 12 months. The diagnosis was based on a biopsy of orbital tissue
with detection of signs of fibrosis, obliterating phlebitis, and subsequent immunohistochemical
testing for the presence of IgG,. Three children received basic therapy with steroids and
cytostatics, a single child had received cytostatics solely. A clinical effect was achieved during
therapy: no progression of the disease was recorded in all patients according to instrumental
observation.

Keywords: IgG  related disease, orbital pseudotumor, storiform fibrosis, obliterative phlebitis, 1gGy
expression, children.

For citation: O.V. Shpitonkova, N.S. Podchernyaeva, E.Yu. Afonina, Yu.O. Kostina, V.A. Seraya,
M.K. Osminina, V.A. Podzolkova, I.D. Borminskaya, M.N. Nikolaeva. Peculiarities of the course
of 1gG related disease in children. Pediatria n.a. G.N. Speransky. 2024; 103 (2): 77-85. DOI:
10.24110/0031-403X-2024-108-2-77-85.

IgG4-accomumpoBannoe B3aboseBanue (IgGy-
A3) coefMHUTENBHOW TKAHU — XPOHUUYECKOE
MMMYHOOIIOCPEeIOBaHHOe 3a00JieBaHNEe HEeU3BECT-
HOl STHOJIOTUH, XapaKTepUsyIoIleecs OIIyXoJie-
mogo0HON wWHMUILTPAIMell TKaHel pasInYHBIX
OPraHoOB ILJIA3MAaTUYECKUMU KJIETKAMU, 9KCIPECCHU-
pytomumu 1gG,, sosnHOGUIBHON MHOUIBTPALIVIEH
C IOCJIENYIOIIUM Pa3BUTHEM CBOEOOPa3HOIO CTOPU-
¢dopmHOro (hubposa u obauTepuUpyroIiiero Gaedura.
OnpenesieHre HOBOM HO30J0TUU OBLIO cHOPMY-
gupoBano Takahashi H. u coasr. B 2010 r. [1].
3aboseBaHne BmIepBble OblI0 omucano B 2003 r.
y 7 IaIMeHTOB C IIePBOHAYAJIBHBLIM IUATHO30M
ayTOMMMYHHBIII IAHKPEATUT, Y KOTOPBLIX HAaOJI0-

Janoch OOIIMPHOe IopaskeHMe opraHoB c IgGy-
MO3UTUBHON WHMUILTPAIINEN IIJIa3MaTUUEeCKUIMU
kJygetkam [2]. BoBieueHre B maTOJOTHUUECKUHA TTPO-
IecC MHOTMX OPraHOB M CHUCTEM B Je0I0Te MOIKET
3aCTaBUTh OINMMOOYHO I[IpPeAIIojaraTh HaJIU4ue V
MMAIMeHTOB PAas3JUYHBIX II0 XapakTepy 3aboJieBa-
HUH — B3JIOKAUYEeCTBEHHBIX ONyXoJell, MH(peKIINi,
ayTOMMMYHHBIX ¥ MHOTHX IPYrux 3a00JieBaHWUI,
YTO OIpPEenessieT TPYLHOCTA AUATHOCTUKY W MOMKET
CKPBIBATH MCTUHHYIO YaCTOTYy 3a00JIeBaHUS.
ITtuosioTusa U TIaToreHes 3a0oJieBaHUS BO
MHOTOM OCTAlOTCSA HEIOCTATOYHO W3YUYEHHBIMU.
IlenTpanpHasi POJIb B IIATOTeHe3e IIPUHAIJIENKNAT
B-KieTKaM, 4TO IOATBEPIKAAETCA OUEBUIHBIM KJI-



HUYeCKUM 3(p(PeKToM IpU NPpUMeHEeHN Y IPeriapaTos,
BBIBBIBAIOIINX WX [IEIJIEIUI0, U UAeHTU(UKAIIER
MHOKeCTBa ayTOAHTUTEHOB, KOTOPhIE CIIOCOOCTBYIOT
B-knerounoii skcnarcuu. Pous IgG,, BeICOKMI ypo-
BEHb KOTOPBIX B CBIBOPOTKE BBIABJIAETCA IIPUMMEPHO
y 40% mnammeHTOB, OCTaeTCs HesCHON. BosMmoxkHO,
OHU ,I[GfICTByIOT KaK IIPOTHUBOBOCIIAJIMTEJIbHEIE
aHTUTeJa, (POPMUPYIOIHECd B OTBET HA HEM3BECT-
HBII Tpurrep. Popmuposaruo IgG, crmocobecTBYIOT
CD4+ murorokcuueckue T-TUM@OIUTHEI U CIIEIH-
(rueckuit cydbtun GONIMKYIAPHBIX T-Xesmepos.
MexaHU3MbBI, IIOCPENCTBOM KOTOPBIX 3TU HUMMYH-
HbIe KJETKU KOHIIEHTPUPYIOTCA B TIOBPEIKIEHHBIX
TKaHAX, B3aUMOMAEMCTBYIOT ¢ ¢ubpobiacTaMu u
CTIOCOOCTBYIOT PEMOAEINPOBAHNIO TKAHEBBIX CTPYK-
TYyP, aKTUBHO H3ydaioTcs. TUNNWYHBIE THCTOIIATO-
JOTUYECKUWe TPU3HAKUW BKJIOUAIOT CTOPU(MOPMHBIN
(uOPO3HBINT PUCYHOK IIO0 THUHOY <«KOJieca TEeJeKKU»,
WJIN COCTOAINUN U3 BEPeTEHOOOPA3HBIX KJIETOK,
pPacCIIOJIOKEHHBIX B (DOpME «BEPTYIIKU», IJIOTHBIE
JumdonIazMonuTapHble MHOUIBTPATHI, 00JIUTEPHU-
pytomuii GaedUT U I03WHODPUIUIO JETKOH U yMe-
PEeHHOH cremneHU TaKecTu [3, 4].

Wcrtmuuaa uyacToTa 3a00JeBaHUS OCTaeTCS
HeACHOMU. ¥ JeTell maHHAA IATOJIOTUA B JUTEPATy-
pe mpeicTaBieHa B BUE ONMUCAHUA OUEHb HEOOJb-
X cepuii HAOTIONEHUHA WM €IWHUUYHBIX CJIyda-
eB. ITo namuabpiM MeTaob30pa us 740 crareit, mocBA-
meHHBIX 1gG4-A3, Tonbko 22 mybimkramuy mpej-
craBuam 25 ciaydaeB 3Toro 3abojieBaHuA y OeTel
[6]. Tarkum o6pasom, IgG,-A3 aBuasgerca wmaio
U3yUYeHHBIM 3a0oeBaHUeM y mereii. MHOTOOOpasue
KJIVHUYECKUX TPOABJIECHUMN, CJIOKHOCTH IUATrHO-
CTUKHM, BO3MOKHOE TIPOTPEINEeHTHOEe TeueHue C
(baTanbHBIM MCXOZOM TPEOYIOT OT Bpauell pPasHBIX
CIeIIMAJIbHOCTE 3HaHUU 00 5TOM 3a00JIeBAHUMU.
ITennio Hamiero mccieqoBaHUA ABJIAETCA 0000IIe-
HUe pe3yJbTaTOB KJIUHUYECKUX, JaOOPATOPHBIX U
MHCTPYMEHTAJIbHBIX JAaHHBIX B CepUU HaGHIOI[eHI/Iﬁ
nmerett ¢ IgG4-A3.

MaTepHaJII:I 1 MeTOAbl UCCJHeaJOBaAHUA

B mamem menTpe HaOMOmanuch 4 IarmueHTa C
IgG4-A3 ¢ 2017 mo 2023 rr. — 3 [eBOYKU W OOWH
ManbuuK. BospacT mamumeHTOB B mAedioTe 3aboJe-
Bauma 4, 11, 14 u 17 jer (memmanma 11,5 iser).
Bcem mammeHTaM OPOBOAUIN KOMILIEKCHOE KJIMHI-
KO-MHCTPYMEHTAJIbHOE O0CJIeIOBaHUEe IJISI BBISIBJIE-
HUSA U3MEHEeHUU CcO CTOPOHBI BHYTPEHHMX OPraHOB
(xommbioTepHass Tomorpadus — KT — opbur, KT
opraHoB rpyaHo# KjeTKu, KT opraHoB OpIOIITHOM
TOJIOCTH, YJIBTPA3BYKOBOEe mcciaemoBanme — Y3 —
IS BBISIBJIEHUSI BO3MOYKHOI'O BOBJIEUEHUS B IIPO-
IIECC HOBBIX OPraHOB, OCMOTP CIIEIHAJIUCTAMU IIO
TMOKa3aHUAM) U JlabopaTopHBIE WMCCIETOBAHUA IJIA
BBIABJIEHU A BOCIIaJIHTeJIBHOfI, I/IMMyHOJIOI‘I/I‘IeCKOfI
aKTUBHOCTHU. BeceMm marnueHTaM IpoBeleHA TPAHCKY-
TaHHAA OMOICUA OPOUTHI C IIOCIENYIOIINM UMMYHO-
rucroxuMuueckuMm wucciaegopanueMm (MUI'X) 6uonra-
Ta Ha npucyrcrBue 1gG,, o pesyabraTaM KOTOPOTO
ImarTHO3 OBLI TOATBep:KAeH. HabiiomeHue 3a maiu-
€HTaMM OCYINEeCTBJISAJIM dYepe3 3 Mec. OT Hadaia

Tepamnuu, 3aTeM Kaxkable 6 mecsares. [InTelbsHOCTD
HaOJIIOLEeHUsI cocTaBuia 7 JeT.

Pe3yabraTsl

Nsyuenme pamHero aHaMHe3a IOKas3ajo, YTO
OTATOIEHHBIA AaKyIepcKuil aHaMHe3 ObII y 3
MaTepell HaOJIIOJAaeMBIX JOeTell B BHUIE YIPO3BI
IpephIBaHUA OepPeMeHHOCTH, (eTomIaneHTapHoN
HEIOCTATOUHOCTHU, HAJUUYUA BHYTPUYTPOOHBIX
uHGeKIUi. AnmepruuecKrue peaknuy OBLIN BHIAB-
JIEHBI ¥ 2 IaIlieHTOB — IHUIeBasl aJlJleprus, B T.d.
aymieprus K 0eJKaM KOPOBBETO MOJIOKA, aTOIMUe-
CKUH A€ePMAaTUT, IIOJIJINMHO3, IIOBBIIIICHMWE YPOBHA
IgE — 1, monmuuos — 1. CeMelHBINI aHAMHE3 IIO
PeBMaTU4YeCKUM MW AayTOUMMMYHHBIM 3&60JIeBaHI/I-
aM ObLT oTAroineH y 3 mereit. Tak, y meBOUKHU C
BBICOKOII BOCHAJIUTEJNBHON ¥ WMMYHOJOTUYECKOM
AaKTUBHOCTHI0O B HavaJyie 3a00JIeBaHUA CEeMEWHBIN
aHaMHe3 ObIJI OTATOINEH MO CHUCTEMHOII KpacHOM
Bouauke (CKB) c¢ seTasbHBIM MCXOIOM y MaTepH,
YTO BaTPYyAHUJIO IIOCTAHOBKY [AMAr€osa B [ge6io-
Te, TaK Kak mpexamoJsaraigca amarao3 CKB wuam
AHITA-acconiuupoBauubii Backyaut (AHIIA -
ANCA - auTuHeNTpODMILHBIE ITUTOIJIAa3MaTUUe-
cKUue aHTHTesJa). ¥ OAHOTro pebeHKa MaTh cTpazaja
XpoHUUecKuM ryiomepyJionedpurom. Emie y omHo-
ro pe0eHKa MaTh CTpajgaja PenUIUBUPYIOIUMEI
orekamu KBuHKe.

VYV omguoro peGeHKa TpaBMa T'OJOBBI HEIOCDPEs-
CTBEHHO TIpeAIliecTBOBajJa nebioTy 3abosieBaHUA,
y 3 nmereit 3aboJjieBaHne HAYAJOCh 0€3 BUANMBIX
IpUYUH.

KiuHnuecKkne MpOSIBJIEeHUS, HN3MEHEHUS B
J1ab0OpPaTOPHBIX [MAHHBIX, HAXOAKWU IIPU WHCTPY-
MEHTAJIbHBIX HCCJIE€JOBAHUAX N PEe3yJbTaTbl MODP-
(hosiormUecKOTO MCCIemOBAHUA MAIMEHTOB CYMMU-
poBaHBI B TabJuIle.

Kax BugHo m3 Tabaunbl, y 2 mereil B 1ebro-
Te 3a00JIeBaHUSA OTMEUAJIOCh TOJBKO IIOPaKeHUe
OPOUTHI C BOBJIEUEHWEM B IIPOIECC CJIE3HBIX JKeJes.
¥ ommoro mamueHTa 3ab0Je€BaHNEe HAYAJIOCH C IOJIU-
ypuu, noauguincum. Belja ycTaHOBJIEH AUATHO3 Heca-
XapHOTo auabera, YTO IIOCIY:KWUJIO IIOBOJOM [JIA
IpOBeleHUs MarHuUTHO-Pe30HAHCHOU ToMorpaduu
(MPT) rosoBHOTO MO3ra, TP KOTOPOU ObLiIa OOHA-
pykeHa amenoma rumnodusa. OTek M ImOKpacHeHUe
mpaBoro TJiasa, oOpasoBaHUe B OpOUTE MOABUJINCH
yepes 6 mec. oT Hauajsia 3aboJsieBaHusa. AmeHoMa
rumousa W MmopaskeHre OPOUTHI IEePBOHAYAIBHO
TPaKTOBAJIINICh KAaK JBa PAa3HBIX 3a00JeBaHUA.

Eme y oxmo#t mamueHTKu 3a0oJieBaHWE HAua-
JIOCh C JIMXOPAAKW, apTPaTuii, TemaToCIJIeHO-
Merajuu, reMaTypPuu, BJIAKHOIO KAalllJd, a IIPHU-
3HAKW MaKPUOaJeHUTa MOSIBUJINCH uepe3 8 mMec. OT
meorora. Takum obpasoMm, y 2 meTeidl mopasKeHUe
opouTHl OBLIO OTCpOUueHHBIM. OCHOBHBIMU KJIMHU-
YeCKUMH CHUMIITOMaMU y 3 IMAIMEHTOB OBLILIU OTEK
U TIOKpacHeHUe BeK, 9K30()TajbM U ITO3, a IepPBO-
HaAYaJIBbHBIMU OUArHo3aMU 6BIJ'II/I KOHBIOHKTUBUT,
TaiMOPUT, IITO3, IICEBJOTYMOP OPOUTHI.

IIpu sTom y 2 mereii ¢ MB30JIMPOBAHHBIM IIOpPa-
JKeHreM opOuTHI JlabopaToOpHBIe 00CIemOoBaHUA He
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/Tom 103/

Tabruua

Kauanueckue mposiBJIeHUs, JaGopaTOPHbIEe, HHCTPYMEHTAJIbHbIE€ TaHHbIE M Pe3yJIbTAThI
MOpP(d0JIOTHYECKOr0 HCCIeTOBAHNSA Ha0MI0gaeMbIx nmamueHToB ¢ 1gG4-A3

II BJICHHA
Iigé HXB A IMamuent Ne 1 ITamuent No 2 ITamuent No 3 ITamuent N 4
-
Bospact ge6rora 4 roga 3 Mec. 16 mer 14 ger 11 ner
. JIuxopanka
Hecaxapubrii Ap'rpgml‘[nn
I HEeHUe B naber (moamypu
Kianuunueckue OKPaCHEHHE BEK puaber (momrypus, T'emarypus IITos mpaBoro Beka
IIPOABJICHIUS IK30(TATEM TOJIMANIICH) Bra)kHBIN Kalllejab ITopaskeHre opOUTEI
b ITopasxenue opOUTHI ITopaskenue p p
T'enarocmiieHomeranusa
OpOUTHI
OTek BEK
|Anenoma rumodusal T'emopparuueckas
TeK B UX MOYEUHBIM
. KoHBIOHKTUBUT Orex Bex . JIIXOpajKa ¢ 1o S
ITepBUYHBIH Taii Annepruyeckuii CUHIPOMOM? IItos mpaBoro Beka
aiMOpPUT 9 9
IUarHo3 TceBROTYMOD OPOHTHI KOH'BIOHKTUBUT THUH, CKB? I'ematut? HakpuroaneHUT
yMOp op T'emopparuueckuii | ANCA-accoriunpoBaHHBIT
KOHBIOHKTUBUT BacCKyJIuT?
CO9 57-50 MM /4,
AJIT/ACT 7 mopwm,
IToBbIIIEHTIE nosbierre ypoBHa AT
JlaGopaTopHbIe IToBrImnieHe yPOBHSA ypoBHA pANCA xk JHEK, Bce mokazartenn
oKasaTeynun obmrero IgE al-, B-, IToBbImieHVe YPOBHA B HOpMeE
Y-TII06yINHOB Y-T100yINHOB,
TOJIOKUTEIHHEIE
ANCA, AH®
VYposens IgG
p ghry B mopme B mopme He onpenensnca He onpenensnca
B CBIBOPOTKE
OobpasoBaHue O6pasoBaHue
BaHI
KT opburst B opbure B opbure Bes maronorun O6pa3q anue
23x33x21 MM 28x23x9 MM B CIICSHOM swenese
TpaHCKyTaHHAA TpaHCcKyTaHHAA TpacHKyTaHHaA TpanckyranHasa
PesvIIbTaThs opburoromus: Gpubpos OpOUTOTOMUS: opoUTOTOMUS OHOICKUsS |opOouTOTOMUA: (PUOPO3
y C IJa3MOKJIETOUHOMN IJIA3MOKJIETOYHASA | CJIe3HOM KeJyie3bl: (hpuOpo3 | ¢ MIa3MOKJIETOUHOM

NTI'X-uccaeno-
BaHUA

uHMUIbTPaIuein
I1gG, 6omnee 40%,
00 IUTePUPYIOMIU (PreduT

MHQUIbTPAIIUA C
IgG4-axcupeccueit
6ostee 30%

C TJIa3MOKJIETOUHOI
nauinsrpanuei I1gG,,
00 IUTEePUPYIOIUH (PredouT

nupuabTpanueit 1gG,,
00JIUTEPU-PYIOITUH
GeduT

KT nerkmux

Bes maronorun

MHosxecTBeHHBIE
epUBaCKYyJIAPHbIE
UHQPUIbTPATHI,
oyaru 1o TUIY
«MaTOBOT'O
CTeKJIa»,
eIVHUYHbIE
epUBaCKyJIAPHbIE
OyJLIBI

MHuo:xecTBeHHBIE
nepuOpPOHXUAbLHEBIE
oyaru o THUIY «MaTOBOTO
CTeKJIa», aTeJeKTas

Bes marosorun

V3U caioHHBIX
JKeJies

Bes marosorum

Bes matosorun

HeoxuopogHocTh
CTPYKTYPbI
YuyacTKU ITOHUIKEHHOU U
HOBBIIIIEHHON 9XOT€HHOCTU
0e3 YeTKUX KOHTYPOB

Bes marosorum

He6oasiroe
BEJINUEHN
YBELIUECHIE PeaxkTuBHbIEe
mevyeHu VBennuenue meyeHu F———
u HBI u HKU PeaKkTUBHBL .
VY3U opranos Huddysnere CeJIe3eHK eax e HOIKeNyIOUHOI
6 . PeakTuBHbBIE U3MeHEHUSA U3MeHeHUus u3MeHeHUs
PIOIITHOM . . o JKeJIe3bl
OJOCTI TMOIKeJIyJOUYHOM KeJe3bl | IOAKEeNYIOYHON | HMOAKENYTOYHOU Kese3bl ToBRImeHTe
JKeJie3bl Huddysuble n3MeHeHUA
9XOT€HHOCTU CTEHOK
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ITpodonxcenue mabauywl

Hpossnennus ITamuent Ne 1 ITanuent Ne 2 ITamuent Ne 3 ITamuent Ne 4
IgG4-A3
-
Bospact ge6rora 4 roma 3 Mmec. 16 jer 14 jer 11 jer
ITynbc-repanus: IIpesruB0IOH
IIpenansosoH ’ 0,5 mr/cyT per os
METHUJIIPETHU30JI0H
0,5 mr/xr/ 750 Mr Ne 3 IMurmnodochamuyg
CyT per os, IDeIHIBONOH 600 Mr/M2/ Mec BHYTPUBEHHO Murodenosara
Jleuenue Man(opTUK 0.3 Mg /ir /CyT per os 3 Mmec. MOQeTUJ per os
’
) 360 mr x Tlux nodochamu Merunpen 1000 mr/cyT
pasa B CyTKHU 800 mr,/M2/Mec 8 Mr/cyT per os
per os BHVTDIBEHHO 6 Mec Muwuxkodenosnara moderua
yIp : 2000 mr/cyT
HeHIOc‘HHaH PEMHCCHA Hemnosnxasa pemuccus
YIUPOBAHBI K
BOCHAJIUTEILHBIE YIIDOBAHEL
BMEHEHILS KJINHUYECKNE MTPOSBICHUS
Hexomst Pemuccusa B neBof OpOHTe AJIT/ACT B HOpPME Pemuccusa
MeIUKaMeHTO3Has y-T OBy MHHEL Hgi;;;ztg;zenbggi ; MeJUKaMeHTO3HAas
B HOpME -1JI00 JII/IZ{%B
IToBbIllieHME YPOBHS o Y y e
ANCA OBBIIIIEHNE YPOBHA Ig
MeTtumnpen
ITognep:xu- Muxodpenonara 4 mr/cyr Metunpen 6 mr/cyt Muxkodgenosara
modeTun Muxkodenosara
BaoIasa 500 mr/cyT MoGbeTHT Muxrodenonara moderun ModeTna
Tepanus per osy 2000 mr/cyT 1000 mr/cyT per os 1000 mr/cyT per os
per os

AT x THK - aaturena k [JHK, ANCA - aatuneiitpodpunbabie anturena, AH® — antunykiaeapusiii pakrop, MI'X — ummyHOrn-
croxumuueckoe uccienosanne, CKB — cucremuas kpacHas Bosuanka, THUH — TyOynouHTepCTUIIMANBHBIN HEDPUT.

BBIABJIAJIN BOCHAJIUTEIbHON ¥ MMMYHOJOTHUUECKON
akTuBHOCTHU. [IoKasaTesnu 00IIero aHa/IM3a KPOBU,
OMOXMMMUYECKOTO aHajim3a KPOBU, IIOKasaTenun
BocmajaurteabHoi axkTuBHoctu (CPB), ummyHO-
JOTUUEeCKUe ToKaszaTreiu ObLIM B HOpMe. TOJIBKO
y TAallUeHTKU C OTATOIIeHHBIM aJlieproaHaMHe-
30M IIEePUOJUYECKU OTMedUaJsicd BBICOKUII yPOBEHBb
obmero IgE.

Y moapocTka ¢ HecaxapHbBIM AUAa0ETOM OTMe-
YaJICsl CYTOUHBINA quypes A0 4 J ¢ HUBKUM yIeJb-
HeIM BecoMm (1003-1006). Ilokasatenu 0OIIETO
aHaJIN3a KPOBU OBLIN B HOPME, MapKephl BOCIIAJIH-
TeabHo aktuBHOCTU (CO9, CPB) Obl B HOpME.
OTmMeuayioch IIOBBIIIIEHWE YPOBHA Y-TJIOOYJIUHOB
u ANCA. ¥V [1eBOYKM C HOJHOPraHHBIM HAYaJIOM
IgG4-A3 mpu snabopaTopHOM o006ciemoBaHWU Oblia
o0HapysKeHa BbIpa’keHHasd WNMMYHOJIOTUYEeCKas
W BOCIaJUTEJNbHAasA aKTUBHOCTh. OmHOBPEMEHHO
BBIABJISAJINCH B BBICOKOM TuTpe anturena (AT) K
OHK u moswimenue ANCA. Yposens CPB 6b1l1 B
"Hopme, CO9 50-57 mm/u. Takum oOpasoM, TOJb-
KO y Hee OTMeuajach BBICOKasd JabopaTopHasd u
UMMYHOJIOTUYECKasi aKTUBHOCTb. ¥YpoBeHb 1gG, B
CBIBOPOTKE KPOBU OIPEAEJAJCA TOJbKO y 2 maliu-
€HTOB U OH OBLI B HOpME.

Ilo pesyabTaTaM KJIMHUYECKUX U JabopaTop-
HBIX JAHHBIX Y 3 HaIMeHTOB mpoBoguiau audde-
PEeHIIMAJbHBIN OUATHO3 MEKIY 3JI0KAaUeCTBEHHBIM
o0pasoBaHmeM OPOUTHI, JIOKAJM30BAHHOI U TeHe-
paim3oBaHHOI (hopMoOiIl rpaHyJeMaTo3a C IIOJUaH-
ruuToM Beremepa. ¥V MallMeHTKU C MO3UTUBHBIMU
ANCA u Bricokum ypoBHeM AT x ITHK, momummo
reHepaJM30BaHHON (JOPMBI TPaHyJieMaTo3a C IMOJIU-
anruutTom Beremepa, ob6cy:kmgancsa guarHo3 CKB.
IlosiBieHMEe OTCPOYEHHOTO cuHApoMa MuKyJaInua

B BHUJe ABYCTOPOHHETO HAKPUOAJEHUTA ITO3BOJINJIO
mpennosnokuTh auaruod 1gG,-A3.

Y Bcex 4 pereit nuaruos IgG,-A3 ObLI Bepu-
¢bunupoBaH TOJBKO IIOCJE IIPOBEJEHUA TpPAaHC-
KyTaHHOIi Owmomcuu ¢ mocaexayiomum UWNI'X-
uccienosanuem. WI'X-uccienoBaHme TKaHen
opOUTHI ¥ BCEX IAI[MeHTOB BBIABUJIO (PudpPo3 ¢
I1a3MOKJeTOUHOU wHOuabrTpanuein I1gG,, o6su-
Tepupyoomuit Gaedur. OupeneieHue Comep:KaHUA
IgG4-10BUTUBHBIX KJIETOK B OMOITATE IIPOBOLUIN
y 2 mereit u ouo coctaBuao oT 30% mo 40% . Cpok
YCTAHOBJIEHUS OUArHo3a COCTABUJ OT 3 MeC. [0
1 roma. HaubGosiee OIMTENIBLHBIM CPOK YCTAHOB-
KM [auarHo3a Obla y pebGenkra 4 jger. ¥ ApPYyrux
meTeil Ouomcus Oblaa IIPoBeleHa paHbIE, COOT-
BETCTBEHHO UM AMArHO3 OBLI YCTAHOBJIEH PaHBIIIE.
VYV pebGeHKa ¢ IPOABIEHUAMU HecaXapHOro auabera
moTrpeboBajach peBU3Us OMOIMTATa TKAHEeH OpOUTHI
UL UCKJIIOUEHUA T'PaHyJieMaTosa ¢ IMOJUaHTUUTOM
Berenepa B CBA3U C TOBTOPHOM ITO3UTHUBHOCTBHIO
mo ANCA. HWckiamoueHre BacKYJUTa II03BOJIKIO
TPaKTOBaTh KJWHUUYECKUE IPOABJIECHUA Hecaxap-
HOTO AuabeTa Kak cjeacTBue MHGAHAMOYJIAPHOTO
runouaunTa.

Ilocsme BepuduKanmuu J[UMArHO3a TUATHOCTH-
YeCKMII MOUCK OBLI HaIlpaBJeH Ha OOHapysKeHUe
U3MEeHEeHUII CO CTOPOHBI BHYTPEHHUX OPraHoB.
VYV 2 pmereit MmyanIero Bo3pacta MHCTPYMEHTAJbHEIE
ncCIeI0BaHUA He BbIIBUJIMN BUCIIEPUTOB. Y 2 mereit
cTapIlero Bo3pacTa, KpoMe IOpasKeHus OpOUTHI,
ObLIN OOHAPYKEHbI U3MEHEHU B JIETKUX IO TUITY
«MaTOBOTO CTeKJa». ¥ MallueHTKH C Temaro-
CIIeHOMeTraJnell CUHAPOM ITMTOJM3a TPaKTOBaJIU
kak IgGy-accommupoBaHHOE IOpaKeHUe IIeYeHU.
YV sTOil manmmMeHTKH, 0 AAaHHBIM Y3UM, BLIABUIN
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U3MEeHEHUA CO CTOPOHBI CIIOHHBIX JKejes3. [[aHHBIe
V3U momxenynouHO Keae3bl ObLIN CXOAHBIMU Yy
BCEX MAIMEHTOB 1, BEPOATHO, HECIeIU(UUHBIMU —
HeOOJIBIIIOE yBeJIUYEHNE pPa3MEPOB IOMKENyA0U-
HOHM JKeje3bl, HEeDOJbIIIOE IIOBBIIIIEHNE JXOTEH-
HOCTH IIapPEHXMMbI, HEOJHOPOAHOCTL CTPYKTYPHI
C MHOKECTBEHHBIMM [JOIIOJHUTEJIbHBIMU DXOCHUT-
HajmamMu. Y 3 TMaIUeHTOB BBIBAJEHO VILJIOTHE-
HUE CTEeHOK KeJYHOro mysbipA. Takum o6Gpasom,
BUCIlEpAJIbHBIE TOPAKEeHUA OBLINU BBIABJIEHBI y 2
gereil — r’UIO(PU3UT, IOpaskeHNe JIErKUX, I'ellaTo-
CILJIEHOMETaJI .

Jleuenue y 3 meTeil IPOBOAMIN NEPOPATBHBIMU
raokokopTtukoctepounsamu (’KC) B MakcuMasib-
HOIT mose 0,5 MIr/Kr/cyT B COUETAHUU C IIUTOCTA-
TuKaMu. TOJBKO OZHA MAIMEHTKA C OTHOCUTEJb-
HO PaHO YCTAHOBJIEHHBIM AuarfHo3oM (3 MecsdAria)
mojiydyajia MOHOTepamui MuKodeHosata ModeTu-
JIOM B BHUAY OTCYTCTBMUS BHCIEpPUTOB. IlamueHT c
runodpusutrom noayuan 'KC u murimodochamuzn B
pelXuMe IyJbC-Tepanum, 3aTeM nepopaiabHbie I'KC
C e)KeMeCAUYHOU IIyJbC-Tepanuei muKIodochamu-
IOM B TeueHuUe 6 Mec. ¥ TAIMEHTKU C BBIPa'KeH-
HOM WMMYHOJIOTUYECKON AaKTUBHOCTHIO WCIIOJb-
3oBasiu nepopaibHbie I'KC B coueTaHmU ¢ IYJbC-
Tepanueil mukiaopochaMuIOM B TeueHHE 3 MecC.
UcnoabayeMmble m03bI HMuKJOodochaMuma y ngereit
cocraBuau 600—-800 mr/m2/mec. B mocienmyroriem
Yy 9THUX TallUeHTOB IuKJodochaMun ObLI 3aMeHEH
Ha wMukKodeHosata wmoderus. IlepBoHaAUAIBHBIN
OTBET Ha Tepamuio yepe3 3 Mec. OBLI XOPOIIUM ¥
BCeX AeTeil. ITO XapaKTepU30BaJIOCh KYIUPOBAHU-
eM KJINHUYECKUX CHUMIITOMOB CO CTOPOHBLI OPOUTHI.
Y mamueHTOB € IOpPasKeHNeM JIeTKHX IIPU IIOBTOP-
woit KT opramoB rpyAHOI KJIETKU OTMeUeHa BbIpa-
JKeHHasd TMOJIOKUTeJbHAasA AUHAMHUKA. Y MOAPOCTKA
¢ runo()M3UTOM YMEHBIINJINCH IPOSBJIEHUA Heca-
xapHOro nquabeTa, COKPATUIOCH KOJIUYECTBO CYTOU-
HOI Mouu 1o 2,5 JI, XOTA yAeJbHBIN BeC ocTaBajcs
HuskuM (1004-1007), mopmanuzoBamucsk ANCA,
y-TJI00yJIMHBI. ¥ TaIlMeHTKN C BBICOKOH Jabopa-
TOPHOI aKTHUBHOCTHIO HOPMAaJIM30BAJIUCh 3HAUECHUSA
CO9, TpaHcaMuHa3, OJHAKO COXPAHAJIOCH HEOOJb-
moe moBbimieHue ypoBHs IgG u y-ryI00yJIMHOB.
TakuM o0pa3oM, y 2 malueHTOB ObLIa HOCTUTHYTA
MeIUKaMeHTO3HaA PEMUCCUS, ellle y 2 MaI[ueHTOB —
HeIoJTHAsA peMuccuA. ITUM IallueHTaM pPeKOMEH-
IOBAaHO MIPOAOJIKUTH TEPANINIO PUTYKCUMAaOOM.

O6cy:xmenue

Takum o0Opasom, HamX HAOIIOJAEHUS TOJI-
TBepkgaoT, uro 1gG4-A3 aBiasgeTcsa MaIousydeH-
HBIM W TPYJHO AUArHOCTHUPYEMBIM 3a00JieBaHUEM
y nmereii. BoJabIIMHCTBO 3a00JEBITUX [IEBOUYKU
(3:1), uro corislacyeTcsi C MAaHHBIMHU JIUTEPATYPHI
[6]. Ananus aHamMHe3a IOKasaj, YTO y 2 IallueH-
TOB MMEJM MeCTO ajiIeprudyecKkue 3a00JeBaHUA —
ajeprusi K OeJKaM KOPOBBEr0 MOJIOKA, ITOJIJIH-
HO3, UYTO cOrJlacyeTcs C JaHHBIMU JIUTEPATyDHI.
OrmeueHo, uto y 40% mnamumenToB c¢ 1gG4-A3 B
aHaMHe3e WMeeT MeCTO AaTOMMYEeCKUl [JepMaTur,
MIOJLINHO3, OpoHxuasbHass actma [6]. CemeilHBIN

aHaMHe3 y BceX JeTeil ObLI OTATOINEH 10 ayTOUM-
MYHHBIM WJIN aJJIePrAYecKuM 3a00JIeBaHUSIM.

KinHnYeCcKUMU MPOABJIEHUSAMU, KOTOPHIE OKa-
3aJIMCh PEIIAINMU JJIA YCTAHOBJIEHUS AMAarHO3a
y HaIuxX IalleHTOB, 0e3yCJ0BHO, ObILIu obOpaso-
BaHMe opouTHl y 3 mereit m cuHApoM MukKyamua
Yy OJHOM MalnueHTKU. ITO COrJIaCyeTcsa ¢ JaHHBIMU
JIATEPATYPHI O IPe0dIafaIoNieM MOPaKeHNN OpOu-
el y gereii. Tak, B ucciaemoBanum F. Karim mu
COaBT. MOpasKeHue opOUTHI ObIJIO HamboJiee YaCThIM
nposaBieHuem IgG,-A3 u ormeuvanmocs y 44%
manueHToB, BTOPBIM mo uactore (12%) mposaBie-
HUeM ObLT ayTOMMMYHHBIN MaHKpeaTuT 1-ro Tuma.
Peixe BBIABIAIUN IOPAKEHUE JIETKUX, XOJAHTUT
u mopaskenme JjumpoyssnoB [5]. Cpok mocTaHOB-
KM [quarfLosa y HAIIUX [MalMeHTOB COCTABUJI OT
3 mec. 1o 1 roga (MenmaHa 7,2 Mec.) U HAIPAMYIO
3aBUCEJI OT CPOKOB MHpoBemeHus oOuomcuu u UI'X.
Y 3 mammeHTOB 3TO WCCJeLOBaHUE OBLIO IIPOBEJe-
HO JOCTaTOYHO OBICTpO. B 1ebioTe y maIlMeHTOB
C TopajkeHmeM OpOUTHI YCTAHABIWBAJIUCEH JUa-
THO3BI: THOMHBIA KOH'BIOHKTUBUT, aJIJI€PTUUYECKUHN
KOH'BIOHKTUBUT, TaK KaK UMEJU MECTO CUMIITOMBI,
CXOJHBIE C CAMBIMU YaCThIMU 3a00JIeBAHUSIMU TJia3
y mereit. OrcyrcrBue sddeKTa OT Tepamuud U IPo-
rpeccupoBaHme MPOJU(PEPATUBHBIX IIPOIECCOB B
opbuTe ABUJINCH IOKasaHueM K mpoBefgenuio KT
OpOuUT, TIe U BHIABIAIOCH 00BEMHOE 00pasoBaHUeE.
Y Bcex manueHTOB Oblia IMpoOBeleHa GUOIICUA, IPU
KOTOpO# Obliia BBIABJIEHA JUMQOILIa3MOIUTAPHAA
UHQUILTPAIU, ¢ yUyacTKamMu Gpudposa, 00IUTepu-
pyfommum paedurom. UI'X-ucciemoBanme mOATBED-
nuio skcrnpeccuio IgG,. Takum obGpasom, y Bcex
mamueHToB MOP(MOJOTHUECKN [OKAas3aH JUar€os
IgG4-A3.

Busyanbuble u3MeHEHUs B 00J1aCTH OPOUTHI
y pebenka 4 JjeT mpeacTaBJeHbl Ha puc. 1-3.
NudopMupoBaHHOe corjiacue Ha TYOJUKAIUIO
doTo mosy4YeHo.

B cBoe Bpema Z.S. Wallace u coaBT. BbIge-
aunmu 4 denoruna IgG,-A3 y B3poCIbIX, B T.d.
C TOpaskKeHWeM IO KeIyIOUHOI JKeJjiedbl M Trema-
Tobunuapuoii cucreMbsl (31%), peTpomepuToHe-
aJNbHBIA (PuOPO3, coUeTaIUiicA WJIU HE coUeTa-
fomuiica ¢ aoprutom (24%), mopakeHme TOJIO-
Bol u 1men (24%) um KiacCUUECKUN CHUHIPOM
Mukyanda ¢ CUCTEeMHBIMU HposBaeHuUAMHU (22% ).
UccnenoBanme BKJouaso 493 mamumeHTa mM3 IBYX
KOropTHBIX wuccienoBauuil [7]. Takum o6Gpasowm,
HAIII TAIMeHTHl COOTHOCATCA ¢ (PEHOTUIUUECKOMN
TPYIIION MOPaYKeHUA T'OJIOBBI U III€W U CUHIPOMOM
Mukyauya. IIpu Y3U opraHoB OPIOIIHOI TOJIOCTHU
y BCexX HAIWX IAIlMeHTOB Mbl BBISABUJIN W3MeHE-
HUSA B rernaToOuJInapHoil 30He B BuIe HeOOJIBIIIOTO
yBeJIUYEHUA Pa3MEPOB MOMKETYIOUHOMN IKeJe3bl,
IOTIOJIHUTEJbHBIX 9XOCUTHAJIOB B Heil, YTOJIIeHns
CTEHOK JKEeJUHOTO my3bipA. Ho TpakToBaTh 3TH
usMeHeHUsa Kak 1gG,-accomumpoBaHHbIE B HACTO-
dAllee BpeMdA He IMIPEICTABIAETCSA BO3MOYKHBIM,
HeobXoamMOo o0caenoBaHNe B TUHAMUKE.

OueHb WHTEPECHBIM SABJAETCA HAIle HaOJ0-
JeHre MalyeHTa C KJIWHUKON HecaxapHOro aua-



Oera, y KoTOoporo 3a 6 mMec. JO TOABJIEHUS H3Me-
HeHUH B opOuTe OBLIM O0HAPYKEHBLI M3MeHEeHUS
B rumoduse, paciieHeHHble KaK aJeHoMa THIIo-
dusa. Ilocse mosiBieHus obpasoBaHUs B opoOure,
MOP(MOJOTUUECKOTO HCCJAEIOBAHUS U YCTaHOBJIE-
Husa puarHo3a [gG,-A3 TpaKTOBKa MMEOIUX-
cA CUMITOMOB W3MEHUJACh, OBLJIO BBICKA3aHO
mpenmnoyokenre o6 wuHGAHAUOYIAPHOM TuUIoduU-
3UTe, KaK IMPOABJEHUU OCHOBHOI'O 3a00JI€BAHUS.
K coskanenunio, Mop@oJIoTUUECKOe ITOATBEeP K IeHIe
IgG,-acconmupoBaHHOTO TUIOMU3UTA IIPAKTUYE-
CKM HEBO3MOJKHO, IIOCKOJIbKY upes3pelleruaTas
O0uorcus HaHHOUW 00JacTH ABJsSEeTCA KpaliHe MHBA-
3UBHBIM uccyenoBanueM. OCHOBaHUEM [AJIs HAIIIETO
3aKJIOYEHUA IOCHYKUIN OUATHOCTUUYECKUE KPU-
Tepuu TUMOMU3UTA, IIPeNJIOKeHHble SAMOHCKUMU
SKCIIepTaMU: HaJW4YHe CHUMIITOMOB HeCcaxapHOTO
nuabera, yBenrmueHue runodusa, Haauuue 1gG, B
OouonTarax. YKasaHO, YTO YCTAHOBJIEHUE AWAaTHO-
3a BEPOATHOTO WHGMAHIMOYIAPHOTrO TUMIOMUUTA
BO3MOXKHO u mnpu obHapy:kenuu IgG, B Ouonra-
Tax APYTUX OpraHoB. IIpogeMOHCTPUPOBAHO, YTO
UHGAHAUOYIAPHBIN TUIO(GU3UT XOPOIIO IIOAJAET-
ca jgeuenuio I'KC [8].

Tak xak IgG,-A3 — mosmopranHoe 3aboJieBa-
HUe, CUMIITOMBI U TSK€CTb COCTOSHUS 3aBUCAT OT
JIOKaJMn3allii, CTeIeHU U PAaCIIPOCTPAHEHHOCTHU
nopakenusa opraHoB. Teuenuwe IgG4-A3 mosxer
OBITHL TAMKEJIBIM, B T.4. C (haTaJbHBIM HCXOIOM.
Saad M.A. u coaBT. IpeACTaBUIN OIIMCAHNE CAyUasd
TAMKEJOr0 TeueHUs U HebJarompUATHOIO HCXOona
IgG,4-A3 y 13-nerHell AeBOYKU C OOCTPYKTUBHBIM
MePUKapPAUTOM, TOTAJLHBIM IIOPa’KeHHEM JEeTKUX.
OTMeuaInch CJIOKHOCTA AUATHOCTUKYU COUYETAHUS
CHUMIITOMOB, YTO IIOTPE0OBAJI0 B IEPBYIO ouepenb
UCKJIOUeHUs TyOepryjaesa. Tem He MeHee Iep-
BUYHBIM OTBET HaA TepaIuio ObLJI OUEHBb XOPOIIUM,
ucnoabszoBanuck 'KC, asarmonpusn, MukodeHoa-
Ta modernsi. OmHAKO pemuccusi OblIa HECTONKOIL,
U Tocjenyioiiee o0OCTpeHMe B3aKOHYUJIOCh Mac-
CUBHBIM JIETOUHBIM KPOBOTE€UEHWEM, HECMOTPSA Ha
Tepanuio purykcumabom [9]. IlopakeHue Jerkux
ObLJIO ¥ 2 HAINUX TAIMeHTOB. ¥ IIOJPOCTKA C Heca-
XapHBIM AMa0eTOM IIPU IOWCKe OPraHHBbIX Iopa-
sKeHn# mo gaHHeIM KT opraHoB rpyaHoil KJIETKH
ObLIV BBIABJEHBI MHOKECTBEHHBIE IEPUBACKYJISAP-
Hble THQUJILTPATHI B IapeHXUMe U CYOILIeBPaIbHO
C HeUeTKUMHU KOHTypamMu. HUKaKuX KINHUUYECKUX
CUMIITOMOB CO CTOPOHBI JIETKUX Yy HaIlMeHTa He
oTMeuayiock. B TO BpeMs KaK y AEeBOUKU OTMeuya-
JIUCh JUXOpagKa, Kalllejlb. ¥ 000MX Ial[UeHTOB
mo pgauHbIiM KT opraHoB rpymHoOil KJIETKU OBLIN
BBISIBJIEHBI M3MEHEHUSA II0 TUNY «MaTOBOTO CTEK-
na». lVsvMeHeHHS B JIETKUX, IIO3UTUBHOCTH IIO
ANCA mocay:Kuam IIOBOAOM IJIs HCKJIIOUEHUS Y
oboux nereii ANCA-accomuupoBAHHOIO BaCKYJIM-
Ta. Takum o6pasom, mopaskeHue JeTKUX MOKEeT He
UMeTh KJIUHUYECKON CUIMTOMATUKHU, UYTO TpedyeT
MIPOBeIeHN A UHCTPYMEHTAJIBLHOTO 00C/Ie0OBaHUA.

Nmmynomornueckum Mmapkepom 1gGy-A3
ABJIsAeTCA TOBBINIeHNe ypoBHA [1gG, B CHIBOPOTKE
KpoBu Gosee 135 mg/dL [10]. Ho otcyrcTBUE

Puc. 1. HavansHble mposBieHus 3a0oseBaHusa (a) m BUJ
Ha0/I0aeMoii ManMeHTKN Yepe3 3 Mec. OT Hadaja 00Jie3HU

(6).

Puc. 2. Bung HaGarogaemoii manueHTKH 4epe3 6 mec. (a) u
yepes rox OT Hauajga Gose3nu (0).

Puc. 3. Bug HaGaromaeMoii mManuMeHTKH yepe3 3 Mec. Iociae
XUPYyPruyeckKoro jeyenus: u 6asucuoit repanuun 'KC u maii-
dopTHKOM.

noBblIeHus 3HauveHuit IgG, He mcKJouaer 3a00-
JIeBaHUsA, TaK K€ KAK W IOBBIIIEHHBIA yPOBEHb
IgG, mosxer HabmonaTbesa y aogei 6e3 IgG,-A3.
VYposens IgG, B CHIBOPOTKE ONPENEIISATICH ¥ TOJBKO
2 mamueHTOB, U OH OBLI B HOpME. BTOpPBIM KpuTe-

b IIPAKTHUYECKOMY BPAYY
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pueM ABJIgeTca yBeauwdeHme orHommenusa 1gG,/1gG-
TMOBUTUBHBIX IJIa3MaTUUYECKUX KJeTOK OoJsiee 40% .
Y wmammx wnanuedToB npum WI'X-ucciaemoBaHUMT
B Omomrarax npucyrcrBue 1gG, omeHmBasoCh OT
30% mo 40%, uro cumTaeTca MOPQOJJIOTUUECKUM
MOATBEPIKACHNEM IUarHos3a.

NvMMmyHOJOrnYecKass aKTUBHOCTD, BhISIBJICHHAS
y HaIIUX HAIlMeHTOB, HYKAAeTCd B OOCYKICHUM.
Tak, corJiacCHO aMePUKAHCKUM ¥ €BPOIEHCKUM
Kpurepuam 2019 r., KpuTepmaAMHU UCKJIIOUYEHUA
mia IgG,4-A3 aBnaoTca nuxopanka, Hamuuue AT,
KOTOpbIe SABJAOTCA MapKepaMu APYyruUX, B T.d.
peBmaTuueckux saboseBanuii (AH®, AT k [THK,
ANCA, SSA/Ro mmu SSB/La, PHII) [11, 12].
B 9T0i1 cBSA3U y MAIMEHTKU C MOJUOPTaHHBIM Hava-
aoMm IgG,-A3 BOSHUKJIM CJIOKHOCTY IpU Bepudum-
Kanuu AuarHosa. ¥ AeBOUYKHU ObLIa JUXOpagKa B
nmebioTe, u omHOMOMEHTHO BhiABIAAAUCh AT k [THK
u ANCA. VYV mamnueHTa ¢ mopaskeHueM rumodusa,
OpOUTHI U JIETKUX OTMEUYAaJiCs MOBBIMIEHHBIN ypo-
BeHb V-Ti00yauHOB M ANCA. CxolKecTb KJIWHU-
yeckux mpoasiaenuit u Haauume ANCA B oboux
cIydyasaXx 3acTaBJAIM HCKJIIOUATH I'PAHYJIEMAaTO3 C
noJuaHruuTOM BereHepa, W TOJBKO Pe3yJIbTATHI
O6wmorncuu noxTBepauin Hanuuume 1gGy-A3.

B snuTeparype o0CysKIaeTcs IPUCYTCTBUE pPas-
auuHblXx apyrux ayToAT y mamuentoB c¢ IgG,-A3.
IT0BOJILHO HEOMHOSHAYHBIN B3TJIAL HA IPUCYTCTBUE
ANCA, kax xkpurepus wuckiaioueHus I[gG,-A3.
Tak, UMeIoTCA COOOIIEHUSA O TOM, UTO y TallieH-
TOB C T'PAaHyJIEeMaTO30M W MOJUAHTMUTOM Beremepa
BosMmo:kHO mpucyrcrBre kKak ANCA, tak u IgGy.
OfHAKO TpU TMOJUAHTUUATE MOPAYKAIOTCS MPEUMy-
IIIECTBEHHO MeJIKVE U CPeJHUEe COCYAbI, TOTAA KakK
npu IgG,-A3 wmmeer MecTOo IIOpa’keHHE AaOpPTHI.
Kpome Toro, o6Gcy:kgaeTca BO3MOYKHOCTBL IIepe-
KpecTHOTO overlap cumHApoMa mpu aTHUX 3aboJeBa-
HuAax [13, 14]. B To e Bpemsa B UCCJIeTOBAaHUU
Erden A. u coaBT. y MamueHTOB, MO3UTUBHBIX II0
ANCA, He OBLIO BBIABIEHO MOPQOJOTUUECKUX
mauubiXx ANCA-accouupoBaHHBIX BACKYJIHTOB
[15]. ¥V wmamero mammeHTa coueTaHUE KJIMHUUE-
cknx mnpusHakoB [gG,4-A3 ¢ TOIOKUTEIHHBIMU
ANCA norpe6oBayio peBu3uu 6UOITATa, IIPU KOTO-
poii TaKKe He OBLIO BBHISIBJIEHO MOP(OJIOTHUECKUX
MPU3HAKOB BacKyauTa. EcTb JaBa HaOJMIOOeHUA
B OTEeUeCTBEHHOI jmreparype coueranus 1gG, u
ANCA npu orcyrcTBuu Backyauta [16].

Takum o0pasoM, BCe HAIK MAIUEHTHI MUMEJN
mopakeHre OpOUTHI, Y 2 MAIMEeHTOB OTMEYaJIoCh
BOBJIEUEHME APYTUX OPraHoB — rumodusa, JEerKux,
MeYeHu, MoUeK. ¥ 2 MalUeHTOK ¢ M30JUPOBAHHBIM
mopa’keHrneM OpPOUTHI He OBLIO KaKux-aubo Jiabo-
PaTOPHBIX W3MEHEHWI, 3a WCKJIUYEHWEeM IIOBBI-
meHus: ypoBus obmiero IgE y manueHTKY paHHEro
Bo3pacra. Y HaIMeHTOB C MHOKECTBEHHBIM IIOpa-
JKeHMeM OpPraHOB OJHOBPEMEHHOe IPUCYTCTBUE
AT x JOHK, ANCA 3aTpyAHAJO IHUATHOCTUKY.
B KOHEYHOM HUTOTre PEIIaoI[UMU AJsS IOCTAHOBKU
OUarHosa ObLIM KJINHUYECKHe CUMIITOMBI U [JaH-
Hble Ouoncuu ¢ UI'X-uccienoBanuem.

Buibop Tepanuu OUpenesAsicas KJINHUUYECKUMU
MaHHBIMU, BO MHOTOM B3aBHUCEJ OT KOJUUYeCTBa

3aMHTEPECOBAHHBIX OPraHOB, OBICTPOTHI PA3BUTUSA
mporecca. Tak, AeBOYKa paHHEr0 BO3pacTa II0Jy-
vyaja I'KC B coueraHmu C IUTOCTATUKAMH W3-3a
MO3qHel AMarHOCTUKYU 3a00JIeBAaHUSA U IIPOJOJIMKEH-
HOrO pocrta o0pasoBaHus. JloCTUIKeHWEe PEeMUCCUU
KOHCTATUPOBAJIOChH Yepe3 3 MeC. Ha OCHOBAHUU
yayuieHus kapTubl KT op6ur. Y 2 mamueHTOB C
MHOJKECTBEHHBIMU opTraHHbiMu nopakenuamu I'KC
couertanuch ¢ murocrarukamu. Ha sroit Tepanuu
OBLJI JOCTUTHYT XOPOIIHUM, HO HEMOJHBIH sddeKT,
O3TOMY STUM MHAI[MeHTaM OBbLIO PEKOMEHIOBAaHO B
IajbHeHIeM MCI0JAb30BaTh puTyKcumab. TosbKo
OMIHOI MAIMEeHTKEe ¢ U30JMPOBAHHBIM MTOPAKEHUEM
OpOUTHI W PAHO YCTAHOBJEHHBIM IUATHO30M ObLiIa
HasHaueHa MOHOTepanus MuKoheHosara moheru-
agom. CraproBasa mosa I'KC y mammux mamnueHTOB
ovrta He BbImle 0,5 ™Mr/Kr/cyr. dauTenbHOCTH
tepanuu I'KC B moaHOM mose cocTaBisana 4—6 Hef.
C MOCJIeAYIONINM CHUKEHNEM 035,

Ilogxompl K Tepamuu B MeIUATPUU SKCTPA-
MOJIMPOBAHBI M3 Tepamuyd B3POCIBLIX IAIMEHTOB
¢ IgG,4-A3. Ilpemaparom BbIOOpPa Il JIeUeHUS
IgG4-A3 sasasiorca T'KC. OcuoBHBIM (hakTOpOM,
OIpeNlesIIIOIMM OTBET Ha JieueHue, CUYUTAIOT
(ubpo3: uem Oojiee BBIpasKeH (PUOPO3, TeM HIKE
miaHchl Ha wuajgeyeHune. I[IOJIEBHBIM JUATHOCTUYE-
CKUM IIPUBHAKOM SBJIAETCS OBICTPOE YJIYUIIEeHNe
cocrodgHUsa B oTBeT Ha JeueHue 'KC. [[nmTenbHOCTD
aeuenus 'KC pexomenayercsa B Teuenue 3—6 mec.
Opuako mocyie ormenbl 'KC BBICOKa dacTOTa peIu-
IuBOB (34—53% ). ¥ mamueHTOB ¢ pePpaKTEPHBIM K
CTaHIAPTHOMY JIEUEHUWIO 3a00JIeBaHUEM MOTYT IIPH-
MeHAThCA Mpenaparbl 2-ii jguHum (MukrodeHoIaTa
Mo(eTmsi, asaTUONPUH, METOTPeKcaT), HO Ha [JaH-
HBI MOMEHT HET MCCJIeJOBAHMH, TOKA3BIBAIOIINX UX
sdexruBHOCTE IIpU 1gG4-A3. Takke nisa gedeHUA
IgG4-A3 wucnonbp3yioT puUTyKCcMMad, IIpU IpUMeHe-
HUM KOTOPOTO Habtomaercsa ObICTPhId adderT [17].
B oreuecTBeHHOII JMTEpPAType OIMMCAH YCIIEITHbIN
OITBIT JIeUeHusA pUTyKcuMabom y 10 B3pOCabIX HAIH-
eHToB ¢ IgG,4-A3 B coueranuu ¢ nuKI0DOchHAMULIOM.
Y Bcex mMaIMeHTOB OTMeUaJCAd XOPOIuil 3hdeKT oT
repanuu [18, 19]. V namueHTOB, pedpaKTEPHBIX
K pUTyKcuUMaly, OTMeUeH XOpoinuii sddeKT mnpu
nmpuMeHeHnu abararenta. Ho MexaHusM, IIOCpen-
CTBOM KOTOPOro afaTalenT BJIKSIET Ha CIIOCOOHOCTH
MEeHIPUTHBIX KJIETOK ¥ Makpo(daroB CMHTE3WPOBATH
uHrHOUTOpP mNposudeparuu T-KIETOK, HEU3BECTEH
[20]. Kpome Toro, mmerorcss coobieHus o6 sddex-
TuBHOCTU OOopTesommba (Bortezomib), muruGurTopa
MIPOTE0COMBI, TIperapara AJs JeUeHUsI MHOKeCTBEeH-
HOM MWeJIOMBI, y MalueHToB, pedhpaxTepusbix K TKC
U Xupyprudeckomy JedenHuio. OZHAKO B ITaHHOM
WCCJIeIOBAHUY IIperapaT KCIO0Jb30BAJICSI BMECTe C
nurJodochamumom [21].

3akiaouyeHue

Kax nokasanu wHamm HaOmonenus, 1gG,-A3
SABJIAETCSA CJOKHBIM M TPYLHBIM IJIS TUATHOCTUKU
3abosieBanmeM, ocobeHHO y mereii. CaMbIM YaCTBIM
KANHUYECKUM IIPOSABJIEHNEM y HAIINX MaleHTOB
OKasaJioch TopakeHue opouTsl. OmHako y 2 marm-
€HTOB OHO OBLIO OTCPOYEHHBIM BO BPEMEHH, UTO



3aTPYAHANO [OWATHOCTUKY. BoBieueHuMe IPyrux
OpraHoB, B YaCTHOCTU, KpaiiHe DPeIKO BCTpeualo-
merocsa TUNO(GU3UTa, 3aCTABJANO ITPOBOAUTEL IUD-
(hepeHITMANBHBIN OUATHO3 C OIYXOJbIO TUIOMU3A.
JlaGopaTOpHBIEe MCCJIENOBAHUSA Y HAIUX IIAIlMeHTOB
OLLIM BO MHOTOM HeCIeIM(PUUYHBI, a OLHOMOMEHT-
Hoe mpucyTcTBue AT, CBOMCTBEHHBIX PasHBIM PEB-
MaTUYEeCKUM 3a00JIeBaHUSAM, CO3AABAJIO CJIOKHOCTHU
B UX TPaKTOBKe. YpoBeHb 1gG, B CHIBOPOTKE OKa-
3ajicsi HOPMAJbHBIM y BCeX IAIIUEHTOB U TaKUM
00pasoM He MOr' OBITH OIIOPHBIM JAG0PATOPHBIM
KpuTepueM. B CBS3M ¢ 3TUM <«30JIOTBIM CTaHIAP-
TOM» MUATHOCTUKU SBJISETCA IIPOBeAeHUe OMOIICUU
¢ UI'X-uccnemoBanuemM 1 OO0HaApPY»KEHUEM BBICOKOM
monu skcnpeccun IgG,. Ha ocHoBaHmu »sTOTO 1!
ObLI YCTAHOBJIEH OUWArHO3 y HAIIUX OOJbHBIX. B
JIeYeHUU [eTell IPUMEeHAI0TCA IpernapaThl, KOTOpbIe
WCIIOJNIB3YIOTCS AJIs JIeUEHUs APYTUX ayTOUMMYH-
HBIX 3a00JieBaHWI, OZHAKO HET [J0KasaTeJbHBIX
HUCCIeMOBaHUN MX 3(PHEKTUBHOCTH U CIIOCOOHOCTH
IpeoTBpPAaIaTh IMIPOTPeccUpPoBaHUe 3a00JieBaHUAA.
Tem He MeHee B Halllell cepuM HaOJIOAEHUN YAAJI0Ch
IOCTUYb KJIMHUYECKOW U J1a0OpaTOPHON pPEeMUCCHUU
y 2 mamueHToB ¢ JIOKaJIbHOU (opMoii 3aboieBaHUS.

Bxnao asemopoeé: 8ce asmopvl 8 deHOﬁ cmeneHu 8Hecau
ceoil exnad 6 pPYyronuce, paccmompenu ee OKOHYaMmMeJbHblLil
eapuaHnm u danu cozaacue Ha ny6ﬂuxauum
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BO3MOJXHOCTN ITPUMEHEHUS TIMMEKPOAMMYCA B TEPAIINU
ATOIINMYECKOI'O AEPMATUTA

LOTAOY BO «PoccuiicKuii YHUBEPCUTET APY>KOBI HapOAOB», T. MOCKBa,
2I'BY3 r. MOCKBBEI «AeTCKasi TOPOACKAsi KAMHAYeCcKast OoAbHHUIIA M. 3.A. BamiaseBoit A3SM», r. MockBa,
SOI'BOY BO «CaukT-ITeTepOyprcKuii roCyAapPCTBEHHBIN TTEANATPUYECKUA MEAUITUHCKUN YHUBEPCUTET»
M3 PO, r. Caukr-TTetepbypr, 4OTBY ATTO «LleHTparbHasi TOCYAAPCTBEHHAsS MEAUITUHCKAST aKaAECMUSI»
YnupaBaenusi penamu I1pesupenta PO, r. Mocksa, PO

Aronmuecknii nepmatut (At/l) ABIAETCS PACIIPOCTPAHEHHBIM XPOHUYECKHM 3a00J€BaHUEM KOKH,
KOTOpOE BCErJa COIPOBOSKIAETCA 3yOAOM M OKAa3bIBAeT BHIPA’KE€HHOE BJIHNSIHUE HAa KAaYeCTBO SKU3HU
namuenrta. Ileapio Tepanmuum At/l, KaKk M JI000r0 XpPOHHMYECKOTO IepMaTo3a, SABJIAETCA TOCTHIKe-
HUE CTONKOH PEeMHCCHHU, YTO, YUUTHIBAS IPUPOAY 3a00I€BAHUI, BO3MOSKHO CIEJATh IIPH ITOMOIIU
cpeacTBa, 00JIAAIONIET0 IPOTHBOBOCHAJINTEIbHBIM IIOTEHIIHAJIOM U BBICOKMM npoduieM Ge3omac-

HOCTH. B cTaThe paccMaTpHUBAIOTCA TepaleBTHYECKHe BO3MO:KHOCTH IIPHMMEHEHHS MIMEeKPOJINMYCca
y nmamueHToB ¢ At/l.

Knrouesvie cnosea: amonuueckuili Oepmamum, monuyeckue UH2UOUMODPbL KAALUUHEBPDUHA, NUMe-
Kpoaumyc, daude..

Hum.: O.5. Tampasosea, I''A. Hosux, A.B. Tampasosa, I'.D. Bazpamosa, A.I'. Cyxomura. Bosmodrc-
HOCMU NpuMeHeHUs NUMeKpPOIUMYCA 6 mepanuu amonuieckozo depmamuma. ITeduampus um.
I'.H. Cnepancrozo. 2024; 103 (2): 86—-92. DOI: 10.24110/0031-403X-2024-103-2-86-92.
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POSSIBILITIES FOR THE USE OF PIMECROLIMUS
IN THE TREATMENT OF ATOPIC DERMATITIS IN CHILDREN

IPatrice Emery Lumumba People's Friendship University of Russia, Moscow,
27.A. Bashlyaeva Children's City Clinical Hospital (.M. Osmanov, Managing Director, Prof.), Moscow,
3Saint Petersburg State Pediatric Medical University, Saint Petersburg, 4FSBI of Additional Professional
Education «Central State Medical Academy» with the Office of the President of the Russian Federation,
Moscow, Russia

Atopic dermatitis is a common chronic skin disease that is always accompanied by itching
and has a significant impact on the patient's quality of life. The goal of therapy for atopic
dermatitis, like any chronic dermatosis, is to achieve stable remission, which, given the nature
of the disease, can be achieved with the help of a drug that has anti-inflammatory potential
and a high safety profile. The therapeutic options for the use of pimecrolimus in patients with
atopic dermatitis are observed in the Article.

Keywords: atopic dermatitis, topical calcineurin inhibitors, TCI, pimecrolimus, Elidel.

For citation: O.B. Tamrazova, G.A. Novik, AV. Tamrazova, G.E. Bagramova, A.G. Sukhotina.
Possibilities for the use of pimecrolimus in the treatment of atopic dermatitis in children. Pediatria
n.a. G.N. Speransky. 2024; 103 (2): 86-92. DOI: 10.24110/0031-403X-2024-103-2-86-92.

Aronmueckuii gepmatut (ATI[) — XpoHHUYECKOe pasHOOOpasHble KJIMHUYECKUE IIPOSABIECHUS U 9BO-
penuIuBUPYIOIee BOCHAJIUTEJIbHOE 3abojeBaHue JIOTUBHYIO AuHAMUKY [1]. Arll aBaserca ogHUM U3
KOKM, KOTOPOe COIPOBOKIAeTCA B3yIOoM, uMeeT Haubojee pACIPOCTPAHEHHBIX 3a00JIeBAHUH KOMKU
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u Berpeuaercss y 20% mereit m 2—10% B3poCIBIX
mo Bcemy mupy [2]. Manudecramua At/ B 607b-
IIWHCTBE CJIy4YaeB BCTPEUaeTCs B BO3pacTe OT 3 [0
6 mec., mpu sTom mpumepHO y 60% manmeHTOB
BBICHITIAHUS Pa3BUBAIOTCA B TEUEHUWE IIEPBOTO roja
sKusHu, a B 90% — B TeueHme mepBBHIX H JeT [3].
HecmoTpsa HA TO, UTO y OOJILIIMHCTBA JAeTeil 3a6o0-
JeBaHue mpoxoxutT ¢ romamu, y 10-30% sromeit
3abo0J/ieBaHNe COXPAHSETCA BO B3POCJIOM BO3pACTe
[3]. CyiiecTByeT MHeHMe, UTO «IIepepacTaHue» aTo-
TUYecKoro 3aboJeBaHUA He IMPOUCXOIUT, a HabJIIo-
IaeTcs IEepPUo]; CTONKON PeMUCCUU.

Pacopoctpanernocts AT/l pacreTr mo Bcemy
MUPY € KaAbIM rogom. Tak, 3-a (asa mexgyHa-
POJHOTO MCCIeTOBAHUSA aJJIEPTUU U aCTMBI Y AeTe
(ISAAC) mposeMOHCTPUPOBAJIa, YTO BCTPEUAEMOCTH
Ar]l yBesmumiach B peruoHaX C HUSKUM YPOBHEM
IOoXO0I0B, Takux Kak Jlatmackasa Amepura u IOro-
Bocrounass Asus, KOTOpble HA [JaHHBINI MOMEHT
CUMTAIOTCA PErMOHAMU C OTHOCUTEJIHBHO BBICOKOM
pacupoctparHeHHOCTBIO AT]I [4].

Irtuosorusa At/ caoKHA, MHOTOTpaHHA u
0 KOHIlA He m3yueHa. [IpuHATO cUMTATh, UTO B
OCHOBe TIaTOTeHe3a JepMaro3a JieKaT HapylleHue
KOKHOTO Oapbepa U [OUCPETyJIANUA UMMYHHON
CHUCTEMBbI, KOTOPBIE PEATN3YIOTCSA C yUacTHueM reHe-
TUUYeCKNX M BHeIHUX (GaxTopoB [5]. CemeiiHblit
aHaMHe3, a UMEHHO HajJuuue y POAUTeJedl acTMbI
WU aJJIePTUUYecKOro PUHNTA, TaKiKe IIpeapacioJia-
raeT K Pa3BUTUIO ATOINU, YTO O0BACHAETCA OOIIU-
MU TeHeTUuYeCKUMUu u HaTOCl)I/I{SI/IOJIOI‘I/I'-IeCKI/IMI/I
MexaHusMamMu, Koxupyiomumu Th2-zaboneBanms.
Y uacrtu mnammentoB At]l sABasieTrca mpepie-
CTBEHHUKOM IIOCJIeIOBATEILHOTO Pa3BUTUA PY-
TUX aJJIePruYecKuX 3a00JieBaHUIl — KOMIIOHEHTOB
«aTOMIMYECKOTO MapIlia»: aCTMbI U aJIJI€PTUUECKOTO
puruta [6]. OTmeuaerca 3HauMMasg KOPPeJANUA
Ar][l u numeBoit aymiepruu. IIporaos aronnuecKoi
0oJie3HM He Bcerjia IPEACKasyeM U MOMKEeT MMETh
MHOJKECTBO TPAEKTOPHUI DPasBUTUA: Y HEKOTOPBIX
namueHToB ¢ AtJl ¢ Bo3pacToM He DPa3BUBAIOTCH
Ipyrue ajjaeprudyecKre 3a00jieBaHUSA, TOTAa Kak
Yy IODPYTrUX MOMKeT NOABJIATBHCA WJIW acTMa, WA
ajlIeprudecKuil PUHUT, WJINU IOJHBIA «aTolInue-
CKUil MapI» B TeueHWe KOPOTKOI'0 Iepuoja Bpe-
menu [7, 8]. Pannee onpenenenue (paKTOpPOB pUCKa
U TPaeKTOpWil PA3BUTHUS «aTOMUYECKOTO MapIia»
SIBJISETCA TEPBON CTYMEeHBID K NPOPUIaAKTUKE
MOSABJIEHUST AJIJIePrUYecKuxX 3abojsieBaHuii opra-
HOB gwnIixaHud. L. Yang u coaBT. B cBoell paboTe
MIPOIEMOHCTPUPOBAJIN, UTO BO3MOYKHBIE (DAKTOPHI
pUCKa Pa3BUTHUS «aTOMUUYECKOTO MapIla» BEePOsT-
Hee BCEro 3aJI0KEHBI HEMOCPEJCTBEHHO B OCOOEH-
HOCTAX TeueHUA AT/l, KOTODPBIII MOYKET OKasaThb
BAUAHUE HA MaJbHEHNIIYI0 TPaeKTOPUio (HOpMUpo-
BaHUA aJlyIepruueckux 3aboseBanmii [7].

Knununueckasa waprtuaa Ar][ Bapbupyer B
3aBUCUMOCTH OT BO3pacTa maiueHTta. B miameHuye-
CKOM mepuojie mpeobJiaziaeT sKccyqaTuBHas dopma
3aboseBaHusA, TPU KOTOPOU BBICHITAHUS pPAa3BU-
BatoTca B obsactu miek u Ha J0y [3]. Ilosnmmee
9KCCyAZaTUBHBIE€ BBICBIIIAHWA MOT'YT BCTPEUYATBCA B

WHTEPTPUTMHO3HBIX 30HAX: Iled, IIOOAMBIIIIEYHEbIE,
JIOKTEBbIe U TONKOJIEHHbIe SIMKHW, a Ha TYJOBU-
e M KOHEYHOCTAX — B BHJAE 9PUTEMbI U IIallyJI.
B Bospacte mo 2 jer Beichimanusa mpu AT moryT
HaO0J0JaThCA MOUTH Ha JIIOO0M YYacTKe KOXKHOTO
TIOKPOBA, 3a HCKJIOUEHWEM Hoca W 00JIacTU TOJ-
rysuukoB [3, 9]. Herckuii mepuon At (ot 2 mo
12 jeT) xapaKTepusyeTcs MOSBJIEHUEM MUJIMaPHBIX
U/Unu JeHTUKYJIAPHBIX IamyJi, IalyJo-Be3uKyJI U
SPUTEMATO3HO-CKBAMO3HBIX 9JIEMEHTOB, KOTODPHIE
OTMEeUaoTCsA HA KOKe BEPXHUX U HUIKHUX KOHEU-
HOCTE, JIOKTEBBIX U TMOAKOJEHHBIX SIMOK, B 00Ja-
CTU 3aIACTUU U I'OJ€HOCTOIIHBIX CyCTaBOB. [laHHBIE
BBICBITIAHUSA 3aYaCTYI0 COIPOBOKJIAIOTCA JKCKOPU-
anuaAMU, TPUCOEAVHEHWEM BTOPUYHOU WHMEKINU
u (QopMupoBaHWEM JUXEeHU(GUKANIUU B 00JaCTH
XPOHUYECKUX OUaroB. B MOAPOCTKOBOM U B3POCIOM
nepuose Art]] mpeacTaBiieH SpUTEMATO3HO-CKBa-
MO3HBIMHI BBICBIIIAHUAMMU Ha q)OHe BLIpa}KeHHOfI
JUXeHU(PUKANY, JOKAIUIYIOIUMUCA B 00JacTu
JIOKTEBBIX ¥ KOJIEHHBIX CTub0OB, CcrubaTebHBIX
moBepxHOCTel. HacTo mopaskaeTcd KoKa B 00JacTH
KHCTeil u CTOI, a TaKkiKe Jiniia u 1ieu, rae (Gopmu-
pyercs ocobast popma Atll (head & neck), sa cuer
MEePeKPeCTHHIX AaJIEPIUYecKUX peakIuii ¢ aHTH-
reHaMu m MerabosuTamu Tpumba poma Malassezia,
KOJIOHU3UPYIOIero cebopeiiabie 30HbI [10].

3yn fABISETCA OCHOBHBIM U 00A3aTeJbHBIM
cumnTomom At]l, Koropeiii peanusyercsa y 100%
MaIUeHTOB, U MOJKET, C OJHON CTOPOHBI, KaK 3amy-
CKaTh KacKaj BOCHAJIUTEJbHBIX DPEeaKI[Uii, IPUBO-
I K IOABJIEHWIO BBICBHIIAHUU, TaK U YyXYAIIaTh
TeueHUe cyIecTByooIinux ouaros [11]. Bosee Toro,
MOSABUBIIIEECSA OIyIleHne 3yJa B BOCIAIUTENb-
HOM oYare MOMET IIPUBECTU K IIOBBIIIIEHUIO YYyB-
CTBUTEJBHOCTH K MEXaHUUECKUM DPa3AParKkuTesIsiM
YUCTON KOMKU BOKDPYT HOPAKEHUA — AJJIOKHE3UCY
[12]. dauubii (heHOMEH TPUBOAUT K YBEJIUUEHUIO
IJIOIIAAN BBICHITAHUN W yTAMKeJeHUo 3abojeBa-
HUA. 3y ABIAETCA OCHOBHBIM CHMIITOMOM, BJIWS-
OIUM Ha KadyecTBO JKu3HW. Hampumep, wuccie-
IoBaHUsA, mpoBedeHHble A. Dawn u coasr. [13] u
J. Schmitt u coasr. [14], mpomemoucTpUpOBaIH,
uto 91% (n=304) manueHToB ¢ AT/ MCHOBITHIBAIU
3yn exemHeBHO, a 25% wu 36% mnmamueHTOB yKa-
3bIBAJIM OCHOBHOM I[EJIBIO0 JIEUEHUS — YMEHbIIIeH’e
WHTEeHCUBHOCTHU 3yna. HapyiieHue cHa, KOTOpPoOe
HaOJtofaerca y 2/4 manueHToB ¢ At]l, IpUBOIUT K
JHEBHOM yCTaJIOCTU, TOSBJIEHUIO TOJIOBHBIX 00JIei,
CHII)KEHUI0O NpOAyKTuBHOCTH. Ilommmo dusuue-
CKUX CUMIITOMOB, mamueHTbl ¢ ATI[ oTmeuaioT
CHI)KEeHNEe CAMOOIEHKUW U OTPHUIATESbHOE BJIUA-
HUEe [epMaTo3a Ha COIUAJbHBIE ACIEeKThI JKU3HU
[15]. B uccaemosaunuu F. Balieva u coast. 0bL10
OTMEYeHO, UTO HAPYIIEeHUS KauecTBa KU3HU IPU
YMEepeHHBIX U TdKeJbIX opmax Ar[] comocraBu-
MBI C TAKOBBIMU IIPU TIcopumase, numabeTe U cep-
JIEUHO-COCYAMCTHIX 3a00JIeBAHUAX. YUUTHIBAA TO,
yro At][ — sTO0 3abojsieBaHNe IPEUMYIIIECTBEHHO
JIETCKOT'0 BO3pAacTa, HAPYIIeHWS KauecTBa JKUIHU
OTMEUaIOTCA TaKyKe U y POAUTeseli, KOTOPhIe OCy-
ITEeCTBJIAIOT yYXO07 3a marueHToM [16].

BPAUY




o 2

N

Hecmorpa Ha TO, YTO OGOJBIIIOE KOJUUECTBO
MaTOreHeTUUECKNX KOHIENIUNA U ITHUPOKUHA
CHEKTP IPOBOIUMPYIONIUX U IIPEIPACIIOJIATAIOITNX
(bakTOPOB, POJIb KOTOPHIX B PA3BUTUU U IIPOTpeEC-
cupoBauuu ATt/ peryiapHO IepecMaTpUBAETCA
U UW3y4aeTcs, OCTAIOTCA A0 KOHIA HepeIleHHBIe
BOIIPOCHI O CcIIOcO0ax Tepamuum U HTPOPUIAKTHU-
Ku gepmarosa. B repanuu At]l Jerkoii m cpepn-
Hell CTemeHW TAMKECTH WCIOJb3YIOT 9MOJIEHTHI,
TommuecKkue TIOKOKopTukoctepounsl (TI'KC) u
TomMuecKrue WMHruoOuTophl KaabiimHeBpuHa (TUK)
[3, 9, 17]. Tamensle, a TakKe pedpaxKTepHbIEe K
TOIIMUYECKOM Tepamuu (PopMbl 3abosieBaHUA TPEOY-
0T Ha3HAYEHWs, IIOMHMO HaPYKHOW Tepamuu u
CHCTEMHBIX WMMMYHOIEIPEeCCaHTOB, (OTOoTepanuu,
uHTUOUTOPOB SHYC-KMHA3, TEeHHO-UHIKEHEePHBIX
O6uoJsiormuecKux mpemnapaToB. KoHTpossa 3a 00Jb-
IIWHCTBOM KJUHUUYECKUX caydaeB AT]] BO3MOKHO
IOCTUYb IIPU ITOMOIIY TOIMUYECKOI Tepanuu, OJHa-
KO Jajke MPU MPUMEHEHUUM COBPEMEHHBIX HapyK-
HBIX IIPeNapaToB B PeaJIbHOM KJIMHUYECKON IpaK-
THKE BOSHUKAIOT TPYAHOCTU KOHTPOJSA PEMUCCUU
u 000CTpPeHUIi, UYTO B OOJIBIIEH CTENEHU CBA3AHO C
XPOHUUECKUM, PEIUAUBUPYIONIUM U JIUTEIbHBIM
TeueHnueM 3aboneBaHus. TITKC saBasioTcsa mepBoit
JUHUEN U «30JI0OTBIM CTaHJApPTOM» B JEUEHUHU
Ar]l, oJHAKO TPU IJIUTEIbHOM IPUMEHEHUU OHU
MOTYT MPUBOAUTEL K (POPMUPOBAHUIO HEXKeJIaTeJb-
HBIX 3¢deKToB. [aurenbHoe ucnosab3opanue TI'KC
Ha «HEXHOW» U TOHKON KoKe (BeKu, JUIO0, IIed,
CKJIaJJKM, IIOJIOBBIE OPTaHbl) IPUBOAUT HE TOJBKO
K Pa3BUTUIO aTPOPUU KOXKU, TeJIeaHTHOIKTA3UAM,
epruopaIbHOMY OEePMATUTY, T'UIEPTPUXO03Y, IIHUT-
MEHTAIUY U APYTUM HeKeJIaTeJIbHBIM ITOCJIeICTBU-
AM, HO ¥ OpraHCIeNU(PUUYECKUM OCJIOKHEHUIM
(HampuMep, K KaTapaKTe ¥ BTOPUYHOM TIJIayKoMe
Ipu HaHECeHUU Ha BeKu). ¥ neTeil mOGOUYHEBIE Jeli-
crBua TI'KC peanusyiorcd 3HAUUTEJIBHO OBICTpEE,
YyeM y B3POCJBIX MHAIMEHTOB. YUUTHIBAsA XPOHU-
vecKoe, penuauBuUpyioinee Tteuenue AT, miu-
TEJIBHOCTh KOTOPOTO MOJKET [TOCTUTaTh [OecaTKa
JIeT, 0Cco0yI0 BasKHOCTH HPUOOPETAIOT IIpernapaThl
C BBICOKMM npoduiaemMm 06e30maCHOCTU, KOTOPBIE
MOYKHO KCIIOJIb30BAaTh HE TOJBKO B CTaIUU AKTUB-
HOTO JIeUeHUdA, HO U AJIA HOAAEP:KUBAIOIell Tepa-
nuu 3aboseBaHuA. TakuMu mOpemapaTtaMu ABJsA-
IOTCS TOUWYECKWe WHIHOUTOPHI KaJbI[MHEeBPUHA
(TUK) — TakposmMyc M IUMEPOJIUMYC.

Tonmuueckne MHrUOUTOPHI KAJBIIMHEBPHMHA

IlepBBIM MHTUOUTOPOM KAaJbIMHEBPUHA CTAJ
IIUKJIOCIIOPUH A, KOTOPBIH OBII OTKPBIT B PaMKax
TIOMCKA MMMYHOJEIIPECCaHTa [ TPAHCIIaHTAIlNU
JKM3HEHHO BasKHBIX opraHoB [18]. ITosmHee OBLIO
OTMEUEHO, UTO IIPU IPUMEHEHUU IUKJIOCIOPUHA
A mpu TpaHCIJIAHTAIMN OPTraHOB y TMAIMEHTOB C
ncopuasdom, At m ApyrumMu gepMaTo3aMu HAacCTY-
ajo KJANHUYECKOe YIyUIlleHre KOKHOTO IpoIlecca
[19]. ITuknocnopur A 1o ceil [eHb HCIOJB3YETCA
Ui JledeHUs TAXKeJIbIXx GOpM pAfa IepMaToJio-
ruuecKux 3a0oJieBaHMII, B TO BpeMA KaK Ipu
TPAHCIIAHTAIINY €r0 3aMEHUJ TaKPOJIUMYC, KOTO-

poiit umeer B 10—-100 pas Gojiee BBICOKYIO UMMY-
HocynpeccuBHYI0 aKTuBHOCTH [20]. Hecmorpsa Ha
MOMBITKY MCIIOJB30BAHUSA CUCTEMHOTO TAKPOJINMYyCa
mis nedenus Ar]l, mcopuwasa, 04aroBOM aJIOMeI[uu
¥ aKaHTOJIOTMYECKOIN My3bIPUATKM, OT €ro Ipume-
HEeHU# B AepMaTOoJIOTUU OTKasajuch. IlonbITKYU, HA-
000pOT, MECTHOr0 MPUMEHEHWs IIMKJOCIOprHa A
He YBEHUYAJIUCh YCIIEXOM, UTO OBLIO CBA3AHO C €ro
BBICOKOH MOJIEKYJIsApHON Maccoit (oxoso 1200 [Ta),
KOTOpas MPensiTCTBOBaJa MPOHWUKHOBEHWIO IIpera-
para B Koy [21]. B 2000 r. mosaBuIcsa TONUYECKU
Takpoirumyc, a B 2001 r. — TUMeKpOJIUMYyC, MOJIe-
KyJaapHaa macca KoTopbix (800 la) obecmeunBaiia,
C OTHOM CTOPOHBI, 3(h()EeKTUBHOE MTPOHUKHOBEHWE
penapaToB B IOBEPXHOCTHBIE CTPYKTYPHI KOXKH, a,
C IPyroi — OTpaHWYUBAJIO TOMaJaHNe B KPOBOTOK
[22]. danHoe mpeumyiitectBo TUK BBITOOHO OTJIU-
vajo MoJsieKyabl oT TI'KC ¥ M03BOJISAIO TPEsoTBpa-
TUTH CUCTEMHYIO abCopOI1io IIpermapara.

MexaHusM [JeMCTBUA WHTUOUTOPOB KAaJIbI[HU-
HEeBPHWHA XOPOII0 M3yUYeH W 3aKJIUYAaeTCs B IIOIAB-
JIEHUN CHUHTEe3a IMTPOTUBOBOCIAJUTENbBHBIX I[UTO-
KuHOB. Ilumekposumyc cBaAsbiBaeTca ¢ FK506-
cBasbiBatonum oenxom (FKBP) u GiokupyeTr cio-
co0HOCTh KaJblimHeBpUHA HedochOopUJINpPOBaATH
AepHBIN (axKToOp aKTUBUPOBAHHBIX T-KJIETOK
(NFAT), sddekTrBHO OCTaHABAMBAS KaJIbI[MHEB-
PUH-3aBUCUMYI0 TPAHCKPHUIIIINIO T€HOB aKTUBAIUN
T-rkaeToxk um BBIpaboTKy mutokmuoB (IL-2, IL-3,
IL-4, IL-5, INF-y u TNF-a) [23].

HecMmoTpsa Ha BBICOKYIO U JOKa3aHHYIO 3 (eK-
tuBHOCTh TUK B Tepanum MHOTHUX BOCIAJIUTEJb-
HBIX J€PMATO30B, B HACTOSIIEE BPeMs CYII[eCTBYeT
eIUHCTBEHHOE O(DUIMaJbHOE IOKasaHuWe I UX
npumeHeHusa — At/l.

IIpumeHeHHE MMMEKPOJINMYCA
IIPU MEePBBIX NPOSBIeHUIX AT/]

Posb pamnero jeuenusa Atr]l B mpemorBparlie-
HUM TpoTpeccUpoBaHusA 3abojeBaHuA u (GHOPMHU-
POBaHUS «aTOMMUUYECKOTO Mapiia» MHOTOKPATHO
obcyskpanmack uccienoparenamMu. Tak, B uccaeno-
Bauuu Y. Miyaji u coaBT. GBLIO IIPOAEMOHCTPHU-
pOBaHO, UTO MPUMEHEeHWEe AaKTHUBHOM TaKTUKU
JIeyeHUsI TEePBBIX HpoABIeHUi Atr]l ¢ HasHAUEHU-
€M MPOTHUBOBOCIAJUTENbHBIX HADPYMKHBIX CPEICTB
(rTKC, TUK) npuBoxmio K 0ojee cJabbIM KJIH-
HUUYECKUM [IPOABJIEHUSM 3a00JieBaHUSA B [aJb-
HeHIeM, 4eM y TeX MaIl[MeHTOB, Y KOTOPbIX ObLIa
HUCII0JIb30BaHa BBIKUAATENbHAA TakTukKa [25].

Bosee Toro, BocmanuTenbHbIN ouar mpu AT[]
NPUBOAUT K (POPMUPOBAHUIO «3yI0-pacuechiBa-
TEJIBHOTO IUKJA», KOTOPBINA OCJOKHIET TeueHUe
3a00eBaHUA, MPUBOLA K YXYIIIEHUIO COCTOSHUS
BBICBHITIAHUN W PaACIPOCTPAHEHUWIO IJIOIIAAN Topa-
JKeHusA. PaHHee KynmupoBaHUe 3yla KpaiiHe BayKHO
i manueHToB ¢ AT, 0COOEHHO AJS MaJIeHbKUX
mereii, KOTOPBIM B CHJIy BO3pacTa HEBO3MOIKHO
00BACHUTh HEOOXOJUMOCTH OTKasa OT MeXaHuue-
CKOT'0 pas3Apa’KeHus KOXKU.

Ocobyio TpyZHOCTH B paHHeli Tepanuu AT[]
mpeacTaBadgeT TOT (akT, 4yTo mepmaro3 Manube-



Puc. 1. ATonuueckuii 1epMaTUT, IPUTEMATO3HO-CKBAMO3HA L
dopma, Jerkoe reueHne (aBTOPCKUII PHCYHOK).

Puc. 2. ATonnuyeckuii JepMaTUT, ITOTOCTPOE TeYEHMe: BHICHI-
NaHuA Ha 1Iee (ABTOPCKMI PUCYHOK).

CTUPYyeT y OOJILIIIMHCTBA HEeTell B TeUueHUe IIePBOTO
roga XHWU3HUW, YTO HaKJaIAbIBa€T OIPaHMYCHUA Ha
BBIOOD MATOTEHETUYECKOTO METOo/a JieUeHUsi: 00JIb-
muacTBO TI'KC, a Taxkike TaKpoJmMycC He paspe-
1IeHbl K TPUMEHEeHUI0 y JAeTeit Miuajiie 4 MecsIes.
Te I'KC, xoTopble BO3MOKHO NMPUMEHATH Y AeTel
TPYJHOTO BO3pacTa, pas3perieHbl K WCIOJIb30Ba-
HUIO B TeUueHUe KOPOTKOTO Kypca, IMO0ITOMY K HUM
cjenyeT mpuberaTh MPU OCTPHIX COCTOSHUAX, IPU
KOTOPBIX MHaA Tepamnusd He aact adgdexTa (puc. 1).

ITumexposumyc (KpeM OJauaes) paspellieH K
MPUMEHEHUI0 ¢ 3 MeCAIeB, YTO OCHOBBIBAETCA Ha
mupoyvanIeil JokasaTeabHON 6ase — 6 mcciaemoBa-
Huii ¢ yuactuem 6osiee uem 4000 mereii rpymHOTO
Bospacra [26, 27]. B Haubosee KPyIIHOM HCCJIEHO-
Bauuu Petite npunanm yuactme 2418 nammenTOB

u3 28 crpaH, BKJIOUasg Poccuio, OBIIO ITPOBEIEHO
CpaBHEHUe Pe3yJIbTaToOB pauHHel Tepanuu AT]l mpe-
napatoM Jaugena (mumexkpoaumyc) u TI'KC (ruzpo-
KOPTM30HA aleTaT MW CUAPOKOPTHU30Ha OyTupar,
KoTopble mo EBpomeiickoii kaaccupuranuu TIKC
Miller&Munro otuocsitca ¥ I'KC BbICOKOI aKTUB-
HOocTu) [28]. B o00eux rpynmax mMCIOJIB30BAJNCH
SMOJIEHTHI B KauecTBe 0as30BO¥l Tepamuu, a IpU
Hajmuuuy obocTpeHu# Oblim HaszHaueHBI TIKC.
Brino ormeueno, uro xax Aaumpena, tak u TIKC
TMOKa3aJu COIIOCTAaBUMO OBICTPHIN addeKT u Gosee
50% mereit B 00eMx rpynmax SOCTUIIN KJINHHUYE-
cKoro a(pderTa y:xe K 3-it Hemese (TINMEKPOJIUMYC —
52,6%, TTKC — 50,5%). Takke B ucCIeIOBAHUN
OBLIN OlleHEeHBI W TEePCIeKTUBHI MOJ00HOTO Jeye-
HUSA: IJUTEJHHOCTh HAOJMIOMEHUA 3a TaIlUeHTaMu
cocraBusa 5 Jer. Takum o06pasom, OBIIO TIPO-
AEMOHCTPMPOBAHO, YTO Yy IIaIlM€HTOB, KOTOPEIE
IPUMEHAJN NIPU paHHUX cuMnorTomMax AT mume-
KPOJIMMYC, OTMEYAaJIOCh CHUJKEHWEe ITPOTPeccupo-
BaHUA 3a00JIeBaHUS, UTO 3HAUUTEJIBHO YJIYUIIaio
KauyeCTBO KHU3HU IIAaIlVI€HTOB 1 YJIEHOB UX ceMei.
I[IpumeHeHNE TUMEKPOIUMYCA COIPOBOIKIAET-
CA 3HAUYUTEJIbHBIM CHMMXEHHEM 3yaa Yy IIallueHTOB
¢ At[l, uTo OBLIO IPOEMOHCTPUPOBAHO B UCCJIEIO-
BaHWUU, B KOTOPOM IIPUHAIU yuacTtue 174 peGeHKa
B Bo3pacte oT 2 mo 17 set [29]. CornacHo MeTaana-
nusy, nposenenaomy L.G. Sher u coasr., B KOTO-
peIfi BomLIiM 52 PAHAOMUBUPOBAHHBIX KOHTPOJIU-
PyeMBIX HCCJeNOBaHUA, MOCBAMIEHHBIX CUCTEMHOM
u rtonmueckoir Tepamuu Ar/l, THUK oxasbiBaioT
HanboJiee BBIPAYKEHHBIN MTPOTUBO3YAHBIN 3(hGheKT
npu cpaBHeHuu c¢ TI'KC, aHTUTHMCTAaMUHHBIMU U
UMMYHOCYIpeccuBHbIMU mpenaparamu [30].

IIpuMmeHeHNEe MHMEKPOJIUMYcCa
B «HEKHBIX» JIOKAJIN3AMUAX

Oco0BIli TmoAXOoA TPU JIEUeHWU BOCHAJIUTENb-
HBIX JePMAaTO30B TpeOyeT JIOKAJIM3AIUsi BBICHI-
maHuii Ha 00JacTAX ¢ OoJjiee TOHKOM KOXKeili — B
CKJIaMIKaX, Ha JUIle WU TOJOBBIX opraHax (puc. 2
u 3). XOpoIllo M3BECTHO, UYTO HaA ITOBPEKIECHHOMN
WJINM TOHKOM KoiKe abcoplbiiusa Jr000r0 mpemapata
Bospacraer. Tak, Ipu YpesMepHOM HCIIOJIb30BAHUN
TI'KC y manueHTOB OBLIN CIydaW Pa3BUTHUSA TUIIO-
TaJIaMO-TUIno(pU3aPHO-HAAIIOUEeYHNKOBOM HeLoCTa-
TouHoCcTH, cuHapoma Kymuura [31]. Taxsxe ObLaim
OIIMCAHBI CIyYay MOSBJIECHUS TVIAYKOMBI U KaTapak-
TBI y JeTel mocje miauTenbHoro HaneceHus TIKC
Ha obsiacTb BeK [32] (puc. 4). Cemcubunausanua K
aspoasuiepreHam (IbLIbIE, SIIUAEPMAIbHBIM aJIep-
reHaM JKMBOTHBIX, ILIECEHHU, K KJIEeIlaM JOMAIIlHei
TIBLJIN) YaCTO BCTPEUAeTCA Yy HMAIEHTOB C aTOMUEN,
YTO IIPOABJIAETCA IIOABJIIEHUEM BBICBIIIAHUI Ha JINIle
¥ B IIepUOPOUTATIBHOMN 006JIaCTU, TOe TPU IJIUTENh-
HOM BO3IEHCTBUM AJIJIEPIeHOB KJIMHUYECKU IIPO-
aBaserca ckiaaskamu lenbe-Moprana. Takikxe npu
Ar]l y mereil 1 IOAPOCTKOB HEPEAKO ITOPAKAIOTCA
CKJIAMIKU KOKU (HAmpuMep, B 00JaCTH ITen), BepX-
HASI TPeTb rpyau. JacToe BOBJIEUEHNE «HEMHBIX»
JIOKaIN3anuii TpedyeT OTBETCTBEHHOI'O IMOAXOIa K
BBIOOPY IIperapara IJid MECTHOTO JIeUeHUs, KOTO-

ITPAKTUYECKOMY BPAUYY
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pBIfI, C ONHOI CTOPOHBLI, He OyIeT MNPUBOLUTHL K
PasBUTHIO MECTHBIX MOOOUYHBIX 3(p(PeKToB, a, ¢ APY-
TOHM CTOPOHBI, VUYUTHIBAA BBICOKYIO aOCOPOITMOHHYIO
CITIOCOOHOCTDH KOJKHBIX MTOKPOBOB B JaHHBIX JIOKAJIH-
3aIuaX, He IPUBEAET K HEraTUBHBIM CHCTEMHBIM
TmoCJaeACTBUAM s oprammsma. A6copbriua TUK
uepes3 KOKY B KPOBOTOK MWHMMAJIbHA, UYTO O0b-
sicHAeTcsA OOJBIIMM pasMepoM MoJieKyJabl [22].
ITumexpoaumyc mMeeT GoJiee BBICOKYIO JIUTOMUIE-
HOCTh MOJIEKYJI, YeM TaKPOJUMYC, UTO BeIeT K Gosee
MeAJIeHHOMY IPOHUKHOBEHUWIO IIperapara ua Gora-
TOTO JIUIUJAMU POTOBOTO CJIOS B IHIPATUPOBAHHBIE
HIDKHMNE cjou suupepmuca [33]. B ucciemoBanum
Z. Draelos m coaBT. cpaBHUBAJIU KOHIIEHTPAIIUU
NUMEeKPOJMMyca U TAKPOJMMyca B KPOBHU Iallu-
€HTOB TIOCJIe HAaHEeCeHUSA Ha KOXKY 2 pasa B JeHb B
TeueHne 13 mHell: TaKpPOJMMYyC OOHaApPY:KUBAJICSI B
36% mpob KpoBU, B TO BpeMs KaK MIMEKPOJUMYC —
B 12% u ero KoHIeHTpanus ObLIa He3HAUNTEJILHON
[34]. PapmMaKOKMHETHYECKNE HMCCIETOBAHUA IIIMe-
KpoJmMmyca y mgereil B Bospacte qo 1 roma mpoje-
MOHCTPHPOBAJIN, UYTO IIOCJE MECTHOIO IPUMEHEHUS
mpemapara OTMeYaeTCsi MUHUMAJIbHOE CHCTEeMHOE
BO3IeMCcTBUE Oa)ke y IMAIMeHTOB C OOIIUPHBIMU
miomanaMu TnopakeHuda [35]. Hamportus, ngake
KpPaTKOBpPEeMeHHOe MeCTHOe IIpUMeHeHUe KpeMa
ruapoKopTusoHa 1% y mereil MOMKeT MPUBECTU K
TIOBBIIIIEHNIO YPOBHA KOpPTH30Ja B Iuiasme [36].
Cucremuas abcopbuus TI'KC ocobeHHO BBICOKa Ha
ydJacTKax 0oJjiee TOHKOHW KOMKU: TaK, IPOHUKHOBE-
HUe mpemnapaTta B obsactu Jjuiia B 300 pas BhIlre,
yeM Ha IMOAOIIBEHHON MMOBEPXHOCTHU cTombl [37].
Huskaa alOcopOmusa Kpema O9augea uepes KOXKY
[IeJiaeT ero IperapaToM BbIOOpa MIPHU JIOKAJIU3AI[UN
BBICBITTAHWI B 00JIACTU JINIIA, CKJIAJOK U TIOJIOBBIX
OpraHOB, a TaKKe y MAaJIeHbKUX [eTeil, HMero-
mux 0oJiee HEPAaBHOMEPHOE COOTHOIIEHWEe IIIOIIAAN
KOKM U OpraHmaMa, YeM B3POCJIble.

IIpuMeHeHNEe MMMEKPOJNMYCa A TOCTHKEHUS
JOJITOCPOYHOTO KOHTPOJA AT/

Xpouuueckoe teuenue At]] TpebyeT mOCTOAH-
HOTO KOHTPOJIA 3a TeueHreM 3a00JeBaHUSA IarKke
mocJjie JOCTHIKEHUS KJIMHUYECKOTO YJIYUIIeHNs.
B wuccinemoBanuu T.S. Tang u coaBT. OBLIO IIPO-
IEeMOHCTPUPOBAHO, UTO HEIMOPaKeHHas Ha BUJ
KOKa MOJKeT COXPaHATh B ce0e MPU3HAKYU CYOKJIU-
HUUYECKOT'0 BOCIAJIEHUsI, KOTOPOE BIIOCJIEeJICTBUN
peanusyetrcsa B (QopMe 006OCTpeHUA 3a00JIeBaHUA
[38]. Imenno moatomy npumenenume TUK paxe
HA BUAMMO <«UYHCTYIO» KOMKY B 00JlaCTH IOpaske-
HUM CI0COOCTBYeT IPOAJEHUIO MEePHUoJa PeMUCCUN
y mamuenToB ¢ At][l. BasKHBIM TpeMMyIeCTBOM
THUK sBasieTcss BO3MOYKHOCTh Ha3HAUEHUS TaHHBIX
mpermapaToB B cxeMme MOJep:KUBaoIeil Tepanuu
B TeueHUe AJUTEJHHOTO Iepuoja BPEMEHW, TeM
CaMBIM COXPAHSS W IPOJIOHTUPYS KJIMHUYECKUHN
apdpert (puc. 5). MHccremoBamme Petite mpo-
IeMOHCTPUPOBaIO, uTo 89% meTeil, IIUTEILHO
WCIIOJIb30BABIINX KpeM OJInaes, WMeJu OOImit
6amn mo mkasie IGA pasubrit 0 uau 1 uepes 5 Jer
[28]. Bosee Toro, mpuMeHeHNEe TUMEKPOJINMYCaA B

Puc. 3. ATonmuueckMii JepMaTHT, 3PUTEMAaTO3HO-CKBAMO3-
Hasa (opMa: BhICHIIAHMS HA Jule, 0eJblii gepmMorpadusm
(aBTOpPCKMII PUCYHOK).

Puc. 4. Arommueckuii gepmatur: Oiaedapur (aBTOPCKUIA
PHUCYHOK).

Puc. 5. Aronnuyeckuili 1epMaTUT, CTAJAUs HEIOJHON peMuc-
CHHU: BBICHIIIAHMS HA Illee M BePXHeiHl TpeTH rpyau, PyOIsI
(aBTOpPCKMII PUCYHOK).




repanmuu Arl] NPUBOAMIO K 3HAUUTEJIHLHOMY CTe-
poumocbeperaiomniemy 35(@GEKTy: TaK, MTalUueHTHI,
UCTIOJIL3YIOIe KpeM OJauaesa, 3a 5 JeT HabJro-
menusa upuberanu K TIKC B cpemmem 7 pgHeit
mo cpaBHeHmuio co 178 muamum B rpymnme TIKC.
H. Gollnick u coaBT. B cBoeii paboTe IIPOAEMOH-
CTPUPOBAJIN, UTO MEPUOJ PEMUCCUU Y B3POCJBIX C
Ar]I, KOTOpbIe UCIIOJIb30BAIN IUMEKPOJIUMYC, OBbLI
3HAUWTEJHHO BBIIIE, UeM y Ial[UeHTOB, UCIOJIb30-
BaBmIuX KpeMm-1iarebo (190 nueit nmpotus 67 mHeit
cooTBeTCTBeHHO) [39]. AHajmoruyHble pPe3yJbTaThI
OBLIV U B MCCJEJOBAHUU TOJTOCPOUYHOTO KOHTPOJIA
Ar]l y mereii: mpu IpUMEHEHUU II0CJIEe 000CTPEHUA
Kpema OJJupesa oTMedalsicd BSHAUUTEJIBHO 0oJiee
MIPOJOJIKUTENbHBIN Tepuon pemuccuu [40].

VuurbiBasi AJUTENbHOE cylmecTBoBanue AT/l
Tepanusd, HeoOXoAmMAasA IJIA MOJNEP:KaHUSA DPEMUC-
cuU, JOJIXKHA OTBeYaTh TPeOOBaHUAM 0e30IIaCHOCTH.
ITo6ounbie addexrTsr TIKC XOpoIimo wu3ydeHBI u
M3BECTHBI, UTO ABJISAETCS IVIABHBIM OTpaHUYEHUEM K
MX JI0JITOCPOYHOMY MCIO/Ib30BaHMi0. OCHOBHOI IIPO-
O0semoil mauTenabHOro ucmoJsb3oBauusa TIKC aBiisa-
IOTCSI MHTrUOMpoBaHUWe QYHKIMU (GuOPoOJIACTOB U
TOoCJIeAyIOIee COKpalleHre BIPAOOTKY KOJLIareHa,
YTO MPUBOAUT K aTpoduu Koxu [41]. Kpem dnumen
SABJISIETCA CEJEeKTUBHBIM TOMUYECKUM WMMYHOMO-
IyJSITOPOM, UTO HE TOJBKO IOBBIIIAeT 3(h(eKTUB-
HOCTb JIEUEHWs, HO U CHUKAET BEePOSTHOCTH BO3-
HUKHOBEHUSA MOG0UYHBIX a(hdeKrToB. [InuMekpoaumyc
uMeeT GJaronpPUsATHLIA MTPOoQUIb 6e30IaCHOCTH: II0
JaHHBIM O0BEIUHEHHOI'O0 aHAJNM3a NAaHHBIX KJIWHU-
YEeCKUX WCCJIeNOBAHUM, HeyKeJaTeJbHble pPeaKkI[nu
(:xksKeHUe, spuTeMa, 3yA) HAOJIOJATIUCHL TOJBKO ¥
1% mnamnuenTtos [42].

3aKJa0ueHue

Koneunoit mnesnpio Jsevenusa At y gmereit
SABJAETCA IOCTUMKEHMWEe IJIUTEJbHON PEeMHCCUU.
YunursiBasg XpoHUUECKOe 1 PeIliAUBUPYIOIlee Teue-
HUe 3a00JIeBaHUs, IMTOBBINIEHHYIO a6COPOITNIO KOMKU
y gOeTeifi ¥ BO3MOYKHOCTH Pa3BUTUA OCJJOKHEHUHN
JIepMaTrosa, Tepamnus JoJKHA ObITh 3(p(PeKTUBHOII,

0e30ITacHOIl U HaIleJI€eHHOM Ha JOJITOCPOUHBIN KOH-
Tposib. Kpem Oaumen (MIUMEKpPOJUMYC) OTBeUaeT
BCEeM OSTUM TpPeO0OBaHUAM, UTO IIOATBEPIKIAETCS
IMUPOKON JOKasaTeJbHOW 0a30ii, W IMO3BOJIAET
peKoMeHaoBaTh ero ans Tepanuu AtI, B T.4. y
mereil ¢ 3 MecsAIleB JKU3HU.

Bxnad aémopoé: Tampasosea O.B. — KoHyenyus u 0u3aill
cmambuu, cOOp Mamepuard, GHAIU3 MAMEPUALd, pedaKmypa;
Hosux I''A. — KoHuenuus u 0u3ailH uccaiedo8aHusl, AHALU3
mamepuaana, pedaxmypa; Tampasosa A.B. — cOop mamepuaana,
anaaus mamepuana; Bazpamosa I'.d. — obpabomka mamepuaaa,
anaau3 nonyierHvlx O0annwvix, pedaxmypa; Cyxomuna A.T. —
coop mamepuana, nepegod HA AHZAUUCKUL A3bLK.

Dunancuposanue: 6ce agmopsvL 3a16ualU 00 OMcymcmeuu
Gunancosoil noddepiucku npu nodzomosre 0AHHOU PYKONUCU.

Kongnuxm unmepecos: 6ce agmopuvl 3aa6uLu 00 omecym-
CcMmeuu KOHKYPUpynou,ux unmepecos.

IIpumeuwanue uzdamensn: OOO «Ileduampus» ocmaemcs
HellmpaioHblM 6 OMHOULCHUU OPUCOUKUUOHHBIX NpemeH3uil
Ha OnYyOAUKOBAHHbIE MAMEPUALb. U UHCMUMYYUOHALbHLLY
npuradaexcHocmelil.
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3.4. Mycaesal, C.H. Apopkuna?, E.A. AeopgueBal, A.FO. I]ep6unal

BAKLIMHALIVSI AETEM C BPOYXAEHHBIMU AE®EKTAMU
VIMMYHUWTETA: COBPEMEHHBIE ITPEACTABAEHUA
O BE3OIACHOCTHU U DPOEKTUBHOCTU

IOI'BY «HarmuoHaALHBIN MEAUIIMHCKUN NCCACAOBATEALCKUH I[EHTP ACTCKOM IeMaTOAOTHM, OHKOAOTHUH
¥ UMMyHOAOTHHU uM. AMuTpusi PoraueBa» M3 P®, 2Aerckast kKAuHUKa « TUrpeHOK», I. Mocksa, PD

IlepBuuHble MMMYyHOAeGHUIUTHI, NIX BPOKIAeHHbIe medekTsl mMMmyHutera (BIU), mpemcraBasioT
c000¥i Pa3HOPOIHYIO TPYIIIy TeHEeTHYECKHU JAeTePMUHHPOBAHHBIX 3a00JIeBaAHMI, KOTOPHIE COTJIACHO
COBpeMeHHO# Kiaaccuduranun pasgenaeHbl Ha 10 ocHOBHBIX rpynii. BeIcokas reTeporeHHOCTh KJIU-
HUYECKNX MPOSIBJICHUI, MATOTeHeTHUECKNX MEXAaHN3MOB PA3BUTHS JAaHHBIX HO30JIOTHIl, a TaKKe

IINPOKOEe IMPUMEHeHUue SaMecTP[TeJILHOﬁ Tepanuu IpenaparTamMmmn P[MMyHOI‘JIOﬁyJIMHa, Pa3INYHBIX
MUMMYHOCYIIPECCUBHBIX U AaHTHIIMTOKUHOBBIX IIpermapaToB OGyCJIOBJII/lBaIOT CJIOKHOCTH B IPUHATUHN
peunieHus 0 6e30mMacHOCTH U 3(P(PEeKTHUBHOCTU NPOBENEHUS BAKIMHAIUU s TAHHBIX NAIEHTOB.
B cBA3M ¢ MaJOYUCIEHHOCTHIO JOCTYNMHBIX KJINHUYECKHX MCCJIeTOBAHUN HA TEKYIIUi MOMEHT
OTCYTCTBYIOT IIOAKPEIlJIECHHbIE€ MeTOdaMM uomaaa're.m,noﬁ MeIUIIUHBI oﬁmenpnna'rme PeKoMeHma-
MU O TMPOBEeAeHUM BAKIWHOMPO(MPUIAKTUKU manumeHTam ¢ pasanmuyabiMu B/IU kak B Poccuiickoii

denepanun, Tak 1 B Mupe. B 1anHO#i cTaThe HaMM ObLIA NMPEINPUHATA MONBITKA 0000IUTH MMe-
IoNIUecs JaHHbIE JUTEPATYPhI 0 6e30macHOCTH U 3(h(EeKTUBHOCTH BAKIIMHONPOMMIAKTUKY Y TAIH-
eHTOB ¢ pa3iauyHbIiMu (popmamu B/IH B KOHTEKCTE ONbITA M MHEHUS aBTOPOB, NOJHATH BOIPOC O
He00XOTUMOCTH KOHTPOJIUPYEMBIX KINHUYECKHX MCCIETOBAHWI B JaHHOW 00JIACTH.

TEPATYPBI

Kniwouesvle cnosa: saxyunayus, 6podcoennvle OepeKkmvbl. UMMYHUMEMA, NEPEULHbLe UMMYHODeDu-
Yummble cOCMOAHUS.

Hum.: 3.5. Mycaesa, C.H. [[6opruna, E.A. [[eopduesa, A.IO. Il]epouna. Bakyunayusa demeil ¢ 8podc-
OeHHbLMU OehpeKxmamu UMMYHUMEMA: cO8PeMeHHble npedcmagienus 0 06e30nacHoCmu U 3Qp@HeKmus-
Hocmu. ITeduampus um. I''H. Cnepancrozo. 2024; 103 (2): 93—-101. DOI: 10.24110/0031-403X-
2024-103-2-93-101.
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Primary immunodeficiencies (PIDs) or inborn errors of immunity (IEIs) are a heterogeneous
group of genetically-determined diseases that are divided into ten groups according to modern
classification. The high heterogeneity in clinical manifestations and pathogenetic mechanisms
as well as wide use of immunoglobulin replacement therapy, various immunosuppressant and
anti-inflammatory drugs make it difficult to decide on the safety and efficacy of vaccination for
patients with IEIs. There are no universally accepted recommendations for vaccine prophylaxis
among patients with IEIs both in Russia and Worldwide due to the lack of controlled clinical
trials available. Authors have attempted summarizing the bibliographical sources available
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IlepBuunble ummyHomeduriuter (IIW]I), wnam
Bpo:KIeHHbIe nedexThl wummynutera (BIW) -
obIupHass TpPyIna TeHeTHUYeCKU TeTepMUHUPO-
BaHHBIX 3a00JieBaHUII, B OCHOBE KOTOPBIX JIEIKUT
IedeKT OAHOTO MU HECKOJbKUX 3BEHHBEB MMMYH-
HoIi cuctembl [1]. A psAga HO30J0TUH U3 AAHHOMN
TPYIIILI BEAYIIUM IIPOSIBJICHUEM SBJISIETCA BBICO-
Kas IIPeapaciiosioKeHHOCTh K PA3BUTUI0 MHDEKIH-
OHHBIX OCJIO}KHEHUM, B UMCJIO KOTOPBIX BXOAAT U
BaKIIMHOYIIpaBaseMble nHpeKIInu. B ¢BA3U ¢ 9TUM
OOJIBIIION MHTEpPeC IIPeJACTaBJIsIeT BO3MOMKHOCTb
WCTOJIb30BAHUSA BAKIIMHONPOMUIAKTUKYU B I'DPYIIIIE
JaHHBIX TanueHToB [2].

Ha Texkyminii MOMEHT IIIHPOKO M3BECTHO O
PasBUTHUU THAMKEJIBIX OCJIOKHEHUU y IAIMeHTOB C
HekoTopbIMu opmamu BIIW mpu BBeIleHUY KUBBIX
BaKIuH. HanmmnoHaabHBIN KajleHIaph IPOGUIaKTH-
YeCKUX NPUBUBOK Poccuiickoii Pemepanuu mpes-
mojaraeT BBeleHUe KuBOil BaxknumHbBI BIJK Ha
3—7-1 JeHb KUBHU HOBOPOKIEHHBIX, YTO MOIKET
npuBoIuTh K pasButuio BI[MK-uHDekmuu B ciy-
yae HaIuumsa y pebdeHKa, HaAIpUMep, TAKeJI0n
KOMOMHHPOBAHHONM MMMYHHOII HEIOCTATOUHOCTU
UJIN XPOHUUYECKOW TIpaHyJeMaTo3HOII 00Jie3HH,
KOTOpBbIe K 9TOMY MOMEHTY MOTYT HE WUMEeTb KJIM-
HuyecKux mposaBiaenuit [3]. IlpumeHeHMe wWHAaK-
TUBUPOBAHHBIX BAKIMH 00JamaeT JYUYIIUM IIPO-
¢dusem 6e30TTaCHOCTH, ONHAKO HEe MeHee BasKHBIM
BOIIPOCOM CTaHOBUTCA 3(P(PEeKTUBHOCTh BaKIIMHO-
TpopUIaKTUKU, KOTOpas HAIPAMYIO 3aBUCUT OT
moaJiesxkarniero aedexTa MMMYHHOW CHCTEMBI, a
TaKk/Ke IoJydaeMol marueHToM Tepamnuu [4].

CorylacHO COBpPEeMEeHHOH KJaccu(uKaiuu, B
3aBUCUMOCTH OT KJWHUYECKOW KAapPTUHBI, MOJIEKY-
JAPHO-TeHeTUYeCKoro nedeKTa m ImaToreHesa 3a0o-
aeBaHusa BoigeasioT 10 ocwmoBHBIX Trpynm BIIU.
HaHHas cucTeMaTH3aIMA MO3BOJIAET paspabaThIBaTh
MeXaHU3MEbI 6oJiee paHHEeN uX Bepu(pUKAIUU, CKPU-
HUHTA OMKUIAEMBIX IIPOSBJIEHUMN TOTO WUJIW WHOTO
BIIM, a TakiKe OIpenesATH HOBBIE TepaleBTUYE-
CKHMe TOAXOIbl BHYTPU KaKIOW T'PYMIILI B 3aBUCHU-
MOCTH OT TIaTOTeHeTUWYeCKUx MexaHusmoB [1, 5].
AmnajiornyasIM 00pa3oM B CBS3U C BBICOKOI reTe-
POTEHHOCTBIO 3a00JIeBaHU, COCTABISAIONINX T'PYIIITY
BIIM, maHHBIN TOAXOA MOXKET OBITh IPUMEHEH IJIA
PeIlleHns BOIIPOCOB O IMTPOBEIEHUM BaKIIMHAIIUN.

Ha Texyimuii MOMEHT peKOMEHIAIlu!l O IIPO-
BeleHWY BaKIWHANUU [AJA namueHToB c¢ BN,
KOTOphbIe OBbLIM OBl OCHOBAHBI Ha METOJAX JOKAasa-
TeJbHOM MeIUIIMHBI, Kak B Poccuu, Tak 1 B MUpe,
OTCYTCTBYIOT. B maHHOII cTaThbe MbI IIPEeAIPUHAIN
MIOMBITKY O0OOIIUTHL MMeIoIuecs NaHHbIe JuTepa-
TYpPBI 0 0€30IIaCHOCTU U 3(P(PEeKTUBHOCTH BAKI[UHO-
OpoPUIAKTUKU y MAIlMeHTOB C PasjnuyHbIMHU (op-

on the safety and efficacy of vaccine prophylaxis in individuals with different forms of IEIs
considering the Authors’ own opinion raising the importance of controlled clinical trials.
Keywords: immunization, inborn errors of immunity, primary immunodeficiencies.

For citation: E.Ya. Musaeva,S.N.Dvorkina, E.A. Deordieva,A.Yu.Shcherbina.Vaccinationin children
with inborn errors of immunity: modern safety and effectiveness approaches. Pediatria n.a. G.N. Spe-
ransky. 2024; 108 (2): 93—-101. DOI: 10.24110/0031-403X-2024-103-2-93-101.

mamu BJIIU, BhICKasaB cBoe MHEHHE O COCTOSHUU
apo0IeMBbI.

Komounuposauunsie B

Komb6unupoauusie BIIU — cocToanus, xapak-
TEPUBYIOIINEC OTCYTCTBUEM WJIW CHHYKEHUEM
yucya u/uanm GQyHKnuu T-1uM@oiuToB M HApPY-
MIeHUAMU aJallTUBHOTO MMMyHHUTeTa. [ake mpm
HOPMAaJILHOM KoJimuecTBe B-KjeToK B mepudepuue-
CKOM KpoBU UX (PYHKIUSA, KaK IIPABUJIIO, HAPYIIIe-
Ha BBUAy Haanuus nedexra T-kiaeTouHoro smeHa.
Hamnasa rpynma s3abojieBaHU OUeHb TeTeporeHHa
MO CTeleHW IOopaKeHusA WMMYHHOW CHUCTEMBI U
BKJIIOUAaeT B cebA TAMKeIYI0 KOMOHMHHPOBAHHYIO
uMMyHHYI0 HemocratouHocTh (TKUH), meduiiurs
moJiekys MHC I uau II tunos, medextst CARDI11,
CD40L, MALT1 u ngp. Taxike OTHeabHO CTOUT
BBIIEJUTH KOMOuMHUpPOBauHbIe BIIW ¢ cuHApDOMATE-
HBIMUY TPOSABIEHUAMU, K KOTOPBIM OTHOCATCS CUH-
npom Buckorra—Onapuua, medeKTbl pelapaiuun
IJHK, mMMyHOKOCTHBIE AUCILIa3uu, cuHapoMm u
Hxopmxu, rumnep-1gE curapom u ap. [1].

BBezmeHre KUBBIX BaKIUH IIPOTUBOIIOKA3aHO
mamueHTaM C TAKeJIbBIMA KOMOMHMPOBAHHBIMU
BIIU [2]. IIlo maHHBIM KPYOHOTO MYJbTHUIIEHTPO-
BOTO wmcciieoBaumusA, uactora pasButusa DBIIHK-
nHbpeknunu cpenu nanueaToB ¢ TKMH cocrasBaser
51%, 2/3 U3 KOTOPBHIX IIPEACTABJIEHbI JUCCEMEHU-
poBaHHBIMU (opmamu. [lamHOe HaAbJIOAEHUE IIpe-
UMYIIECTBEHHO CBA3aHO C PAHHUM (0 TOCTAHOBKU
nuaruosa) mpoBenmenumeMm BIIWK-Baknmuuanuu [6].
EquHCTBEeHHOII KypaTHUBHOI OIIIMEN OJId JaHHBIX
TMaIneHTOB ABJAETCA IIPOBeIeHMEe TpPaHCILJIaHTa-
MUY TeMOTIOdTHUYEeCKuX CcTBOJOBBIX KJeToK (TI'CK)
B Kparuainmiue cpoku. Ilpm sTomM, IO JaHHBIM
aurteparypbl, Hamuune BI[JK-uHDeKIuu compsxe-
HO ¢ OoJsiee BBICOKMMU PUCKAMHU JETAJTHLHOCTU KaK
OT peaKTWBAIMM WHOEKIWU, TaK W OT OCJIOKHE-
HUU B ITOCTTPAHCILIAHTAITMOHHOM Tepuoje (Hampu-
mep, BIlJK-accomumpoBaHHbIE CUHIPOMBI BOCCTA-
HOBJIeHUA WUMMYHHOU cucrembl) [7]. Taxixe B
JUTEpaType UMEIOTCA COOOINEeHUsI O pPasBUTUU
TaCTPOHTEPUTOB C CHUHAPOMOM JeTUAPATAIIUU Y
namuentoB ¢ TKHWH, monyuywmBIINX KUBYIO BaK-
IUHY TPOTUB POTABUPYCHON WMHQPEKIIUU, KOoTopasd
paspellieHa K IIPUMEHEHHWIO C BO3pacTa 2 MecCAIeB
[8, 9]. IlpemorBpallieHWe MaHHBIX OCJIOMKHEHUMN
BO3MOJKHO IIOCPEJICTBOM OoJjiee paHHEN IMarHOCTU-
Ku KomMOmHUpPoBaHHBIX BIIM, KOTOpPOE MOXKET OBITH
mocTurayTo ¢ BHeapenueMm B 2023 r. B Poccuiickoit
denepanuu HeOHATAJbHOT'O CKPUHMHIa Ha HamboO-
Jaee Taxkesable opmbr TTA]L.

Hna mamuenToB ¢ cuaApomMoMm [Hu I[:Kopmxu
XapaKTepPHOl UepToOl ABJIAETCS THUIONJIa3Us



UJIW aljasus TUMyca. BBIIENAIOT IBEe OCHOBHBIE
(opMBI JAHHOTO CUHAPOMA — MOJHYIO (KOJUUYECTBO
T-numdoriuToB mMexee 50 KJI/MKJI) ¥ YaCTUUHYIO,
npu KoTopoil KojmuecTBo T- u B-mumdornuron
MOJKEeT BapbUpPOBATh B INMHPOKUX IIpeJeJax.
B 3aBucumocTH OT 3TOro OyZeT OTJMYAThCA U
CIEKTP BO3MOJKHBIX K IIpuMeHeHH0 BakimuH [10].

NmmyHOMOTHMUECKU AeeKT y IallueHTOB C
nonHbBIM cuHApOoMOM [Hu IMKOPIMKU CXOXK C TaKo-
BbIM y manueHToB ¢ TKMH u, B cooTBeTcTBUHU C
9TUM, UM He PEeKOMEHIOBAaHO BBeJEHUE IKUBBIX
BakmuH [10]. B cBoro ouepenwb, mo gaHHBIM MoOy-
lett E.H. u coaBr., BaknuHanmua 25 IIAIMEeHTOB C
YacTUYHBIM cuHApPoMoM [u [[3KODPIKU KUBBIMU
BUPYCHBIMU BaKIIMHAMM IIPOTUB BUPYCOB KOPH,
KPaCHYXHU, SMUJEeMUYECKOT0 IIapoTUTa, IOJIUOMUeE-
JIUTA W BETPAHOM OCIBI HE MPUBOAUJIA K PA3BUTUIO
3HAUYUMBIX TO60UYHBIX a)dekToB [11]. Kpurepuamu
IS PEIIeHnsA BOIIPOCa O BBEIEHUU JKUBBIX BaKI[UH
y [OaHHBIX TAIMEeHTOB ABJAIOTCA: KOJUUECTBO
murtoTokcuueckux T-aumpornuroB 6omee 200 Ki/
MKJ, T-xenmepoB 6omee 400 KJI/MKJ, HaaIudue
MIPEUMYIIECTBEHHO HAaMBHBIX T-KJIETOK IO JaHHBIM
UMMYHO(DEHOTUIINPOBAaHUA, a TaKiKe S3alllUTHOTO
tutrpa IgG K Bo3OyauTenam nudrepun, CTOJIOHAKA,
KOKJIIoIa mocJje Tpex BBemenuit Baxkimumabl AKIIC
[10]. BBenenve MHAKTUBUPOBAHHBIX BAKIWH 0€3-
OIIaCHO /I JAaHHBIX IAIMEeHTOB, OMHAKO He BCeTna
MOJKeT ObITh a(hexTuBHO. B ncciegoanuu 2015 r.
IocTuskeHue 3amuTHOro TtuTpa aHTUTed (AT)
B OTBET Ha BaKIMHAIUIO IIPOTUB TeMO(GUJILHON
uHpeKmuu Tuma b umenu 9 ms 12 mamueHTOB C
yacTUYHBIM cuaapomMoMm [u [['Kopa:Ku, HOPOTUB
THEBMOKOKKOBOU WH(peKIUN (KOHBIOTUPOBAHHAA
BakmuHa) — 3 u3 12 nmanuentos [12]. Ha Ttexkymuit
MOMEHT WMEIOTCSA PEeKOMEeHJAIMu O IIPOBEeJEHUN
TIOCJIE[OBATENbHON BaKIMHAIIUY KOHBIOTUPOBAH-
HOHM W MoJMCaXapUAHOM BaKIIMHAMU IIPOTUB ITHEB-
MOKOKKOBOII MH()EKIINU C MHTEPBAJIOM B 8 HeIesb
U JOTOJHUTEJIbHBIM BBeJEHUEM MOJUCAXaPUIHOMN
BaKIUHBI uepe3 Kakawie 5 jet [10].

Oxouio 20% ot Bcex BIIM ¢ cuHIPOMAaJLHBIMU
MIPOABJIEHUSAMU COCTABJIAET CHUHAPOM BuckorTa—
Ongpuua [13]. IIpu mMMyHOJIOTHMUECKOM O00CIEIO-
BaHUM y MAHHBIX MAIMEHTOB MOJKET BBIABJIATHCA
CHI)KEHNEe ITUTOTOKCHMUecKux T-KJIEeTOK, comepska-
Hue B-1umMdonuToB MOKeT OBITH B HOpME UJIU CHU-
skeHo [1]. Imelorcss efMHUYHBIE COOOIEHUA O Pas-
Butuu BIJK-uHbeKINYN y TAIUEHTOB C CUHAPOMOM
Buckorra—Osgpuua, B cBA3u ¢ ueM BaknuHa BI[JK
He peKoMeHAoBaHa K npumeHeHuio [3]. Takike He
PEKOMEHZIOBAHO BBeJEHWE WHBIX JKUBBIX BaKIIUH
[2]. IIpu sTOM CTelleHb BHIPDAYKEHHOCTU HAPYIIEHUS
crenu(pUUecKoro aHTUTEI000Pa30BaHUA Y AAaHHBIX
TMaIMeHTOB MOMKET BapbupoBaTh. IllesecoobpasHoO
uccyefoBaHMe TOoCTBaKIMHANBHBIX AT 1ia Bak-
IIMHUPOBAHHBLIX DPaHee IAIMEHTOB C IIEJBIO OIeH-
KJ BO3MOYKHOCTU TIPOROJIXKEHUS BaKIIMHAIIUU WJIN
HEeOOXOAMMOCTH B WHUIIUAIIUU 3aMECTUTEIHHON
Tepanuy IpenapaTraMu UMMyHorJo0yauHa [14, 15].

I'pynna runep-IgE cunapomoB mnpezncrasie-
Ha HO30JIOTUAMU C Pas3IUYHLIMU TeHETUUECKUMU

medexramu [1]. Ha Texymuii MOMEHT WMEIOT-
cA egWHWYHBIE COo00IeHusa o passutuu BIJK-
uHpEKIuN y nanueHToB ¢ nedexkroM B rene STATS3
[3]. Ba uckaouenmem BIJK, mammenTam ¢ rumep-
IgE cuHApOMamMu paspelleHO0 BBeIEHUE KUBBIX
BaknuH. C Ipyroil CTOPOHBI, y IMAIlEeHTOB C MyTa-
nuAMu B rene PGM 3 :KuBble BaKI[UHBI Pa3peIIeHbI
K IPUMEHEHUIO IPU YCJIOBUU HAJUYUA KOJIUUECTBA
T-xenmepoB 6osee 500 KJI/MKJI U IIUTOTOKCUUECKUX
T-kaetox 6osee 200 Ki/MKa [2].

AHanornuHble KPUTEPUU HUCIOJB3YIOTCA NIPU
pellleHuu BOIpPOcCa O NPOBEIEHUM BaKIIMHAIIUU
mamueHTaM ¢ JAPYTMMH KOMOMHUPOBAHHBIMU
uMmmyHozedunuramu [16, 17].

Ocob6oro yHmOMHHAHUS 3acHyKUBaeT pAL
HUCCJIeN0BaHUI, KOTOPHIE IeMOHCTPUPOBAJIN Pa3BU-
THE TAKEeJOTO OCJIOKHEHUS — TI'PaHyJIeMaTO3HOTO
IepMarosa — y MaIlMeHTOB C KOMOMHUPOBAHHBIMU
uMMyHOZepunuTamMu ¢ jgedeKTaMU pelapanuu
(curapom Huiimeren, cungpom Jlyu-Bap), BeI3BaH-
HBIM BaKIMHAJLHBIMU IIITAMMaM{ BUpyca Kpac-
Hyxu. Takum o6pasoM, IallMeHTaM C JaHHBIMU
CUHAPOMaMHU BAKIMHAIIUS KUBBIMU BUPYCHBIMU
BaKI[MHAMU IIPOTUBONOKa3aHa [18].

BAU ¢ nedexTomM rymMopajibHOTO 3BE€HA

Boabmioit mHTepec B KOHTEKCTe 0e30macHO-
cti u 3(PPEeKTUBHOCTU BaKIMHOIPOPUIAKTUKHA
npencraBadeT rpynna BI ¢ nmpemmyliiecTBEHHO
TyMOpaJdbHBIMU JgedeKTaMu, KOoTopas sABJIAETCA
Hanboyiee MHOTOUMCJIEHHONW M, II0 COCTOSHUIO
Ha 2022 r., cocraBiasger 26% ot Bcex BIIU B
Poccuiickoit @exmepanuu [13]. ¥V maHHBIX malu-
€HTOB MOTYT HaOJIOJAaTbCA TIOJHOE OTCYTCTBUE
B-kietok (Hampumep, X-cliellJIeHHasd araMMarJo-
OynumHeMusA), UX CHUKeHUe (HampuMep, aKTHUBU-
pyfomie mytaniuu B rene PIK3CD) uau nedex-
THI aHTUTEJI000pa3oBaHUA Ha (hOHE HOPMAJBLHOTO
KoauyecTBa B-muM@onuToB (ceJeKTUBHBIN medu-
nut IgA, runep-IgM curapom, medumur cyorJIac-
coB IgG u gp.) [1].

HawuboJsiee yacTo marueHTHl U3 TaHHON I'DPYIIIBI
UMeIOT AUarHo3 o0Ieil BapuabeabHON MMMYHHOM
Hegocrarounoctu (OBUH) (34,6% mamueHTOB),
JabOPaTOPHLIMY KPUTEPUAMU IIOCTAHOBKU KOTOPO-
T'0 ABJIAIOTCS CHUKEeHUE KOJIUYECTBA UMMYHOTJIOO0Y-
JUHOB KJiaccoB G 1 A B coUeTaHUU C HapPyIIeHUEM
crnenuGUIeCcKOoro aHTUTEJI000Pa30BAHUSA WUJIU CHU-
JKeHHEeM KOJUYECTBA TNEPEeKJIUEeHHBIX B-KJEeTOK,
B OTCYTCTBUU BepUGUIIMPOBAHHOTO TE€HETHUYECKOTO
mederra [13, 19]. KiuHnuueckaa KapTWHA JaHHBIX
MaIMeHTOB XapaKTepu3yeTcAa BBICOKOI TeTeporeH-
HOCTBIO U, TOMMMO TIOBBIIIIEHHOW BOCIIPUUMYU-
BOCTA K WHQEKIUAM, MOKET BKJIOUATh B cebd
ayTOMMMYHHBIE, TpPaHyJIeMaTO3HbIE OCJIOKHEHUS
unu  auMponpoaudepaTUBHbINI CUHAPOM, UTO B
COUETAaHUM C AKTUBHBIM Pa3BUTUEM MOJEKYJIAP-
HO-T€HETUYECKO!N AMATrHOCTUKMU B IIOCJEeIHUE TOIBI
TIPUBOAUT K Bce 0oJiee UACTOMY BBIIEJIEHUIO M3 UX
Ymcsa nanmueHToB ¢ MoHoremHbsiMu BIIU [5, 19, 20].

Takum o00pa3oM, TpPU PEIIEeHWU BOIpPOCA O
MIPOBEIEHNY BaKIIWHAIIUN MaIMeHTaM C IIPeuMy-
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II[eCTBEHHO T'YMOPAJbHBIMU OedeKTaMUu MTOJKeH
MPUHUMATBCSA BO BHUMAaHNE XapaKTep MOoparkeHus
B-kJeTouHOro 3BEHA.

IlpumeHeHUE KMBOM MMOJIMOMUETIUTHON BaKIU-
HBI ITPOTHBOMOKA3aHO IaI[MeHTAM C OTCYTCTBUEM
unu cHum:KeHueM B-mumoruror [21]. Ilo npaH-
HBIM KPYIHOTO MYJbTHUIIEHTPOBOTO HCCJIEOBAHUSA
2019 r., B KoTOpOe OBLIM BKJIIOUEHBI 783 maiu-
eHTa ¢ X-CIeIJIEHHON araMMarJyio0yJuHeMueu, y
1,5% HabaomaIoch pasBUTHE BaKI[MHOACCOIIUU-
POBaAHHOTO MapaJUTUUYeCcKoro mojumomuenuta [22].
IlamHOE OCJIoKHEeHMe ObLIO XapaKTepPHOo AJIA CTPaH,
B KOTOPBIX ITPOBOAUTCS BAKIITMHAIIUSA »KUBOH IIEPO-
panbHOIT mosmmommenutHoi Baxnuuou (OIIB), wu,
BEPOATHO, OBLTIO CBSA3AHO ¢ GoJiee MO3MHEI AuarHo-
cTukoii 3abonmeBanua [22]. He meHee Ba)KHOM mpo-
O0seMoii ABJIsIeTCA BBIJeJIeHNEe BUPYCa II0JUOMUE-
auta y nanueHToB ¢ BIIW mocje BaKIUHAIIUYU WA
KOHTaKTa C JOeTbMH, BaKmuHupoBamuHbiMu OIIB.
ITo maHHBIM JUTEPATypPhl, HA BCE CJyYau BBIAEJIe-
HUA BUpyca HoJuoMuWesuTa y manueHToB ¢ BN
Ha TAIMeHTOB C JedeKTaMu I'yMOpaJbHOTO 3BeHa
npuxonutrca 57% . B cBA3U ¢ 3TUM pPEKOMEHOBAa-
Ha 3aMeHa Ha WHAKTUBUPOBAHHYIO BAKIIUHY IJIA
BCeX ITAI[MEeHTOB ATOIH TPYINbl W WX OKPYKEHUSA
[23]. Uro KacaeTca WHBIX JKWBBIX BaKIIWH, DPas-
Butue BIJK-mHQeKNMU A9 DAaHHBIX NaIMEHTOB
He ommcano [3]. Takike oTcyTcTByIOT HaHHBIE 00
2 GeKTUBHOCTY 1 0€30AaCHOCTH BaKIITMHAIIUU TIPO-
THUB KOPU U BeTPAHOI ocmbl [24].

IIpuMeHeHNe WHAKTUBUPOBAHHBLIX BaKIIMH, B
CBOI0O oOuepenb, He NPOTUBOIIOKA3aHO MIJd IaIu-
€HTOB ¢ AedeKTaMu T'yMOPaJbHOTO 3B€HA MMMYH-
HOH cucTeMbl. HO B yCI0BUSAX HAPYIIEHHOTO
aHTUTEeJ000pa30BaHUS M, 3a4acTyi0, MPUMEHEeHU
3aMEeCTUTEJbHON Tepanuu IIpemapaTaMyd HMMYHO-
TJIOOYJIMHA BCTAeT BOIIPOC O IeJ1eCO00pas3HOCTU WX
ucmnoJsb3oBaHua. B wmcciaemoBamuu Hanitsch L.G.
W COaBT. BBeleHWNE ONHON M03bI MHAKTUBUPOBAH-
HOII BAKIIMHBI NOPOTUB BHUpPyca TPUINA IPUBO-
Inao K Hapacrtanuio tutpa AT JUIL y OTHOTO
u3 8 mamuentoB ¢ OBUH u y 4 u3 8 manueHTOB
¢ HeKJaccupUIIMPOBAHHBIMU HAedeKTaMu aHTHU-
TesoobpasoBanuda. IIpu 9TOM pAI TAUEHTOB,
MOJMYYABINNUX 3aMECTUTEJNbHYIO Tepamnuio HNMMY-
HOTJIOOY/IMHAMU, UMeJu 3amuTHbii Tutp AT K
PasINUYHLIM IIITAMMAaM T'PUIINA OO0 BBEAEHUS BaK-
MUHBI. [[OMTOJHUTENIHLHO aBTOPaMU OBLIO IIPOBEIEeHO
uccaenoBare T-KJIeTOYHOrO OTBeTa M0 W TOCJE
BaKIMHAIIUN, IPOAEeMOHCTPHUPOBABIlee CPABHU-
MBI C KOTOPTOM 3J0POBBIX JOHOPOB PE3YyJIbTAT Y
7 u3 8 mamuentoB ¢ OBMH u y 6 u3 8 mamueHToB
¢ HeKJacCU(PUIIMPOBAHHBIMU OedeKTaMu aHTUTe-
JoobpasoBaHua [25].

®dopmupoBaHue T-KJI€TOUYHOTO OTBeTa SABJIAET-
cs TIPeIMeTOM HMHTepeca, B YaCTHOCTHU, Y HaIllhueH-
TOB ¢ X-CIIeIJIEHHOH araMMarjo0yJInHeMueil BBULY
OTCYyTCTBUA y HUX B-nmumdornuros. @opmMupoBaHme
TMaTOreH-CIeIUPUUHBIX T-TuMQOIIUTOB IIPU HCCJIe-
mosauuu wmeromoM ELISPOT B oTBeTr Ha Bak-
IUHAIINIO TIPOTUB TremaTuta B OBLIO IIPOAEMOH-
crpupoBano Paroli M. u coaBr. y 9 mamueHTOB ¢

X-cuenyeHHON araMMarjo0yJIuHeMUeH, pesyabTaT
ObLI CPAaBHUM C TaKOBBIM Y B3JOPOBBIX [TOHOPOB
[26]. Taksxe mMeroTCA €JUHUYHBIE COOOIIEHUS O
dbopmupoBanuu T-KJIETOYHOTO OTBEeTA y JaHHBIX
ManueHTOB IIOCJie BaKIIMHAIIMM IIPOTUB BUpYyca
TPUIIIa U HOBO¥ KOPOHABUPYCHOU mHDpeKIun; [27—
29]. Heo6x0AMMO OTMETHUTH, OLHAKO, UTO NaHHBIE
HCCJIeNOBaHUA HOCUJIU CKOpPee HayJYHBIN XapaKkTep,
a He XapaKTep KJIMHUUYECKUX HCCJIEIOBAaHUM, MOJ-
TBEPIKJAIOIUX HE TOJHbKO HAJIUUYNE TeX UJIU WHBIX
MPU3HAKOB MMMYHHOTO OTBETa, HO U CHUKEHUE
3a00JIeBAEMOCTH COOTBETCTBYIOIIIMMU WHQMEKIU-
MU Yy BaKIMHUPOBAHHBIX MAIMEHTOB.

IlonucaxapugHble BaKIMHBLI XapaKTepH-
3yIOTCA MEHBINIEl WMMYHOTE€HHOCTBIO BBUAY
T-He3aBUCUMOM WHAYKIIMU WMMYHHOTO OTBETA,
B CBfABM C UYEM WCIOJb30BaHUE WUX Y IalleH-
TOB C¢ JAedeKTOM TIyMOPAJbHOTO B3BEeHa BPAL JIU
oymer sddextuBHo [4]. WccnemoBaHue KpPYHHOM
KOTOpPTHI, BKJMOUaBImeir 102 mammeHTa ¢ TaKH-
Mu HozoJsoruamu, Kaxk OBUWH, X-cuemienHas
araMmarJio0yJIuHeMusa U HeKJacCUMUIIUPOBAHHBIE
BN, mokasayio, YTO BaKIWHAIIUA MOJUCAXAPU-
HOI 23-BaJIEHTHOHN ITHEBMOKOKKOBOI BAKIIMTHOM HE
mpuBOAMIa K HapacTtaumio Tutpa IgM y 78%, IgA
y 88%, obmero IgG y 63%, IgG, y 49% mnanu-
erroB. Ilpu srom B rpynme mamumenToB ¢ OBUH
u X-CIemJIeHHOII aramMmarjio0yamHeMueii oTMe-
YaJIoCh JIWIh IPUCYTCTBUE WMMYHOTJIOOYJINHOB
Kjacca G, UTO BepoATHee BCero OBLIO CBA3AHO C
IpoBeieHNEM 3aMecTuTebHOI Tepanuu [30]. B To
JKe BpeMs B mcciaenoBanuum Aghamohammadi A. u
COAaBT. B IPYIINeE MAIMEHTOB C CEJIEKTUBHBIM Aedu-
nutoM IgA oTCcyTCTBUE NOCTUIKEHUA 3alllUTHOTO
tutpa AT B oTBeT Ha BBeJeHUE HOJIUCAXAPUIHON
BaKIUHBLI OTMeuayioch Juillb ¥ 35% [31]. BoJee
BBICOKYI0 MMMYHOT€HHOCTH B KOTOPTE B3JO0POBBIX
JIIoell TOKashbIBAeT NPUMEHEHUe KOHBIOTUPOBAH-
HBIX BaKInuH. B wucciaemosamum 2023 r. Baxkiu-
HanuAa TpeMsa nos3aMu 13-BaJeHTHOII KOHBIOTUPO-
BaHHON ITHEBMOKOKKOBOII BaKIIWHBI IIPUBOIUJIA
K (OpMHPOBaHWIO MMMYHHOTO oTBeta y 6 m3 11
ManueHTOB ¢ TUIIOTaMMarjao0yIunHeMueit, u3 KoTo-
PBIX 3aMECTUTEJNHHYI0 TEePaluio IIOJyYasl TOJBKO
oxuH marnueHT [32].

Takum 06pa3oM, HA TEKYIIIUI MOMEHT COTJIACHO
KJIMHUYECKUM PEKOMEHIAIIUAM IaIlleHTaM JaHHOMN
TPYNOIBI PEKOMEHIOBAHO NIPOBENEHUE BaKIIMHAIIUU
IIPOTUB BUpYycCa TPUIIA, THEBMOKOKKOBOI WH(DEK-
num u remouabHON MHPeKIUu Trna b [33].

BAU ¢ uMMyHHOH gucperyJsaimuen

K BIM ¢ uMMyHHOH [AuCperyJadiueil OTHO-
cATCA HacJeACTBeHHBLIe reModaronuTapHble CUH-
IPOMBI, ayTOMMMYHHBI JuMd@oIrpoaudepaTuB-
eIl cuagpoM (AJITIC), nedekTsl T-peryaaropHbIX
KJeTok (Hampumep, IPEX-cumapom, ramjaoHeIO-
cratounocTs CTLA-4, akTuUBUDYOIE MYyTaIluU
STAT3), APECED-cungpom u ap. [1].

Ha Terymniuil MOMeHT BBeJleHIE KUBBIX BaKIIUH
He PeKOMeH0BaHO JaHHBLIM ITalflieHTaM BBULY Oorpa-
HUYEHHOTO KOJIMYeCTBa JaHHBIX OTHOCUTEJIHbHO UX



GesomacHoCcTH. MMeIOTCA PeKOMeHIaIllui K IIPOBe-
IEeHUWI0 BaKIMHAIINY WHAKTUBUPOBAHHBIMHU BaKIIH-
Hamu nanuenToB ¢ IPEX u APECED cungpomamu,
OMHAKO WCCJEJOBAHUS CEPOKOHBEPCUU Y MTAHHBIX
MaIMeHTOB OTCYTCTBYIOT. TaKike BBUIY BBICOKOI
YacTOThl PaA3BUTUA AaYTOMMMYHHBIX OCJIOKHEHU!HN
MaIMeHThl OAaHHOW TPYIIBLI 3aYacTyi0 IIOJy4YaioT
MMMYHOCYIIPECCUBHYIO Tepalunio, 4To, 6e3yCJI0BHO,
IOJIXKHO YUUTBIBATHCA IIPU pPEIleHWr BOIpPoca O
11eJIecoo0pasHOCTY IIPOBefieHNA BakmuHanuu [2].

BU c nedexramu daromurosa

K pasBuTuio mupoKoro cueKTpa O0aKTepuab-
HBIX OCJIOKHEHUU IIPeIPacIOJIO’KeHbl MHaIlMeHTHI
¢ medexramMu (harommrosa, K KOTOPHIM OTHOCATCS
BPOJKJIEHHbIE HENUTPOIIEeHNM, XPOHWYecKas Trpa-
HyJeMmaTo3Hasa 6Gosie3Hb (XI'B), mebumur agresuu
netikonuToB (Leukocyte adhesion deficiency, nau
LAD-cungpom) u ap. [1].

IlpuMmeHeHME JKUBBIX BAKIMH, TaKUX Kak
BIJK mnm opanbHas BaKIIMHA IIPOTUB OPIOIITHO-
ro tuda, IpoTUBOIOKa3aHO mnanueHtam c XI'B.
B 1o Bpemsa kak pasButue BI[JK-uHpeKknuu y naH-
HBIX TAIMEHTOB IIMPOKO OIIMCAHO B JUTepaType,
OCJIO}KHEHUS TIOCJie BaKIMHAIMU OPIOITHOTUDO3-
HOUW BaKIMHOW HA TEKYIIUI MOMEHT HE OITMCAHBI,
OTHAKO M3BECTHO O BBICOKOU IPEIPACIOJIOMKEHHO-
cTu manueHToB ¢ XI'B K 6ojiee TAMKEIOMY TEUEHUIO
cairbMoHesne3HoW nHGpernuu [2, 3]. IlpumeHenue
JKUBBIX aTTEeHYUPOBAHHBLIX BUPYCHBIX U WHAKTH-
BUPOBAHHBIX BAaKIIUH y TaKUX MAIMEHTOB HEe IIPO-
TuBomokasano. Oguaxo Cotugno N. u coaBT. GBLIO
IIPOJEMOHCTPUPOBAHO HApPYIIEHUE CHEIUMUUECKO-
ro aHTUTeJ000pa3oBaHUA y manueHToB ¢ XI'B B
OTBET Ha BaKIMHAIMIO IIPOTUB BUpyca Kopu [34].

IIpu permreHUy BOIpoOca O IPOBENEHUU BaKIIU-
Hauu TalueHTaM C HeNTpomeHUel HeoO0XOIUMO
YUYUTHIBATH IIOAJIEKAINUN TEeHETUUYECKUHA IedeKT.
Taxk, HampuMep, HapylIIeHUs cHenudUIECKOro
aHTUTEI000PA30BAaHUA MOTYT WHOTJa HaOJII0AaTh-
cA y manmueHTOB ¢ X-CIENJIeHHON HEeUTpPOIIeHUEew,
BBI3BAHHOI MyTanmusaMu B reHe WAS, B To BpeMsa
KaK IalneHTsl ¢ MyTanuamu B reie ELANE Takux
Hapymienuii He umeoT [35]. Ha Tekymuit momeHr,
110 aHAJIOTUU C JPYTUMU HOB0JOTUAMU U3 T'PYIIIHI
BN c gederramu (paromurTosa, marmueHTaM C HEH-
TpomeHUEeH He peKoMeHAyeTca mpoBexeHume BIIK
u OIIB [2]. OgHako BavacTyio HaIMEHTHI IIOJY-
YalOT JaHHbIEe BAKIMHBI IO MOMEHTA IIOCTAHOBKU
IUarHo3a, W [JaHHbIE O PAa3BUTUU OCJIOKHEHUI
Ha WX BBeJeHUE B JINTEPATYpe He IIPEeNCTABJIEHBI
[35]. WmeroTca auIllb eIWHUYHBIE COOOIIEHUS O
paseutuu BI[JK-unbeKun y mammueHTOB ¢ MyTa-
muamu B rene GATA2, s KOTOPBIX XapaKTepHa
IIPEPaCIOJIOKEeHHOCTh K PA3BUTUIO0 MUKOOAKTEePHU-
anpHO¥M mHMeknuu [3]. BBeneHre WHBIX BaKIVH B
OTCYTCTBUM HAPYIIIEHUHN aZallTUBHOTO MMMYHUTE-
Ta IJIs TNAIlMeHTOB C HEHTPOIEHUAMU MOMKET OBITH
IIPOBEIEHO COTJIACHO HAIIMOHAJIBHOMY KaJIeHAapio
mpodMIaKTUUECKUX TPUBUBOK [35].

Hna manmueHtoB ¢ LAD-cuHApOMOM B JIUTe-
paType BCTpedaioTcsa PEeKOMeHIaIlluu, paspelraro-

e BBeJeHMe TOJbKO WHAKTUBUPOBAHHBIX BaK-
IUH BBUAY BO3MOYKHOTO HAPYIIEHWS KJETOUHOMN
nutrorokcuuyHoctu [2]. Ilpm srom Assing K. u
coasT. B 2019 r. onucanu manuedtra ¢ LAD-cuup-
poMoM, KOTOpOMYy Oblja IIpOBeJeHa BaKI[MHa-
YA WHAKTUBUPOBAHHBIMU BaKI[MHAMHU IIPOTUB
TOJIMOMUEJINTa, NTHEBMOKOKKOBOHW, TreMOo(pDUIBHOMN
uHMDEKINA, KOKJIOIAa, CTOJOHAKA U JUMTEPUA 0
MOMEHTA IIOCTAHOBKU AMAartosa. [[omoJHUTEeIbHO,
mnocJie BepuuUKauy JUarHosa, MalueHT TOJyYnI
JKUBYIO BaKI[MHY IIPOTHUB BETPAHOM OCIIBI, OCJIOMK-
HeHU# oTMeueHo He 6bL10. Ha cpoxe 52 Hemenu
mocje BaKIWHAIUU Yy MalMeHTa COXPAHSAJINCH
samurable TUTPl AT KO BceM mHDEKIUAM, KpoMe
reMo(pUIbHOIN MHMPEKIUU Tuna b, K KOTOPOIl OTBET
Obl1 yTpaueH ueped 20 HeJesb TOCJe BBeIEeHUSA
BakIUHEI [36].

HedeKTsI BPOKAEHHOTO UMMYHUTETA

HedeKTsl BPOKIEHHOTO MMMYHHUTETA XapakK-
TEePU3YIOTCA BBICOKOM IIPEAPACIIOJIOKEHHOCTHIO K
Pa3BUTHUIO OIPENEeJEeHHBIX BUPYCHBIX, OaKTepuU-
aJbHBIX WU TPUOKOBBIX MHPeKIuii. K HuM OTHO-
cATcA 3abosieBaHUA, XapaKTepU3yIOIuecsd Kak
MeHJeJieeBCKasA INIPEIPACIOJIOKEeHHOCTh K MUKO-
6axTepuanbHbIM HHpermuam (mepurnur IFNGRI,
IFNGR2 wuau IFNG, ayTocOMHO-ZOMUHAHTHBIE
BapuaHThl notepu pyHKmuu B rene STATI1), xpo-
HUYECKUEe KOMKHO-CIUSUCThIE KaHAMIO3bI (aKTu-
Bupytomnue wmyrtaunuu STATI1), saboseBaHUA C
IPEIPaCIOJIO}KEeHHOCThI0O K WHBA3WUBHBIM TI'PUOKO-
BeIM wuHGperknuam (gepunur CARDY9), unBasus-
HBIM OaxrepuanbHbIM (medpunur IRAK4, MyD88)
u BuUpycHbIM 3abosmeBanuaM (WHIM-cuugpom,
ayTOoCOMHO-pellecCuBHBLIe MyTanuu B rene STATI,
STAT2 u gp.) [1].

ITanmuenTsr ¢ gepexramm 3BeHa MPH-ramma/
WNJI-12 uMeloT IOBBIINIEHHYIO NTPEIPACIOIOMKEH-
HOCTh K Pa3BUTHUIO MH(MEKIINII, BELIBBAHHBIX MUKO-
6aktepuamu. Ilo mamueim Fekrvand S. u coasr.,
yacrora pasButuda BIJK-undeknmum y maHHBIX
TMaIueHTOB BBINIE, YeM Yy NAIMeHTOB C WHBIMU
BOW [3]. B Bungy sToro KuBble GaKTepraJbHbIE
BaKIUHBI UM IIPOTUBONIOKAa3aHHI [2].

BBeneHMe KUBBIX BaKIIUH TaKKe He PEKOMEH-
IOBAaHO IAllMEHTAM C AaKTUBUPYIOINIUMHU MYTallu-
amu B rede STATI, Tak KaKk MMEIOTCA OAHHBIE O
pasButuu y Hux BI[JK-uHGeKIIMU 1 KOPU B OTBET
Ha BBeJeHUE COOTBETCTBYIOIIUX BaKIuH [37].

ITanmenTamM ¢ TPEAPaCHIOJIO}KEHHOCTHIO K Pas-
BUTHUI0O WHBA3WMBHBLIX OaKTEePUAJNBHBIX WHOEKIIUI
PEKOMEHIOBAHO IPOBEeHNE TOMOJHUTENHLHON BaK-
IIUHAIIUY TIPOTUB ITHEBMOKOKKOBOI, TeMO(GUILHOMN
M MEHMHTOKOKKOBOW WHMEKIUH ¢ KOHTPOJEM
Turpa mnoctBakiuHAIbHEIX AT [2]. Ogmako B
JIUTEpAType TaKyKe MMEIOTCA NaHHbIE O Pa3BUTUU
THEBMOKOKKOBOTO MEHUHTUTA Yy TAIMeHTKU C
nepuriurom IRAK4 1mocie TpOBeIeHHON BaKIIH-
HaIuu C YAOBJIETBOPUTEJIBHBIM THUTPOM IIOCTBAK-
nuHanbHBIX AT [38]. Takum o6pasom, BOIpPOC
KPUTEPUEB OIIEHKU 3aIUTHOTO UMMYHUTETA IIOCJe
BaKMnuHanuu y namumenToB ¢ BV, B wacTHOCTH, C
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IZ[eq)ell\‘,TaMI/I BPOXIEHHOI'0O MMMYHHTETA, OCTaeTCdA
OTKPBITBIM.

AyTtoBocnagnreapHbie 32001€BAHUS

AytoBocnianurenbuble 3aboseBaHus (AB3) —
9TO OTHOCHUTEJbHO HOBAs TPyNIa MOHOTEHHBIX
BIIU, maToreHeTMUeCKO OCHOBOI KOTOPBIX ABJIA-
I0OTCSA HAPYIIeHUS BPOKIEHHOTO WMMYHUTETa,
KJIVMHUYECKY peajusyioluecsa B BHUIE Pa3BUTUSA
9MM30/J0B CUCTEMHOr0 BOCIIAJIEHUS.

Hnsa manmuentoB ¢ AB3 mHe ommcano pasBUTHE
BAKIMHOACCOIMUPOBAHHBIX 3a00JIeBaHUM, B CBA3U
C YeM OTCYTCTBYIOT CTPOTHe IMPOTHUBOIOKA3AHUA K
BaKIMHAIIUY JAHHBIX HAIMEeHTOB. B TO ke BpeMsa
UMEIOTCs NaHHbIe 00 000CTPEeHUUM OCHOBHOI'O 3a00-
JIeBaHUS y MAIUEHTOB C Ae@UIIUTOM MeBaJIOHAT-
KWHA3bl B OTBET HA MPOBEJEHHYIO BaKIIMHAIIWIO
[39]. UccnenoBanue Jaeger V.K., B KoTopoe ObLIN
BKJIIOUEeHBI 68 ManuneHTOB € KPUONMUPUH-aCCO-
[UUPOBAHHBIMU IEPUOAUUYECKUMHU CUHIPOMAMU,
MOKas3aJio PpPasBUTHE MECTHBIX WJU CHUCTEMHBIX
BOCTIIAJINTEJIbHBIX PEaKIMili B OTBET HA BBeAeHUE
TMoJcaXapuaIHON MMHEeBMOKOKKOBOI BaKIIMHBI y 12
u3 15 mamumentoB. KoHblormpoBamHas BaKIIMHA
ObLia BBeJleHA JIUIh 2 MAIlNeHTaM U He MIPUBOAMIIA
K Pa3BUTUIO 3HAUUMBIX MOOOUHBIX a()derToB [40].

ITamuenTsr ¢ AB3, Kaxk mnOpaBuIo, IeMOH-
CTPUPYIOT CPABHUMBIA CO 3JOPOBBIMU [JOHOPAMU
ypoBeHb mocTBakIuHAJABLHBIX AT. OqHAaKO B Hcce-
mosauunu Kraszewska-Glomba B. u coasT. Bak-
muHanua manueaToB ¢ PFAPA cungpomom (AB3
0e3 BepuU(PUIIMPOBAHHOTO T'€HETHUECKOro HederTa)
MPUBOAMIA K JOCTUIKEHWIO 3aruTHOro TuTpa AT
mpoTuB Bupyca Kopu y 29 us 31 namuenra, snusme-
Muueckoro maporura — y 23 us 31, KpacHyxXu — y
25 us 31 [41].

Taxsxe ycs0BUA HaAPYIIeHHOU PeTyIAINN MeXa-
HU3MOB BOCHAJIEHUS 00YCJIOBIAUBAIOT IIIUPOKOE IIPU-
MeHeHNe MMMYHOCYIIPECCUBHON ¥ aHTUIIUTOKWHO-
BOM Tepamuu y MAHHBIX IAI[MEeHTOB, UTO TpedyeT
OCTOPOJKHOCTA B MPUMEHEHWN JKUBBIX BAKI[UH.
B sumrepaType mMelOoTCs NAaHHBIE O 06E30MAaCHOCTH
BaKIMHAIUY [POTUB KOPU, KPACHYXW, SIUIEMU-
YECKOr0 IMAapOTUTA W BETPAHON OCIBI ¥ MAI[MeHTOB
¢ AB3 na (poHe mpuMeHeHHUs TAHHOUN Tepamuu, HO
OCHOBaAHBI OHU Ha MaJbIX BhIOOpKax [39].

BAU ¢ nedexToM KOMILIEMEHTa

Eme omuoi#t Basknoit rpynmoit BIW sasiarior-
ca medeKThI CHUCTEeMBI KOMILIEMEHTa, IIPU KOTO-
pBIX HabJIOmaeTcsa IOBBINIEHHAS IIPEAPACIOJio-
JKeHHOCTh K Pa3BUTHUIO0 MHMEKIIMOHHBIX OCJIOMKHEe-
HUI, BBI3BAHHBIX WHKAICYJIUNPOBAHHLIMU OaKTe-
pusaMu, TakuMu Kak Streptococcus pneumoniae,
Hemophilus influenzae u Neisseria meningitidis
[42]. TlocKONBbKY HAIMEHTHI C AeMUIIUTOM KOMIIO-
HEHTOB CHCTeMbI KOMILJIeMeHTa O00JIafaioT COXpPaH-
HBIMI 3BEHBAMH KJIETOUHOTO ¥ TyMOPAaJbHOTO
UMMYHUTETAa, IPeAIoJaraeTcs, 4To KUBble U MHAK-
TUBUPOBAHHbIE BAKIMHBI 0e30MMaCHBLI IJIsd [JaH-
HBIX IIAIlMeHTOB. bBoJjiee TOTro, WMeEIOTCA JaHHBIE
0 HeoOXOAMMOCTH IIPOBEAEHUA MJOIMOJTHUTEIbHOMN

VMMMYHU3AIUN IIPOTUB ITHEBMOKOKKOBOM, MEHIHIO-
KOKKOBOI u remodunbHoi nudermnuii. Tak, Hanpu-
Mep, JaHHBIM ITallueHTaM PeKOMEeHI0BAaHO BBeIeHUe
IOIIOJHUATEIBHOM 03Bl YeThIPEXBAJIEHTHON MEHMH-
TOKOKKOBOU KOHBIOTMPOBAHHONI BAKIIUHBLI KaiKIble
3 roja Ijid TAIMeHTOB B BO3pacTe OT 2 MeCAIEeB J0
6 JsieT U KayKable 5 JieT B 6ojiee cTapllieM BO3pacTe
[2]. IIlpm wmMMyHH3anMu NOPOTUB ITHEBMOKOKKO-
BOII WHMEKIINM pPeKOMeHIOBaHa II0CJIeI0BATEb-
Had BaKIuHANUA 13-BajleHTHON KOHBIOTUPOBAHHOMN
u 23-BaJIeHTHOUM MOJMCAXapUIHON BaKIIMHAMU C
uHTepBaJIoOM 8 Hexmenb [2, 43, 44].

OTgenbHO CTOUT BBIJEJUTH IMAIIMEHTOB C
HACJIeICTBEHHBIM AaHTMOHEBPOTUYECKUM OTEKOM,
I KOTOPBIX He XapaKTepHa BBICOKasA IIpenpac-
TMOJIOYKEHHOCTh K MH(MEKIIMOHHBIM 3a00JIeBAaHUAM
¥ BaKI[MHAIIMSA MOJKEeT OBLITH ITPOBEeeHa B COOTBET-
CTBUU C HAIIMOHAJBbHBIM KaJIeHJapeM IIpoduIak-
TUUYECKUX IIPUBUBOK. MHQEKIIMOHHBIE 3SIU30I5I
MOTYT CJAYKUTHL TPUTTEPOM [Jisd PA3BUTHUA OTEKa
Y MJaHHBIX MAI[MeHTOB, B CBA3W C YeM aKTyaJbHOMN
SABJAETCS, B YaCTHOCTH, CE30HHAA BaKI[MHAIIUA
IIPOTUB BHpPyca rpumnmna. [OmoJHUTEJLHO IIally-
eHTaM, IMOJyJYaloIlUM SKCTPeHHbIe TpaHCPy3uu
CBeIKe3aMOPOKEeHHOM IIJIadMbl IJA KYIUPOBAHUSA
OTEeKOB, 0COOEHHO Ba’yKHO IIPOBeleHre BAKIITMHAIIUN
mpoTuB renatura B [45, 46].

BiausaHue mpoBOOMMON Tepanuy Ha BAKIIUHAIUIO

BesycnoBHO, BKJax B 1mpoliecc (HOpMUPOBA-
HUA TOCTBAKIIMHAJIBHOTO UMMYHUTETA OKAa3bIBAIOT
3aUacTylo NOpuMeHseMble y mnanueHtoB c¢ BN
3aMeCTUTeJbHAA Tepanmus IIpernaparaMyu UMMYHO-
TJIOOYJIMHA, a TaKiKe IIUPOKUI CIEeKTP MMMYHOCY-
IIPECCUBHBIX IIPEIapaToB.

ITaccuBHaAs wuWMMyHU3aUsa OTyTeM WHQYSUU
TOJIMKJIOHAJMBHBIX IgG uesioBeKa SBJIAETCA OCHOBOM
Tepanuu GoabinuHCTBa BIIV ¢ HapyIlleHHBIM ajarl-
TUBHBIM TyMOPAJbHBIM WMMYHUTETOM. ¥ DeIu-
nueHToB IgG ObLIM 3aperuCTPUPOBAHBI BAIUTHBIE
ypoBHu AT K pyTUHHBIM BakiuHaM. K HUM OTHO-
carca AT K amaToOKcHMHAM CTOJIOHAKA, AUMTEPUH,
BO30OYAUTENAM KODPU, BETPAHOM OCIBI, KOKJIIOIIA,
ITHEBMOKOKKA ¥ TPEM pPacCIpPOCTPAHEHHBIM CEPO-
THUIIaM MeHUHTOKOKKa [4]. B cayuae mnposene-
HUA BaKIWHAIMKU NaHHBIM IallMeHTaM HaJesKHbIN
MOHUTOPUHT KOHBEPCUUM BO3MOYKEH TOJBKO A
TeX BaKIIWH, KOTOPbIe HE BXOAAT B HAIMOHAJIbHBIN
KaJleHJapb OPOMUIaKTUYECKUX IIPUBUBOK (BETPH-
Hasd ocma, remaTuT A, KJjerleBoit sHiedanur) [47].

Takum o6pasoM, mamueHTaM C TyMOpaJb-
HBIMU HApPYUIEHUAMU WJIX KOMOWHUPOBAHHBIMU
B, nosydamIiuM Tepamui WMMYHOTJIOOYJIH-
HOM, BBeJleHUe OOJIBIITMHCTBA BAKIMH U3 HAIUO-
HaJIbHOTO KaJleHJapsA MPUBUBOK HeIeecoo6pasHo,
nmockoJgbKy 9Tu AT mpeacrTaBieHBI B LOCTATOYHOM
KOJIMYEeCTBe B IIperaparax UMMYHoOTJI0o0yauHa [21,
48, 49]. OgHAKO aKTyaJbHBIM MOJKET OBITH BaK-
IIUHAIIUA TIPOTUB BUPyca TPUINA, TATUJIIOMBI
yeJioBeKa, remaTurta B, KielmeBoro sHIiledasuta,
BBULY HWHIYKIUU UMM KJETOYHOTO MMMYHUTETA
[4, 48]. TakKke MOKeT OBITH PACCMOTPEHO IIPHU-



MeHeHVe KOHBIOTMPOBAHHBIX U IOJIMCAaXapUIHBIX
BaKIUH (3a WCKJIIOUEHWEM IaIMeHTOB C araM-
maraooynuuemueit) [48]. Tem He MeHee BaK-
HBIM TIPEICTaBJISAETCA NIPOBeJEHVE KJINHUUYECKUX
HUCCJIeNOBaHUI B MaHHOM rpynie OOJBbHBIX, KaK B
OTHOIIIEHUN BO3MOJKHOTO CHIKEHUA 3a00JIeBaeMo-
CTH OSTUX MAIMEHTOB IIOCJ€e BaKIMHAIIMU, TaK U
B OTHOIIeHUN (PapMaKOKOHOMHUECKOro sddeKrTa
TaKUX IIPOTPaAMM.

IIpuMeHeHME IIpenapaToB MMMYHOTJIOOYJIMHOB
TaKoKe MOYKeT IIPUBOAUTH K OTCYTCTBUIO 3(hPeKTUB-
HOCTHU BaKIIMHAIIUY IIPOTUB KOPU, KPACHYXU U SIIU-
IeMUYECKOTO IapoTUTa BBUAY WX HEUTpaIU3aIiuu
TIOCPEICTBOM HAXONAIUXCA B Mpelaparax HUMMY-
HoryoOynuua AT. BimsgHue Ha BaKIUHY IIPOTUB
SIIUIEMUYECKOT0 IaPOTUTA Ha TEKYIIWII MOMEHT He
ommcaHo. B c¢BA3M ¢ 9TUM BBeJeHUE NAHHBIX BaK-
IIMH HEe PEKOMEeHJOBaHO B TeueHue oT 3 A0 11 mecs-
IIeB TIOocCJe IIPOBEJEHHON Tepanmuy IIpelnapaTaMu
uMMyHOrIo0yauHa [4]. B To Ke BpeMs, IO TaHHBIM
JIUTEPATyPhI, JaHHAS Tepanus He OKa3hbIBaeT BJIUA-
HUA Ha IpPyrue 'KUBble BaKIWHBI, Takue Kak OIIB
UJIU BaKIMHA IIPOTUB JKEJTOH JUXOPagKU, COOT-
BETCTBEHHO, OHU MOTYT BBOJUTHCA IO IpaduKy, 3a
UCKJIIOUEHNEM CJIyUYaeB, KOTJa OCHOBHOI AMarHo3
ABJISIeTCA IIPOTHBOIOKasaHueM [21].

B ciyuae, ecqm HalMeHT IIOJyYaeT TePAIIUIo
mpenapaTaMy UMMYHOTJIOOYJIWHA I MTOJKOKHOTO
BBeIeHUA, IPU HEOOXOAMMOCTH IIPOBEIEHUSA BaK-
IIUHAIIUY TpelapaThl CJIeNyeT BBOOUTHL B Pa3HBIE
aHaTomMuueckue obsactu [21].

ITomuMo 3aMecTHUTENBHON Tepanuu, 3aUYacTyio
nanueHTsl ¢ BIW mosyyaioT pasjinyHble UMMYHO-
CyIpecCHUBHBIE IIperaparhbl, YTO CO3TaeT HOTOJHU-
TeJbHBIE TPYAHOCTU B PEIIIEHUU BOIIPOCA O IIeJIeCO-
obpasHOCTH BaKIuHaINuu. JKuBble BaKIIUHBI, KakK
MIPaBUJIO, MPOTUBONOKA3aHLI K IPUMEHEHUIO A
ManueHTOB, IOJYYaoIUX KUMMYHOCYIPECCUBHYIO
Tepanup. BakmuHamusa UMU MOYKET OBITH ITPOBE-
IeHa 3a 4 HemeJau IO CTapTa IIOJOOHOI Tepamuu,
B CJy4ae ecjiu OCHOBHOe 3abojieBaHVe He SABJISAET-
cA TPOTUBOIIOKA3aHUEM, W TepPalUA MOYKET OBITH
oTcpoueHa. Eciiy manmueHT yKe IMOJIyuaeT UMMYHO-
CYIPECCUBHYIO Tepamuio, BO3MOMKHO IPUMeHEeHUe
VUHAKTUBUPOBAHHBIX BaKIWH. B TakoM ciydae
PEKOMEHJOBAaH KOHTPOJIb TUTPa HOCTBAKIIMHAJb-
veIX AT [50]. Ilpu sTom Hawmsydmiasg MMMYHOTEH-
HOCTbh, 0€3YCJIOBHO, JOCTUTAETCS HNPU HEAaKTUBHOMI
cranuu 3a00JieBaHUA U B OTCYTCTBUU MMMYHOCY-
npeccun [2].

B mocnenHee BpeMs HOCTATOYHO IIUPOKO IIPU-
MeHseTCs aHTUIMTOKWHOBAs Tepamnus, KOTopas,
IO JaHHBIM UMEIOIUXCA Ha CETrONHAIIHUHN AeHb
UCCJIeNOBaHUI, B MEHBIIEH CTemeHU BJIHUAET Ha
(opMupoBaHUE IOCTBAKIIMHAJILHOTO UMMYHHOTO
orBera [51].

g paga BV ennHCTBEHHON M3JIeYnBAIOIEH
ommuei Tepanuu saBaserca nposBemenue TICK.
ITammeHTHI, KOTOPHIM ObLja IIPOBeJeHa JaHHAA
Tepamus, MOTYT OBITh BaKIIMHUPOBAHLI B COOT-
BETCTBUU C PEKOMEHAAIUAMU IO BEJEHUIO B IIOCT-
TpaHCIJIAHTAIIMOHHOM Tiepuoze [52].

Oxpy:xenue manuentoB ¢ BN

Huna manmuentToB ¢ BIAW, mmemmmx TPOTUBO-
IOKa3aHUsA K BBEIEHUIO TOM WHJIM WHOW BaKI[U-
HBI, aKTyaJbHON CTAHOBUTCA BaKIIMHAIIUA UX
OKpYy:KeHUs. B obsiacTu BaKIUHOUPODUIAKTUKUI
3IOPOBBIX JIeTell CYIIeCTBYET IIOHATHE CTPATETUuU
«KOKOHa», KOTOpasd B3aKJIouaeTcs B UMMYHU3a-
UM KOHTAKTUPYIOIMUX € PEeGEHKOM B3POCIBIX
IPOTUB WHMEKIUH, OT KOTOPBHIX PEeOEHOK ellle He
MOKeT OBITh BAKIIMHUPOBAH CaM B CHJIy BO3pacTa.
Hawu6osiee uacTo jaHHAasA cTpaTerus o6CyKIaeTca B
KOHTEKCTe KOKJIIOIIA, BaKIMHAIIUSA IIPOTUB KOTO-
pOTo IO HAIIMOHAJBHOMY KaJeHIapio HauMHAeTCA C
3 MecsIeB, B TO BpeMsa KaK Pa3BUTHE KOKJIIOITHOMN
uH(MEKINU y IeTeil IO 9TOr0 Bo3pacTa XapaKTepu-
3yeTcs BBICOKOI JieTaabHOCTHIO [53].

HanHasa cTpaTerusa MOKeT ObITh IPUMEHEHa K
nanuentam ¢ B u ux OJM3KOMY OKPY KEHUIO.
B cayuae, ecam mamueHT IOJyYaeT 3aMeCTH-
TeJBHYI0 Tepamuio MpenapaTaMyu HUMMYHOTJIO0Y-
JIMHA, KOTOpas MOJKEeT O0ECIeUuTh 3aIlUTy IIPOo-
TUB OCHOBHBLIX BaKIIMHOYIIPABIAEMbIX WHOPEKIIUIL,
aKTyaJbHBIM ABJIAETCA IIPOBEJEHNE CE30HHOI BaK-
IIUHAIIUY TIPOTUB BUpyca rpunmna [2, 24].

ITapeHTepasbHbIE JKUBBIE BAKIIMHBI CUNTAIOTCSA
0e30TTacCHBIMU IIPU OBITOBBIX KOHTAKTaX C IaIleH-
ramu ¢ BIIW. OgHaxko B cayuae MOABJEHUS Y JIUII,
HaXOOAIMUXCA B KOHTaKTe ¢ mammeHToM c¢ BJIIU,
CBITIM TIOCJIe BaKIIMHAIIMYM IIPOTUB BETPAHOIN OCHHI,
PEeKOMEeHZ0BaHA W30JIAIUA IalMeHTa C IocJe-
IYIOIIUM BBeJeHMEeM HMMYyHorjobOyamHa. Takike
PeKOMeHJOoBaHA 3aMeHa INePOPaJbLHON BaKI[MHBI
IIPOTUB TOJMOMHUEJINTAa Ha WHAKTUBUPOBAHHYIO
mapeHTepaJbHYIO [24].

3aKarouyeHue

Baknmuaonpopuiraktuka manueHToB c¢ BN
Ha TeKYLT_U/Iﬁ MOMEHT OCTaeTCda CJIOKHBIM M MaJlo-
M3yYEeHHBIM BOIIPOCOM. BBICOKasA IreTepOTreHHOCTH
IedeKToB UMMYHHOI CHCTEMBI, OOIITUPHBIN CIEKTP
NMMYHO3aMECTUTEJIbHOT W WMMYHOCYIIPECCUB-
HOW Tepamuu B COYETAHUM C MaJOUYUCIEHHO-
CTBIO JOCTYIIHBIX KOHTPOJUPYEMBIX KJINHUUYECKUX
I/ICCJIeIEOBaHI/Iﬁ He IIO3BOJIAIOT OeJjaThb OJHO3HAYHBbIE
BBIBOABLI O 0€30MaCHOCTH M, UTO He MeHee BaiyKHO,
5(QPeKTUBHOCTU MPOBEAEHUA BaKI[UHAIIUU B I'DYII-
ne nanueHToB ¢ BJIIW. BoJBIIMHCTBO [IOCTYII-
HBIX WCCJIeJOBAHUIM OCHOBAHBI HA MAJBIX BBIOOD-
Kax, 3a4aCTyI0 B OTCYTCTBUU BepU(DUIITUPOBAHHOTO
TeHeTH4YeCKOI'o ,ue(befc'ra, B CBA3HU C 4UYeM Hpaf/iHe
aKTyaJIbHBIM OCTaeTCs BOIIPOC IIPOBeOEHUA OaJib-
HEeUINUX HCCJIeAOBAHUUA NAHHOTO BoIrpoca. Takike
npencraBjadeTCA BaMKHBIM IIPDOJOJIMYKNTH OTKPBITYIO
AUCKYCCHUIO II0O OJaHHOMY BOIIPOCY B pOCCHfICI-CHX
MEeIUIITMHCKUX COO6H.IeCTBaX, TaK KaK gaie cpeau
CIIeIITNaJINCTOB aJlJIeproJioroB-nuMMYHOJIOT'OB HMe-
IOTCA pa3Hble MHEHHUA IIO CYIIIeCTBY BOIIpOCa.

Bxnad aéemopos: éce asmopuvL 6 PAGHOU CMeENneHU HeCLU
c60ll 6KA0 8 PYKONUCL, PACCMOMPENU ee OKOHYAMEeLbHbLil
eapuanm u danu cozaacue HA NYOLUKAYUI.

DunaHncupoearue: 6ce a6mopbl 3ai6UiU 00 OMCYMcmeuu
@unarncosoil noddepicku npu nodzomosre 0AHHOU PYKONUCU.
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Bocnanurenbubie 3aboseBanus kuireunuka (B3K),
OCHOBHBIMHU IIPEACTABUTENAMU KOTOPBLIX SABJIAIOTCSA
sasBenublit Koaut (AK) m Gomesusr Kpoma (BK), mpen-
CTaBJAT COOO WMMYHOIIATOJIOTUYECKNE COCTOSHUS,
BBISBAHHBIE [JUCPEryJaAllell MMMYHHOI'O OTBeTa Ha

Mukpoduopy Kuineunuka. IIpm pmaHHOH maToJoruu

OCHOBHOU MWUIIIEHbIO SBJSAIOTCS OPraHbl JKEJYJOUHO-
kumeuynoro tpaxkrta (WKKT), Ho Takske Moryr mopa-
JKaTbCSA JIO0bIe APYTrue CUCTeMbI ¢ (DOPMUPOBAHUEM TaK
HA3bIBAEMBIX BHEKWIIEUHBIX ITPOABJICHUI,
110 JAHHBIM PA3JNYHBIX ABTOPOB, PETUCTPUPYIOTCS Y
6-47% Bcex manumenrtoB ¢ B3K [1]. Kpowme Toro, B psige

WCCJIeIOBAaHUM NOKA3aHO HAJWYVE MOBBIIIEHHOTO PUCKA

KOTOpBbIe,

BOSHUKHOBeHUA y Jyiofeir ¢ BBK npyrux ayromMMyHHBIX
3a00JyIeBaHUN — I[eJIMAKUM, IICOPUA3a, aHKUIO3UPYIOIIe-
rO CIIOHAWJINTA, CUCTEMHON KPACHOU BOJUYAHKU U [IP.,
KOTOpBbIE PACCMATPUBAIOTCA KAaK acCCOIMUPOBAHHEIE C
B3K cocroanusa [2]. Hau6oaee uyacto npu BK u AK mbr
BUAUM TATOJIOTHIO KOXKU, CYCTaBOB, TIJia3, remaTobOu-
nuapHO# cuctems! [3]. IIpu aToM mopaskeHme HEPBHOM
CHCTEeMBI OTHOCUTCS K UNCJIYy Hambojiee PeIKUX BHEKU-
mreunbrx nposasienuin B3K. ¥V 0,9-3,6% BcrpeuaroTcs
nepudeprUecKue IOJUHEHPONATUN, a TaKiKe Ccoo0Ia-
eTca 0 eJUHUYHBIX CJIyYasX MUACTEeHUU I'DABUC, MUEJIO-
natuii [4]. OgErM U3 caMbIx penkux mopaskenumii ITHC
ABJIAETCA MHAacTeHMUecKui cumaapom JlambGepra—lToHa
(MCJIN), ®KOTOPBHI MO’KeT DPasBUTHCA Ha (PoHE HEKO-
TOPBIX OHKOJOTMYECKUX COCTOAHUU, JubO B CTPYKTYpe
ayroummyHHOI nartosnoruu [5]. B ocaoBe MCJIN nexxur
paccTpoiicTBO mepefaur HEePBHO-MBINIEYHBIX HMIIYJIb-
COB, CBfI3aHHOE CO CHUJKEHHBIM BBICBOOOXKAEHUEM alle-
tunxonauHa (AIlX) w3 mnpecMHANITUYECKUX HEPBHBIX
OKOHUAaHWU, HECMOTPS HA HOPMAaJIbHOE KOJIUUYEeCTBO
ny3beIpbKOB ¢ AIlX, HOpMaAJIbHYI0 HpPECUHAIITUUYECKYIO
KoHneHTpanuio AIlX m HOpMaJbHOE KOJMYECTBO IIOCT-
cuHanTuuckux AIlX-perenTopoB. OCHOBHOI HPUUYNHON
MCJIA aBnsercss BLIpaOOTKA aHTUTEJ IIPOTUB IIOTEHIIU-
ay-saBUCUMBIX KaublueBbix KaHajaoB (IIKK) npecunam-
TUYECKOM MeMOpaHbl HEPBHO-MBIIIEUHOTO COEIUHEHUSI
[6]. KauHnyecku maHHOE COCTOSAHUE IIPOABJISAETCA Pas-
BUTHUEM MBIIIIEYHOI cJaa00CTU, OBICTPOIN YTOMJISIEMOCTHIO
u a- unau runopeduerkcueit [7]. IIpu saTom perucTpupy-
eTcsl OUeHb crenuduyecKas KapTHUHA dJIeKTPOHEHPOMUO-
rpaduu (OHMI') — cHM)KeHMEe aMIIUTYAbI ITOTEHIIUAJA
(mexkpemeHT) wMBImIeuHOW akTUBHOCTH (M-OoTBeTa) Ha
HU3KOYACTOTHYIO IIOBTOPSAIOIIYIOCA cTUMYyJIsanuio. IToce
KPaTKOBPEMEHHOM (PU3UMUECKOll HArpPy3KH OTMEUAeTCs
BbIpaKeHHoe oOJjeruenue M-orBeTa. BhIicOKouacToTHASA
CTUMYJIANUA NOPUBOAUT K IOSABIEHUI0O HHKDPEMEHTa —
yBequuennoo ammiantyasl M-orBera ma 200-250% wu
6onee [8]. Bcerpeuaerca maHHAsS NATOJNIOTHUSA TIOPas3no
peke, UeM MUACTEeHUs I'PaBUC U [Apyrue 3aboJieBaHUA,
CBfABAHHLIE C PACCTPOMCTBOM Ilepefadyy HEepPBHO-MBIIIEU-
Horo coenmHeHus. [Ioka ero HeJIb3sa HAIPAMYIO OTHECTH
K BHeKUIIIeYHBIM IpoaBieHuaM B3K BBuzy wmasoro
KOJIMYeCTBa HAOIIONEHMI, OTCYTCTBUSA IeJieHalIpPaBJIeH-
HBIX VCCJIEJOBAHUI II0 SIUJEMUOJOTHU JaHHOTO 3a60-
JleBaHUfA, a TaKKe IIOJHOTO IIOHMMAHWA IIaTOTeHe3a
U B3aMMOCBSBM C AacCCOIMMPOBAHHBIMU HMMYHOIIATO-
JIOTUYECKUMHU cocTOAHUAMU. Huke mpuBoguM omuca-
aue caydas MCJIM, xoTopblil ObLI AUATHOCTHUPOBAH Y
pebenka ¢ TawkenbiM TeuenmeMm 1K, morpeGoBasiiero
KOJI9KTOMUM.

Knunuueckoe nabnrodenue

HeBouka B. Ha MoMeHT mocTanoBku auaraosa MCJI
13 ner. W3 amamMHesa M3BECTHO, YTO PEeOEHOK POIMJICS
or I momormeHHoit GepemeHHOCTH Ha (oHE 000CTPEHUSA
uH(pEKIUY MOUYEBBIBOAAIINX IyTeil. HaciaemcTBeHHOCTH
OTATOIN[eHA II0 MATEePUHCKOW JWHWUHM: MaTh CTpajgajia
TOJLTMHO30M, 60Je3HbI0 Takascy ¢ pasBUTHEM HeipoceH-
COPHO# TYyroyxocTu, y 0a0yIIIKKU M0 MaTePUHCKON JTUHUN
oTMeuasicsa oTeK KBUHKe, MOJINHO3, ¥ Aefa 10 MaTepUH-
CKoll JquHuM — O6poHxmanbHasa actMma (BA), apTpur.

B 3 roga meBouke amOyJiaTOPHO OblIa AUATHOCTH-
poBaHa aromuueckasi ¢popma BA, momoOpana OasucHas
Tepanusd KOMOMHUPOBAHHBIMU IIpellapaTaMu, JedYeHUe
moJiyyajia HeperyJaspHO.

Huaruos K ycranosseH B 4 roma. B cBasu ¢ 'Kao-
0aMu Ha HapYIIEHUSA CTyJia C IPUMEChI0 KPOBU ObLIa
BBINIOJTHEHA KOJIOHOCKOIIMS, HIPU KOTOPOH BHIABJIEHBI
u3MeHeHUs, xapakrepHble Mg K (sposuBHBIN maH-
KOJIUT), AWArHO3 ObLI IOATBEP)KAEH THCTOJOTUUECKU.
B KpoBu OBLTIO BBIABJIEHO IIOBBIIIIEHNE YPOBHA AHTHU-
Ten K nuronomnaasMe Heiitpoduaos (ANCA) B Turpe
1/80 (mopma mo 1/40). OGpaiano BHUMaHWE HAJIAYLE
JIUXOPagoOK B [ne0ioTe 3a00JieBaHUA, B CBASU C UYEM
peGeHOK MABaKAbl OBLI 00CIENOBAH [JA MCKJIIOUEHUSI
ayTOBOCIIAJINTEJBHBIX CUHAPOMOB: BHIIIOJHEHO CEKBEHU-
poBaHue mocaenoBareabHocTu renoB TNFRSFIA, MVK,
TRAPS, CRAPS, Briouyad 00JIaCTH 9K30-UHTPOHHBIX
coequHeHMit. MyTanmuii B wmcCJefyeMbIX TeHaX BBIAB-
JeHo He ObL10. KIMHMKO-IabopaTopHas BOCHAIUTEIb-
Hasg aKTHUBHOCTH TPaKTOBaJach Kak mpoasBieHme K.
ITonoxuTenvrHasds TMHAMUKA CO CTOPOHBI KOJUTUUECKOTO
cuHIpoMa Oblia 3a)uKcuUpoBaHa Ha (oHe Kypca IJIIO-
kKoxoptukocrepounoB (I'KC), Taxk:ke B Tepanuio ObLIU
BBEeHBI IIpernapaTbl H-aMHUHOCAJIUIIUJIOBOH KHCJIOTHI
U asaTuonpuH. B cBA3M ¢ HapacTaHWEM AaKTUBHOCTU
OoCHOBHOro 3aboJsieBanus Ha (ome ormensl 'KC B 5 jer
IO peIIeHWI0 BpaueOHON KoMuccuu OBLI Ha3HAUYEH
VHIYKIVOHHBIN Kypc MHMINKcuMaba COBMECTHO C asa-
THONIPUHOM, 3aTeM Tepanusa uHGInKcuMaboM ObLIa
UHTeHCu(pUIupoBaHa [0 MakcuMmaabHON (10 w™Mr/xr
Kaxkabple 4 Hemenm), HO moJyHOCThbI0O ybOpars I'KC He
yZaBaJIOCh M3-3a HApPACTAHUA KOJUTUUYECKOI'0 CHHIPOMA
Ha (oHe CHUIKEHUA WX [O03bl. B masbHeNIIeM B CBA3U
¢ coxpaHeHHeM aKTuUBHOCTU SIK HeomZHOKpaTHO HPOBO-
IUJIach KOPPEKIINA TEePANUU: IPOBeLeH KyPC IIUKJIOCIIO-
PUHA ¢ KPATKOBPEMEHHON IOJOKUTEIHFHOU TUHAMUKOM,
uHQIAnKcuMab ObLI 3aMeHeH Ha afaauMymald, KOTOPBIH
pebeHOK moJiyyaJ B WHTeHCUBHOM pesxume (40 wmr/7
IHell); 3aTeM BMeCTO ajajumMymaba ObLI HadHaueH Toda-
mutuHuO. [Ipu 9TOM cocTOsTHHE OCTaBAJIOCh CTAOMIbHBIM
TOJILKO Ha (pOHe IpueMa IPEeIHM30JI0HA B 03€ 5 MI U
0oJiee, IpU IONBITKE CHUKEHUS N03bI 10 2,5 MI' — BO3-
OOHOBJIEHNE KOJUTUYECKOTO CHUHIPOMA.

O6paiajso BHUMaHHE IPOTPECCUPOBAHUE IIPOSBIIE-
HUN 9SK30T€HHOT0 THUIepKopTUiimaMa: (GOpMUPOBAHUE
CTEPOUHOI KaTapaKThl, 3aJep:KKa pocta (—3 cuUrMmab-
HBIX OTKJIOHeHUs K 10 romam), pasBUTHE XPOHUUYECKON
HaAmoueyHnKoBoii Hegoctarounoctu (XHH), koropas
OblLIa JUArHOCTUPOBaHA B 9 JIeT IpU 0oYepeTHON MOIIBITKE
npexkpatuth Tepanuio 'KC, pacrneHuBasach Kak mocJen-
CTBUS [AJUTEJBLHOTO IIPHEMa CTEePOUAOB, OBLI HUCKJIIO-
yeH ayrouMMyHHBIH xapaxtep XHH. HeomHokparHO
peGeHKY WHCKJIIOUAJOCh TEeUYeHUe OIIMOPTYHUCTUUECKUX




nH@peKnui (B T.Y4. IIUTOMETaJOBUPYCHON U KJIOCTPUIU-
anbHOI). Kpome TOro, B CBS3M C OUE€Hb PaHHUM JAe6ro-
Tom K, maoxumM oTBETOM Ha IPOBOAUMYIO TepaIuio,
SMUB0JaMU JIUXOPAJOK B aHaMHe3e, KOTOpPble He KOp-
PEJIMPOBAJIA C TSYKECThIO dHIJOCKOIUYECKON KApPTHUHBI,
OBLJI 3alOO3PEH IepBUYHBIN mMMyHoAedumur ¢ B3K-
MONOOHBIM IIOpa’KeHMeM TOJCTOM Kumiku. B 2019 r.
[eBOUYKe OBLIO BBHINOJHEHO TAPreTHOEe CEeKBEeHUPOBAHUE
9K30Ma — ImaHenb «llepBuuHBIE UMMYHOAEMUIIUTHI», TE
OBbLJI BBIABJIEH TeTEPO3UTOTHHIN BapuaHT reHa NLRPI c
HEeM3BeCTHOM KJIMHUYECKOH 3HauuMocThio. ITo 3akiioue-
HUI0 KOHCUJINYMOB, KOTOPBIE IIPOBOAMJINCH COBMECTHO C
UMMYHOJIOTaMu, YGG,Z[I/ITEJILHBIX JaHHBIX 3a MOHOTE€HHO€e
3a0oJieBaHUe MO pes3yJibTaTaM IIPOBEIEeHHOTO 00cjemoBa-
HUSA TOJYYEeHO He OBLIO, IeBOYKa IIPOLOJIKAJIa TPAKTO-
BaThbCs Kak mamuenTika ¢ K.

B Bospacre 11 jier B paMKax racTpOsHTEPOJIOTHUYE-
ckoro orgenenua CIIOGITIMY ua ¢omxe Tepamum Mecasia-
3UHOM, TOMAIUTUHUOOM, METUJIPETHU30JOHOM 6 MT
OBLTIO IPOBEIEHO KOHTPOJbHOE 00CjiefoBaHUE AJIS OIIpe-
[eJIeHUsI BO3MOXKHON TAaKTUKU BegeHusi. Ilpm mocTy-
IJIEHUU OTMEYAaJINCh JKAJI00Bl Ha ydall[eHue CTyjJa A0
8-10 pas3 B CyTKH, IPUMeECh KPOBU B KaKIOI MOPIIUU.
nabopaTopHasa
akTuUBHOCTh (moBbImrenume COI go 26 mm/4 (Hopma OO
15 mm/4u), CPB go 35-41 mr/a (opma mo 5 mr/mi)),
BBICOKUH ypPOBeHb (heKaJIbHOTO KaJIbIPOTeKTHHA (OoJee

ITpu o6cnemoBaHuy OBLIM BBIABJIEHBI

1800 mikr/sm mpum HOpMe MeHee 50 MKr/m), ABIeHUA
KOJINTA II0 KONPOrpamMMe; 9PO3UBHBIA NAHKOJIUT U
SI3BEHHBIH CUTMOUAUT [0 JAHHBIM KOJIOHOCKOIIUU.
VYuurbiBasgi TsKeI0e TOPMOHO3aBHCUMOE TeUYeHUe
AK c orcyrcTBueM oTBeTa Ha Tepanuio WHOGIUKCUMA-
6oM, amaauMyMaboM, TOQAIUTUHUOOM B COBOKYIIHOCTU
C a3aTHONPUHOM U MecaJa3MHOM, HeOOXOJUMOCTH [JIU-
TesbHOro Kypca I'KC ¢ pasBuTuem OCJIOKHEHUIT, KOJLIe-
THaJIbHO OBLJIO IIPUHATO peIlleHue O IeJIeco00pPasHOCTU
XUPYPTrUUECKOTo Tara JjeueHusd. [leBouKe ObLIa BBIIIOJI-
HeHa olepanus — JamapoCKOIUUYecKas KOJIKTOMUS C
¢dopMHUpOBAHUEM TEPMUHAJILHON MJI€0CTOMBI IO BPyKYy.
Ilocie XupPypruueckKoro srama HAYATO CHIIKEHUE
TKC,
KOHTPOJIEM 9HJOKPHUHOJOTa B CBA3M ¢ Hanmmuuem XHH.

IO3BI B Tepamuio BBeIeH THUIPOKOPTU30H IO
PekoMeHIOBaHO MOCTYIJIEHVE uepe3 3 Mec. AJIA pellle-
HUS BOIIPOCA O PEKOHCTPYKTUBHOU OIlepaIuiu.

Yepes 3 mec. mocjie KOJIIKTOMUU PeOEHOK ITOCTYIIUJI
B HeKoMIleHCupoBaHHOM coctodnuu mo XHH u BA, Ttax
Kak aMOyJIaTOPHO KOPPEKIUs Tepaluy He IPOBOAUIACD.

ITpu obOciemoBaHMM B OCTATKAX TOJICTOUM KUIIKU —
SPO3UBHBIN IIPOKTUT, PEKOMEHJIOBAHA MECTHAS TepaIusd
MecajiasuHOM B Buae cBeueil. OT PEKOHCTPYKTHUBHBIX
omnepanuil perreHo ObLIO BO3AEPIKATHCI B CBA3M C OTCYT-
CTBMEM PEMUCCHUU II0 COIYTCTBYIOINEHN IIaTOJOIUU, IPO-
BeJleHbl MOA0Op 0asmcHOM Tepamnuu o BA, KoppeKiusa
Tepanmuu mo XHH.

ITo cemeliHBIM OOCTOSITEILCTBAM CJIEAYIOIIAS T'OCIIU-
TAAU3alud COCTOSAIACh TOJBKO uepes 12 mec. mocie
BBIIIOJIHEHUA 1-ro 9rama XUPYPrudecKOoro JIeUeHUs.
IIpu mocTymieHuu [AeBOYKa, KOTOPOM K 3TOMY MOMEHTY
WCIOJHUIOCH 13 Jier, mpeabABIANa KAJ0O0bl HA TPYI-
HOCTH IIPU XOJb0e, CJa00CTh MBIIII HUMXHUX KOHEUYHO-
crei (c TpymoM MOAHMMAJAch Ha 4-if 9TaK), oTMevasa
IBOEHNE B IjIasax.

IIpu o6ciemoBaHUM BBLISBJIEHO COXPaHEHWE JHJO-
CKOIIMYECKO!l aKTUBHOCTA B KYJbT€ NPAMON KUIIKHU
(3pO3UBHO-TeMOPPArnYeCKUA TPOKTUT).

Kpowme Toro, B cBsA3u ¢ KanmobaMu Ha BBIPAKEHHYIO
¢c1a60CTh B KOHEUHOCTAX (C IIPOrpeccCupoBaHUEM B JUHA-
MUKe BO BpeMs IpeObIBAHUSA B CTallMOHape) ObLiIa 0CMO-
TpeHa SHIOKDPWHOJIOTOM: IIPU3HAKOB [JeKOMIIEHCAIIUU
XHH HeT; peBMAaTOJIOTOM: HCKJIIOUEHO BOCIAJUTEIbHOE
TopasKeHue MBIIIIII.

Br1io mpoBezseHO HeBpoOJIOTHMYECKOE O0CIefoBaHUE.
B HeBposormuecKoM cTaTyce oTMeuasuch auddysHas
MBINIEYHASA TUIOTOHUS, MOJOKUTEJbHBIE MUOIATHAYe-
CKUe IPUEeMBI, TJIyOOKIMEe CYXOKUIbHEIE Pe(DIEKCHI Cpe-
Hell JKUBOCTH C PYK, C HOT — KOJIEHHBIE HE BBIZBIBAIOTCA,
axXWJJIOBBI — OsumiKe K corpsceHuto. Ilo ¥Y3U mpusHa-
KOB TATOJOTHMM MBIIIIl XU HEPBOB BBIABJIEHO He OBLIO.
Brimosmera 9HMI': mpu pUTMUYECKON CTUMYJIAIUNA
n. tibialis (m. abductor hallucis) S, n. ulnaris (m. abduc-
tor digiti minimi) perucrpupyerca gexkpement xo 30% u
10% CcOOTBETCTBEHHO; IIOCJIe HAIDPAKEHUA UCCIENyEeMO
MBIIIITHEI OTMEYaeTCA HapacTaHue aMILIUTYAbI M-0TBEeTOB
Ha 25% wu 200%.
n. tibialis (m. abductor hallucis) D ormeuaercsa gexpe-

IIpr puTMHUYECKOH CTUMYJIATUN

MeHT 10 26% ; Ipu IpoBeAeHUHN HIPOOBI C TeTaHU3AIHUeH
B TeUeHUE 2 C PEeTUCTPUPYETCA MHKPEMEHT aMILIUTYIbI
moTopHoro orBera Ha 300% .

Ha ocuoBanuu nsmenenuit na 9HMI', xapakTepHBIX
IS PACIPOCTPAHEHHOI'0 HAPYUIeHUS HEeWPOMBIIIeUHOH
mepejayyd IO IIPECUHANTUYECKOMY THUNY, YCTAHOBJIEH
muarao3 MCJIU. [TocTOBEepHBIX HPU3HAKOB MUOIATUU
HUKHUX KOHEUHOCTEH, IIoJUHelpomaTuu 3aduKcupo-
BaHO He ObwIo. [na s1a60pPaTOPHOTO TOATBEPIKIECHUSA
nuarHosa MCJIU nmiaaHupoBaJioch OIpeeseHre YPOBHS
apturen k¥ IIKK, HO Ha TOT MOMEHT BBLINOJIHEHNE OAH-
HOTO aHaynusa B P® OBLIO HEZOCTYIHO.

B Bupy uacrtoit accomuaniuu MCJIU ¢ oHKOmaTOJIO-
rueii, Kaxk IIpU IIePBUYHON JUArHOCTUKE, TaK U Uepes
6 Mec. mocjie IIOCTAHOBKU JUArHO3a, OBLIN BBIIOJIHEHBI
kKomnbsoTepHaa Tomorpadbus (KT) opramos rpyznHoOi
u OpPIOIIHOIM IIOJIOCTM € BHYTPUBEHHBIM KOHTDPACTHUPO-
BaHUEM, MarHUTHO-pe3oHaHcHas Ttomorpadpus (MPT)
ronoBHOTO Mosra, MPT B pe:xume «Bce Teno». IlaHHBIX
3a HEOIJIACTUYECKUU W AeMUeJUHUBUPYIOIIUN IIpoIiec-
CBbI, OYaroBble M3MEHEHUA I'OJIOBHOTO MOBTa U OUYarOBBIE
aunMdpazne-
MCJIA pacieneH Kak
BO3MOJKHO,

u UHQUIBTPATUBHBIE W3MEHEHUS JIETKUX,
HONIATUIO IIOJIyYeHO He OBLIO.
ayTOMMMYHHBIH BapHUaHT, BHEKUIIIEYHOE
npossaenue AK.

Brir mavar kypc I'KC u numpupocturmMmua Opomu-
a ¢ OBICTPBIM IIOJIOMKUTEJIbHBIM 3(PMEKTOM CO CTOPOHBI
HEBPOJIOTMYECKOH CHUMIITOMATUKN, HO IPU CHUXKEHUU
no3pl I'KC — B0300HOBJIEHME »KaJio0, B CBSA3W C UeM B
Tepanuio ObLI BBeJEeH a3aTUONPUH. B JajnbpHeHIIeM ydu-
TBIBaA BBIPAYKEHHYIO CTEPOHUIO3aBUCHUMOCTDH, HAYaT KYypPC
UMMYHOIJIO0YJINHOB, IIOCJIE UeT0 OTMEYaIach OTUETINBAST
IIOJIOXKUTENIbHAA AWHAMUKA — 00Iasg aKTUBHOCTH BOC-
CTAHOBMJIACH O OOBIYHOM, yJAJOCh IIPEKPATUTH IPUEM
T'KC. Ho B cBsa3u ¢ pasBUTHEM JeHKoNeHnU Ha (DOHE a3a-
THUOIIPUHA IIperapaT ObLI oTMeHeH. [[eBouka ocrTaBajiach
Ha Tepanyuy HUMMYHOIJIOOYJIWHAMU W IUPUILOCTUTMUHOM
6pomuom o moBoxy CMJIU, a Tak:ke mosydajia MecaJjia-
3UH B BUJie CBeUell AJI KOHTPOJA BOCIAJEHUA B OCTATKaX



TOJICTO! KUIIIKU, TUAPOKOPTU30H B cBA3u ¢ XHH, Tomu-
yeckue nHranasanuonasie 'KC B cBsasu ¢ BA.

Ilpu xoHTpoNBLHOM oOOcCJemoBaHUU dYepe3d 6 Mec.
mocjie mocrtaHoBKu guarHosa MCJIM mamumeHTKa OTMe-
yajia jKaJio0bl Ha IOSABJIEHUE BBICHIIAHUNM IO THUITY 9K3€-
MBI, KOTOpasd ILIOXO IIOJJAaBajiaCh MECTHOIN Tepamuu.
Hia KynupoBaHUA KOYKHBIX IPOABIEHUHE BO M30eKaHUU
noBTopHBIX KypcoB I'KC mepmartosoramu ObLIa IIpeJio-
JKeHa Tepanud 0JIOKaTOPOM AHYC-KUHA3hI — TOMAIUTUHU-
6om. Ha (pome Tepanmuu maHHBIM IpemapaToM ObLIa OTMe-
YeHA OTYETJINBAS IMOJOKUTEIbHAA TUHAMUKA CO CTOPOHBI
KOJKM — IIOJIHOE paspellleHre CUMITOMAaTUKU, KYIUPOBa-
HU€ DPO3UBHBIX IIPOIIECCOB B OCTATKAX TOJICTOM KWIITKHU,
a TakiKe uepes 6 Mec. Iociie HasHAUEHUA TOGMAIUTHHUOA
He 3apeructpupoBano pemuauBa MCJIV, HecmoTps Ha
OTMEHY PEeTryJsPHOTO BBEJEHUS MMMYHOIJIOOYJIMHOB.

HeBouke OBLIO PEKOMEHIOBAHO IPOBEIEHUE CJIELY-
IOIET0 3Tamna Xupyprudeckoro JjedeHus SIK: ynamenue
OCTATKOB IIPAMON KHWITIKM C BOSMOXKHBIM (DOPMUPOBAHU-
eM mayda. Ho Ha ZaHHBII MOMEHT COIJIACUS MaTepu He
IIOJIyUeHO, peGeHOK ocTaeTcsa Ha 0as3ucHOI Tepanuu Toda-
IMUTUHUOOM ¥ NHUPUJOCTUTMUHOM OpPOMHUAOM, a TaKiKe
IIPUHUMAaeT TUAPOKOpTH30H o nosoxy XHH u xomoOu-
HUPOBAaHHBIE MHTAJIANUOHHLIE IIpenapaTsl o nmosogy BA.

O6cy:xmenue

HanHOE KJIMHUYECKOe HAOJIIOLEHWE IIPEeJCTaBISIET
WHTEPEC IJIA CHEIUAJNCTOB IO HECKOJIbKUM IPUUMHAM.
IIpesxknme Bcero, OHO aKTyaJbHO B CBA3U C DPEIKOCTHIO
ommcanHoro y mnamuenta ¢ SIK mopakeHusa HepBHOM
cucrembl — MCJIM. B Hacrosiee BpeMs B JIUTepaType
mpezncTaBiaeHo He OoJsiee 20 coryuaeB maHHOTO 3aboJieBa-
HUA y AeTeii. B oTiimume oT B3POCJBIX, ¥ KOTOPBIX 0ojee
yem B 50% cayuaes MCJIM accommupoBaHO C OHKOJIO-
TUYECKON MAaTOJIOTHeli, dYallle BCEro MEJKOKJIETOUHOM
KapIMHOMOM JIETKUX, Y AeTell W MOJIOABIX B3POCJIBIX C
9THUM CHHIPOMOM OHKOJIOTHMUECKUe 3a00JIeBaHUS BCTDE-
YarTCA AOCTAaTouHO peako [7]. B camom Gosbirom 0630-
pe, KOTODPHIH BKJtouna omucanue 15 cayuaes MCJIU y
mereii, TOJBKO ¥ 3 OH BOBHUK Ha (poHE OHKO03a00JIeBaHUN
(meiikosa, mumdomsl Bepkurra um HeiipobsacTomsbr) [9].
B oT0i1 BO3pacTHO! rpynne AOMUHUDPYeT HAVONATHUE-
CKUI reHe3 JaHHOTO COCTOSHU, B pange cayuaes MCJIN
BBEIABJIEH Yy IIalMEHTOB C [APYI'MMH ayTOMMMYHHBIMU
narosorusaMu (0oses3ub I'peiiBca, mcopuwas, cCHUCTeMHAas
KpacHad BOJYAHKA, BUTUIUTO U ApP.). OCHOBHOI mIpu-
yuuaoit MCJIU saBasercsa BbIpabOTKa aHTUTEJ IIPOTUB
IIKK, pacmoJsioiKeHHBIX HA IIPECUHAITHUYECKONH MeM-
6paHe HEPBHO-MBIIIIEYHOI'0O COeAJUHEHUd, UTO HapyliaeT
BbicBOOOXKAeHUe AIlX [6].
xapakTep 3a00JIeBaHUSA IOATBEPIKJAET U TO, YTO OCHOBY

NvmyHsomaTosoruueckmi

JIeYeHUdA, HAPALY C IpemapaTaMy, BBICBOOOIKIAIOITUMU
AllX (amupamMupuiua wuiam 3,4-TUaMUHONUDPULNH),
KOTOpBbIE B HACTOSAINlee BpeMs He 3aperucTPUPOBAHBI B
P®, cocraBiasier mMMyHOCyIpecCUBHAas Tepalus — BBe-
IleHre UMMYHOTJIOOYJIMHOB B I0o3e 2 I'/KI' B TeueHue 2—5
nueit, 'KC. B cayuae pasBUTHS TOPMOHO3aBUCUMOCTU
paccMaTpuBaeTCsa IPUMeEHeHWEe HMMYHOCYIIPECCOPOB —
as3aTuoIpuHa, Mo(peTus MuKo(peHoIaTa, TUKJIOCIOPUHA,
a TaK’Ke BO3MOJYKHO NpuMeHeHue Mmiaasdmadepesa [10].
Wcnonb3oBanme WHTUOUTOPOB XOJUHICTEPAas3bl (IIUPU-
IOCTUTMUHA) B BUJE OCHOBHOU Tepanuu Hed((GHEeKTUBHO

npu MCJIM, momycTmMo WX IpUMEHEHHE B KauecTBe
IOTIOJTHUTEJIBHON Tepanmuy HapAAY C UMMYHOCYIIPECCO-
pamu [9].

B mamem cayuae MCJIU pasBusicsa y pebeHka c
HECKOJBKUMU HMMYHOIATOJOTUUECKUMU 3a00eBaHUA-
mu. IleBouka cTpajgana aronmnueckoii BA, HO ocHOBHasa
TAMKECTb €€ COCTOAHUA Oblia OO0yCJIOBJIE€HA CTEePOU-
nosaBucuMbIM BapuaHToM SIK ¢ miaoxumM orBeTOM Ha
Tepanuio 0a3UCHBIMHU IIperapaTaMy, YTO B KUTOTe IIPU-
BEJI0O K HEOOXOJUMOCTH BBITIOJIHEHUS KOJIdKTOMuu. I[Ipu
IPOBENEHUY [TaHHOTO BUAA JIEUEHUSA Yy MAIWEeHTOB C
SK, corslacHO COBpeMEHHBIM DEKOMEHAAIIUAM, XUPYPT
OCTaBJIAET NUCTAJBHYIO YaCTh IPAMON KUIIKMU AJIA BO3-
MOYKHOCTHM IIPOBENEHUA PEKOHCTPYKTUBHBIX OIIEePAIlUi
Ha CJeNYIOIleM JTalle XUPypruueckoro JeueHms [11].
IIpu sTOM B ocTaBIIeiiCa KYJIbTe COXPAHAETCA U aKTUB-
HOCcTh SIK, UTO B pegKmx ciydasx MOIKET IPUBOILUTH K
BOSHUKHOBEHUIO BHEKUIIIEUHBIX ITPOSABJIEHUN yiKe IIOCJIe
yIaJleHua OCHOBHOTO MacCmBa TOJICTON Kuimkwm [12].
BosmoikHO, uUTO coxXpaHeHME aKTUBHOCTU B OCTaTKaX
TOJICTOI KUIIKY y HaIllel MaIlueHTKU MOTJIO CTaTh TPUT-
repoM, KOTOPBIN CIIPOBOIIUPOBAJ IOABJIEHUE €IIle OLHOTO
ayTOMMMYHHOTO 3a0ojieBaHUA Ha (DOHE YMEHBIIEHUS U
(axkTMUeCKH OTMEHBI HNMMYHOCYIIDECCUBHON Tepanuu
cpasy mocje KOJdKToMuu. B TakoM ciryuae IIpoBeJeHUE
CJIEYIONIETO 3Talla XUPYPTUYECKOTO JIEUEHUS MOIKET
YMEHBIIUTh BO3MOXKHOCTL permausa MCJIW u moaBie-
HUS HOBBIX BHEKUIIIEYHBIX IIPOABJIEHUN B CBA3U C IPaK-
TUYECKU TOJHBIM ynajgeHuem cyocrpara AK.

B To ke Bpemsa paHHuUil ngeb6ioT 3aboJieBaHUS,
JUXOpagKu Ha mepBoM stame TeueHus K, a Takxike
HAJINUNe HECKOJbKUX MMMYHOIIATOJOTUUYECKUX COCTOS-
HU y ONHOTO IAIlMeHTa He MO3BOJISIOT OTKA3aThCSI OT
MBICJIA O HAJWYUY FeHETUUYECKUX Ne(GeKTOB, CBI3aHHBIX
¢ (pyHKIIMElI UMMYHHOM CHCTEMBI, B TeHe3e IaTOJOTUU.
Y neBoukKH OBLIO TIPOBENEHO TapreTHOE CEeKBEHUPO-
BaHUE, IPU KOTOPOM OBLI BBISBJIEH TI'€TE€PO3UTOTHBINA
BapuauT reHa NLRPI ¢ HeuW3BeCTHOW KJIMHUYECKON
3HAUMMOCTBIO. HeKoTopble BapWMAHTHLI B 9TOM TI'eHe
acCCOIMMUPOBAHBI C PA3BUTHEM AayTOMMMYHHBIX 3a0o0Jie-
BaHUM (BUTUJIUrO, CUCTEMHAas KpacHas BOJUYaHKAa, IOBe-
HUJBHBIN DPEBMATOUJHBIN apTPUT, caxapHbIi amaber 1
tuna), a Taxksxke cuagpomom NAIAD (NLRP1-associated
autoinflammation with arthritis and dyskeratosis),
IIJIsT KOTOPOTO XapaKTepHbI PEIUANBUPYIOIINE JIUX0PAI-
KU, OUCKepaTo3, apTPUT U IPUSHAKU ayTOUMMYHHOCTU
[13]. IlopakeHnue KUIIeYHUKA IIPU JAHHOM CHUHIpPOME He
ommcaHo B JiuTeparype. TeM He MeHee yuacTue ceMeli-
crBa NOD-mopo6ubix perentopoB (NLR) B dGyuHKImUN
BPOKIEHHOTO MMMYHUTETA 3a CUeT Peryadanuu (popmu-
poBaHUsA WHGMIAMMACOM JeJlaeT Pa3JNYHbIE BapUAHTBI
B 9TUX TeHaX BO3MOKHBIMHM IPUUYUHHBIMU (haKTOpamMu
Pa3BUTHUA ayTOUMMYHHBIX U ayTOBOCIAJIUTENIbLHBIX 3a00-
JeBaHmuii. ¥ HaHHOTO peOeHKa He ObLIa HOoKaszaHa (PYyHK-
MuOHAaJIbHAA B3HAUYMMOCTL maHHOro Bapuanta NLRPI.
IIpu coxpaHeHVWHU U/WUJIU TOABJIEHUUW HOBBIX IMPU3HAKOB
ayTOMMMYHHBIX 3a00jieBaHUIl y MaIMeHTa BO3MOYKHO
mpoBefeHNe 9K30MHOTO CEKBEHHPOBAHUA [JIA IIOMCKA
MyTalluii B IPYTrUX BO3MOXKHBIX TI'e€HAX, CBSI3AaHHBIX C
BPOKIEHHBIMU WMMYHUTETOM, a TaKiKe IIPOBeJeHUe
WCCJIeIOBAHUI [/ TOATBEP:KIEHUSA (DYHKIIMOHAIBHOMN
3HAUMMOCTHY BBISIBJIEHHOTO BapuaHTa B reHe NLRPI.
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IIpencraBieHHOe KJAMHWYECKOE HAOIIOJEHUE OIIU-
ChbIBaeT BO3MOXKHOe Tsskesioe Teuenue SIK ¢ pasBuruem
HECKOJIBKUX OCJIO}KHEHUI, a TaKKe acCOIMUPOBAHHBIX
MMMYHOIIATOJIOTUYECKUX 3a00JIeBAHUM, B T.4. TAKOTO
Tpedy-
0T TINATEJIBHOTO KOHTPOJIS CO CTOPOHBI IEJIOTO PsAAa

penkoro, xak MCJIU. IlomoOHble maIlUeHTHI
CIEIINAJINCTOB, OCOOEHHO B CJydYae IOABJIEHUA HOBBIX
JKaJio0, TPOBENEeHUA PACIINPEHHOTO O0CJIeNOBaHUA, B
T.4. T€HETUYECKOTO, a TaKiKe MHIWBUAYATIBHOTO IIOJ00-
pa Tepanmuu, TAKTUKU BeIEeHUA B PAMKaX MYJbTUIUCIIH-
IJINHAPHON KOMaH[IbI.

Bxnad aemopos: éce aémopv. 6 PABHOU CMeENneHu 6HeCLU
c60ll 6KAA0 6 PYKONUCb, PACCMOMPENU ee OKOHUAMEeAbHbLL
sapuanm u daau coziacue Ha NYOLUKAUUI.

Dunancuposanue: 6ce agnmopsvl 3ai6uau 00 OMmcymcmeuu
unancosoll noddeprcku npu nodzomosrke OAHHOU PYKONUCU.

Kongnruxm unmepecos: 6ce agmopul 3aa6uLy 00 omeym-
CcMmeuu KOHKYPUpYnou,ux unmepecos.

ITpumeuwanue uzdamensa: OO0 «Ileduampus» ocmaemcs
HelmpaibHblM 6 OMHOULEHUU OPUCOUKUUOHHBLX NpemeH3uil

Ha OnyOAUKOBAHHbIE MAMEPUALbL U UHCMUMYYUOHALbHBLY
npuradaexcnocmeil.
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r. Mocksa, SIBY3 «AeTcKasi KpaeBas KAMHAYECKass OOALHHUIIA» MUHUCTEPCTBA 3APABOOXPAHEHUS
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Cungpowm IllBaxmana—Haiimouna (CIII/L) — peakoe ayTocOMHO-pelnecCUBHOE 3a00JeBaHue U3 IPYIIIIbI
pubGocomMoniaTuii, XapaKTepu3yioueecsa HeJOCTATOYHOCTHIO 9K30KPUHHON (DYHKI[UU IO EIyT0OIHOM
JKeJie3bl, TUC(PYHKIUEH KOCTHOTO MO3ra, 0eJIKOBO-dHEePreTHYeCKoil HeJOCTATOYHOCTHIO, 3aePIKKOM
pocra, CKeJeTHHIMM AHOMAJUIMH U IPEIPACIOJI0KeHHOCTHI0O K PA3BUTHI0O MHEJOJUCIIACTHYE-
crkoro cuHapoma (MJIC) u octporo mmesoumguoro Jgeiikoza (OMJI). Tsamxenbie reMaToioTHYECKHE
HapymeHus, puck passutusa MJIC/OMJI, orHocuTeapHo HuU3KaA 3(p(heKTUBHOCTh TPAHCILJIAHTAIIUA
reMaToOIIO3THYECKUX CTBOJIOBBIX KJIE€TOK C BBICOKMM IIPOI€HTOM Heﬁnaronpua'rnmx HUCX0a0B 1'[06y-

IUIA K PACCMOTPEHHIO aJbTePHATHBHBIX IyTell Tepanmuu IpPH JAaHHOH marojoruu. B craree pac-
cMaTpuBaeTcAd BO3MOSKHOCTh NpPUMeHeHUud L-neiinuHa, He3aMEeHNMONI aMUHOKHCJIOTHI, B Ka4ecTBe
IaTOreHEeTUYECKOr0 JIeYeHNs y MAIMEeHTOB C BBIPAasKeHHBIMHM HapylmeHHusaMH remomno’sa mpu CIIT
10 AaHAJIOTMH ee HCIOJb30BaHUs IPH APYroM 3a00J€BAHMU M3 IPYNIBI PUOOCOMONATHI — aHEMUH
Haiimonna—bBiskdana.
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USE OF LEUCINE IN A PATIENT WITH SHWACHMAN-DIAMOND
SYNDROME: A CLINICAL CASE
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Dmitry Rogachev, Moscow, 21.M. Sechenov First Moscow State Medical University, Moscow,
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Schwachman—Diamond syndrome (SDS) is a rare autosomal recessive disease from the group of
ribosomopathies characterized by exocrine pancreatic insufficiency, bone marrow dysfunction,
malnutrition, protein-energy malnutrition, growth retardation, skeletal abnormalities and
a predisposition to the development of myelodysplastic syndrome (MDS) and acute myeloid
leukemia ( AML). Severe hematological disorders, a high risk of developing MDS/AML, with a
high percentage of unfavorable outcomes, prompted the consideration of alternative routes for
the therapy in these circumstances. The possibility for the use of L-leucine, an essential amino
acid, as a pathogenetic therapy in patients with severe dyshematopoiesis in SDS by analogy with
its use in another ribosomopathy disease, Diamond—Blackfan anemia, is discussed in the Article.
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Cungpom IllBaxmana—Ilaiimonga (CIIII) — pexn-
KOe ayTOCOMHO-PeIleCCUBHOe 3abojieBaHme, XapaKTepu-
3ymoIeecs HEJOCTATOYHOCTHLIO SK30KPUHHON (OYHKIINN
nomxenynounoii kenesnl (IIHK), nuchyHKIIMEN KOCTHO-
ro mosra (KM), HeZoCTaTOUHOCTHIO MUTAHUA, OEJIKOBO-
9HEPreTUUYECKON HeI0CTAaTOUHOCTHIO, 3aJeP:KKOI pocTa,
CKEJIETHBIMU aHOMAJIUAMU U IIPEIPACIIONIOMKEHHOCTBIO K
Pa3BUTUIO0 MUEJOIUCILIACTUYECKOTO CHUHIPOMA/OCTPOTO
muesougaoro Jeikosa (MIIC/OMJI). PasButue mamHO-
ro cugapoma B 90% ciay4yaeB BBI3BAHO MATOM€HHBIMU
Bapuantamu B reHe SBDS, B 0ojiee pegKUX CJaydasdx
omucanbl Mmytanuu B renax DNAJC21 u EFLI [1, 2].

ITatorenes CIII[] o0ycJioByieH HapylieHHEeM (QOPMU-
poBanusa pubocomM M UX (PYHKIIUII, Jallle BCETO BbI3BaH-
HBIM MyTanmusaMmu B rede SBDS.

Buorenes pubocoMbl HauMHAETCA B AIpe C TPaHC-
kpunmnuu npepubocomuoirt PHK (PHK-monumepasoit I)
[3, 4]. Bapoxkpmatomasica mpepubocomuas PHK sarem
mojBepraeTcsa OOIIMPHOMY CKJAAbIBAHWIO, OMOXUMUUE-
CKUM MOAMMPUKAIUAM U HYKJEOJUTUUECKON 00paboTKe
1A ToJTyueHus 3pesbix KommnouentoB pPHK, KoTopsie B
KOHEUYHOM HUTOre OYAYT BKJIOUEHBI B OOJIbIIITEe PUOOCOM-
Hele cyobenuuunpl 60S u 40S. Ilociemuuii sTam cospe-
BaHUA 3aporkaaroleicss pubocomMHoi cyobenuanibl 60S
TpebyeT yaaJeHus aHTHacCOImannonHoro pakropa elF6
ruaposasoi ryanosuaTpudochara (GTPase) EFL1 u ee
ocHOBHBIM Ko(darTopom SBDS (cm. pucynox) [3, 5].

CeaseiBanne EFL1 ¢ cyowmemunuieit 60S BbBI3HI-
BaeT KoH(opMalnoHHOe BpalneHue momenHa SBDS IIT
1 OOINyI0 CTPYKTYPHYIO <«aKkomoganuio» EFL1 Ha
TMOBEPXHOCTH MeKcyobeamHuilbl 60S [3, 6]. CBA3aHHBINR
EFL1 koukypupyer ¢ elF6 3a mepekpbIBaiolliee MeCTO
cBasbpiBaHusa Ha SRL, uro mpuBomsuT K cmerenuio elF6
us cyowsequuuisl 60S [3, 5]. T'ugpoaus GTP npusBogut
K aucconuanuu EFL1 m SBDS us cyowmemununsr 60S,
YTO II03BOJISET IIPUCOEAUHUTHCSA cyobemumauie 40S u

copMUpPOBaATh TPAHCIAAMUOHHO KOMIIETEHTHYIO pPHUOO-
comy 80S [3, 5]. Ilocime mpexpalieHUsA TPAHCIAINN
pubocomusnie cyobenuuanisl 60S u 40S gucconuUpPyOTCA
B IIUTOIIa3Me, a aJeHO3UH-TPUdochaT-cBI3bIBAIOITNN
kaccetHull 6e0k ABCE1 cekBecTpupyer CyOheIUHUILY
40S u mpegoTBpAaIlaeT ee BOCCOEIUHEHUE C CYOheInHU-
neit 60S [7—-9]. Ilosromy SBDS m EFL1 Heo6xoguMbl
Kak AJIs IIepBOHAYaJbHOro codpeBanus 60S cy0beanHu-
bl U ee IOCJIeAYIOIel PeaKTUBAIMU ITyTeM yIaJeHUs
elF6, Taxk u gua opmupoBanus 3pesoit 80S puboOCOMBEI.

ITpu CHI medunur SBDS npuBoAUT K HaAPYIIIEHUIO
coeVHEeHUsA CyOBeAUHUIBI PUOOCOM WU3-32 HEBO3MOJK-
Hoctu yaanuth elF6 us 3aposkgaromeiica Cy0beqUuHUIIBI
60S [3, 5]. 9TtoT medeKT co3peBaHUA PUOOCOM IIPUBOAUT
K HApPYIIEHWIO TPAHCISIIUOHHOM CIIOCOOHOCTH, CHUIKE-
HUIO IPUTOJHOCTYA MeMOIMOITUYECKUX CTBOJIOBBIX KJIETOK
U TOBBIIIEHUIO aKTHUBHOCTH TeHa-cympeccopa TP53 [3,
10]. IloBBIIIEHHBIN TPAHCIAAIUOHHBIA CTPECC IIPUBO-
IUT K KCTOIIEHUIO TKAHEBBIX CTBOJIOBBIX KJIETOK IIyTEM
aKTUBAIlMM AaIOIIT03a, KOTOPBIN MOXKET OBITH OCTAHOB-
JIeH pu ypaneHun (cHmxeHum) Gyuarnuu TP53 [3, 11].
Kpome Toro, mepuriur SBDS mMoKeT mperMyIIecCTBEHHO
BIUATHL HA TpaHCAANUIO KOHKpeTHBIXx MPHEK, Taxkux
kax umsopopmbel CEBPA/B, KoTopbhle B CBOIO oOdepenb
HEOO0XOAUMBI I AU(PPEepeHIIuPOBKN TeMOIIOITUYECKUX
KJaetox [12].

TemaTosiornueckue HapPyIIEHWs SBISIOTCA HaU0O-
Jiee PaCIPOCTPAHEHHBIMY IPOSBJIEHUSMU W BCTPEUAIOT-
ca B 88-100% cayuaeB. K HUM oTHOCHTCA B IIEPBYIO
ouepenb HEHUTPOIEHUs, JUATHOCTUPYeMas yiKe B HeOHa-
ranbpHoM nepuoze [13]. Oxono 80% mnanmenTos ¢ CIIII]
MMEIOT HOPMOXPOMHYIO, HOPMO- WJIN MAaKPOIMTAPHYIO
aHeMUI0, TPOMOOIIUTOIEHU B CBOIO OUYepenb HaOII0fa-
erca y 24—-88% [1].

B kKauecTBe TEpameBTUUECKUX OIIUHA MAIUEHTHI
¢ CHII TtpebyroT MyJAbTHIUCIUILINHAPHOTO IIOAXOJA.
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Pucynoxk. Hapyumenue coemunenus cyonequnul pucocom mpu CIIT [3].
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MoBblWeHHas akTUBHoOCTb TP53




V manueHTOB ¢ BBIPAXKEHHON ITMTONEHNEN MCIIOJIbL3YIOT-
csl 3aMeCTHUTEJIbHbIe TpaHCysuu TPOMOOKOHIIEHTpATA
¥ SPUTPOIMTAPHON B3BecHu (C HasHAUEHHWEM II0 HeoO-
XOAUMOCTH XeJaTOPHBIX MPEeIapaToB), a TaKyKe CTUMY-
JIANUS TPAHYJOIMTON0d3a IIpernaparaMu TIPaHyJIOIK-
TapHOTO KoJioHmectumyaupymoinero (gaktopa (I'-KCD)
[14].
kiaerok (TI'CK) aBiseTcss eTWHCTBEHHON ITOTEHIIUAJb-

TpaHCHJIaHTaLLI/Iﬂ T'éMOIIO9TUYECKUX CTBOJIOBBIX

HOH’ KypaTHBHOﬁ Tepannef/i IIPY HAJIU4YUNU BBIPaAMKEHHBIX
CHMIITOMOB HEOOCTATOUHOCTH KM WUJIn IIPU Pa3BUTUU
MIC/OMJI [3].

ITouck asbTEpHATUBHBIX NyTel Tepamuu IIUTOIe-
Hun y nanueHToB ¢ CIIII] mocsiemoBas 3a mcciiegoBaHU-
eM 0 IPUMEHEHUIO JIEHIMHAa y IMalMeHTOB C aHeMuen
Haiimonna—Biexkdana (AJlB), KoTopas TakKe OTHOCHUT-
ca K rpynne pubocomomnatuii [15].

Jletinua — anab(a-aMUHOKUCJIOTA C Pa3BETBJIEH-
umelomiasas ¢opmyay C6H13NO2 [16].
ITocKonbKy JeWIUH HEe MOMKeT OBITh CHUHTEe3WPOBaAH

HOW Iemnbio,
B OpraHU3Me UYeJIOBEKa CaMOCTOATEJIBHO, OH SABJIAET-
cA He3aMeHUMON aMHHOKWCJIOTON ¥ MHOJIXKEH IIOCTY-
nats u3BHe [16]. JleiinmH oO6JsazaeT CIOCOGHOCTHIO
peryaupoBaTth cuHTe3 0eqkoB. IIpenmosioKuTenrbHO
L-nefinyna ycuamBaeT MHUIUANUIO TPAHCIALVYN U YIyd-
maer OwuoreHe3 B pubGocomax uepes mMTORCI-myTb
(arri. mammalian target of rapamycin, mporemHKuU-
Ha3a CepPUH-TPEOHUHOBOI CHEIMU(PUYUYHOCTH, TOCTOBHBINA
IIepeBos — MUIIEHb palaMUIIMHA Y MJIIEKOIUTAIOIINX)
[15]. MexaHu3M JeliCTBUS dTOM aMUHOKUCJIOTHI U3yUaJI-
csl HA Pa3JINYHBLIX KJIETOUHBLIX JUHUAX. B dKCIepuMeH-
TaxX Ha CKeJIeTHOI MYCKYyJiaType KPBIC, JIUIIIEHHBIX 9TON
aMUHOKUCJIOTHI, BO3JAeHcTBUEe L-jeidIinHa IPUBOIUIO K
dochopunupoBanuio p70 S6 (manoit cyobenuHUIlEe PUOO-
combl) KuHasdel 1 (S6K1) u 4EBP1 (reH, Kogupymomui
9YKapUOTHUUEeCKUl (paKTOp MHUIIMAINY TpaHcaanuu 4K,
wiau auria. eukaryotic translation initiation factor 4E),
YTO YCHUJIMBAJIO CHUHTE3 OEeJIKOB, KOTOPBIN OIleHUBAJICA
IIOCPEACTBOM HCIIOJIb30BAHUS PASUOAKTUBHBIX METOK Ha
aMUHOKHUCJIOTaX. OTOT d(P(eKT YacTUYHO YCTPAHAICSA
pamaMuIlMHOM, UTO IOATBEPIKIAeT yJyacTre B IaTOreHe-
3e mTORC1-ttytu [17, 18].

Payne E.M. u coaBT. IPOBOAUJIN HCCIEIOBAHUA HA
aKBapUyMHBIX pbIOKax Buma Danio rerio (zebrafish), y
KOTOPBIX HA dTale sMOPHOHAJIBHOTO PA3BUTUS BBIKJIIO-
yanu red RPS19 u RPS14 nyremM BBeIeHUsS aHTUCMBIC-
JOBBIX mociyienoBaresbHOCTelr [19]. Takum o6pasowm,
pBIOKU mpuobperastu HeKoTopble cuMiToMbl AJIB B Buzse
MaJIorTo pasmepa, AedeKTOB Pa3BUTHUS Uepela, rjaa3 u
cepana. OgHAKO BBeleHHE B Cpeny OOUTAHUSA PHIOOK
L-nmeiinmuua IPUBOAMIO K HUBEJIUPOBAHUIO MTAaHHBIX
uamenenuii [19, 20].

B npanpHeiinieM mOpuW  MCCAEAOBAHUM UYeJIOBEUECKUX
rietok CD34+ ¢ memnmerupoBanHbIM reHoMm RPS19 6bLIO
OTMEUEHO IOBBIIIEHNE CKOPOCTH SKCIIAHCUU SPUTPOUTHBIX
KJIeTOK TIpu mobaBienuu L-jefinmunaa B KyabTypy [19].

Jaako P. u coaBT. mokasaju B 9KCIEPUMEHTaX Ha
MBIIIAHBIX MOJEJNAX, UTO MPUMeHeHue L-medinmuua y
RPS19-1e(puuTHBIX MBI NPUBOAUIO K yMEHBIIIe-
HUIO BRIpasKeHHOCTH aHemwuu [21].

Beposaruo, L-1efiniue ycTpaHsdeT reMaToJIOTUYeCKUi
medeKT, BosmeiicTBys Ha Oemok pb3 [21, 22]. Besok
p53 sABIseTCS TPOAYKTOM TeHa-Cylpeccopa OMyXOJu

p53 (rer TP53) u sKcmpeccUpyeTcss B KJETKaxX BCETO
opranmaMa. B OTCyTCTBUE IOBPEKJEHUI TeHEeTHUUECKO-
ro ammapara 6esioK P53 HeaKTHBEH, HO aKTUBUPYETCS
mpu noepeskgenuu [JHK. AxTuBanus o3HauaeT, UYTO OH
mpuobperaer crocobHocTh cBaA3biBaThea ¢ [JTHK u akTu-
BUPOBATb TPAHCKPUIIIUIO TE€HOB, COAEPIKAIUX IIOCe-
IOBATEJbHOCTH PETYJAATOPHBIX o6JiacTeil, M3BECTHBIX
Kak sjeMeHTHI oTBeTa P53 (o6nactu [JHK, ¢ KoTOphIMU
cBasbpIBaeTca Oenok pb3). Takum obpasom, pbH3 — aTO
(akTop, BamycKaloONMil TPAHCKPUIIIWIO I'PYIINLI I'e€HOB
¥ aKTUBUDYIOIUMACA [IPU HAKOIJIEHUM IIOBPEKAEHUA
OHK. AxTtuBanus p53 IPUBOAUT K OCTAHOBKE KJETOU-
Horo nukJa u permukanuu JHK um maaymupyer amomn-
TO3 B OTBET HA CUJbHBIN CTPECCOBHIN curHai [23].

RPS19-gedbunurHbix
MBIIIAX, JIEUEHHBIX U He JIEYEHHBIX L-JIeWIMHOM, OBLIO

IIpu wuccremoBaHmMAX Ha
00HAPYIKEeHO, UTO 9KcIpeccusa perentopos p53 — Phlda3
(TLIeKCTPUH-TIONOOHBIN  JOMEH, Pleckstrin
Homology Like Domain Family A Member 3) u Ccngl
(reH, Komupyromuii 0enoxk mukjamH — (GI) ObLia 3Ha-

NI aHIJI.

YUTEJHPHO CHUKEHA B MUEJOUAHBIX U HSPUTPOUTHBIX
MpeIIeCTBeHHUKAaX, U, COOTBETCTBEHHO, 34 CUET JTOr0 —
JKcmpeccusa wuHruburopa KJjerounoro turiaa Cdknla
(reH, KOAUMPYIOIMUN BHYTPUKJIETOUHBLIH OEJOK-UHIMOU-
TOp IUKJWH-3aBUCUMOM KuHasbl 1A, miam auri. cyclin-
inhibitor 1A, om xe p21) [24].
B HacrosIiee Bpems cUMTaeTCd, UTO TallJIOHEZOCTATOY-

dependent kinase

HocTb RPS19 mapymaer Gasanc u pacupezeieHne pudo-
COMAaJbHBIX OEJTKOB B KJIETKE, CBOOOJHBIX OT yAAJEHUSI
youkButuH-aurazoir E3, HDM 2 (aursm. human double
minute 2). JlaHHBIe M3MEHEHUA CHUIKAIOT IETPaJallviio
Oenxa p53, MOBBIIIAA €0 BHYTPUKJETOUHBIA IyJ, YUTO
BBI3BIBAET yTHETEHHE reMonossa. Takum ob6pasoM, cam
mo cebe p53 MOKeT OBITH TEPANEBTUUYECKON MUIIIEHBIO
JUISI JIedeHns KOCTHOMO3TOBOH HefocTaTouHocTH [15, 24].

OcHoBaHmeM [JIsi HCIOJNL30BaHUA L-jgednuHa s
KOMIIeHCaluM TreMomos3a y mnamueHToB ¢ AJIIB crama
pabora Pospisilova D. u coasr. [25], Korma BmepBbIe
YCIIEIIIHO WCIIOJIb30BaMu L-JTeHnuH AJA JIeYeHUs IMallu-
eura ¢ AJIB.

HanbHeliliee pasBUTHE BOIPOC IMOJYYUI B IHUCCEP-
TaruoHHo# pabore OBcamuukosoii I'.C. [15]. B pamkax
IIPOBEIEHHOTO0 WCCJIENOBAHUSA IIAIIMEHTAM C AUArHO30M
AJIB OblIa WHUIUUPOBaHA Tepanus JednuHom. [lia
oneHKH 3(G(HEKTUBHOCTU Tepanuu L-JIeHInHOM B Kaue-
CTBe KOHTPOJBHOU rpynnbl Oblium oToOpanbl 14 Tpanc-
(dysuonHo-3aBucuMbIX nanueHToB [15]. CorsacHo mouy-
YeHHBIM pe3yJbTaTaM aJbTepHATVMBHAA Tepanud L-yeii-
IIMHOM IIO3BOJIMJIa OOCTUYBL IIOJTHOI'O IreMaTOJIOTHUYEeCKOI'O
OTBeTa B BUE OTCYTCTBUA TPAHCHY3UOHHOI MOALEPIKKU
B 28,6% ciyuaeB (HOpMasusaluisg YPOBHsS reMOIJIOOMHA,
yBeJIMUeHVe Ymcja PeTUKyJaonuToB). [lo Hauana Tepanuu
L-netinimaom y 57,1% manmueHTOB OTMEYAJIOCHh OTCTaBa-
HIUe B POCTe MeHee 2-TO IeHTUJILHOTO Kopuaopa. Ha doue
nmpuemMa IpenapaTta ObLIO OTMEUEHO YCKOPEeHUEe TeMIIOB
pocra. ¥ 9 manuenTtoB us 14 (64,3% ) ormeueH mepexor
M3 OJHOT0 IEHTHJILHOTO KOopuaopa B 0ojiee BBICOKUIA.
He:xenarenbHble ABJIEHUA, CBA3aHHBbIE C IIPHUEMOM IIpe-
napara, He ObLIN BBIABJIEHHI [15].

Taxkum o6pasom, npuMeHeHUe ITpenapara L-aedmuaa
npu CHIJl mmeer obocHOBaHMe d(PeKTUBHOCTH U 0Oe3-
OIIACHOCTH.
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Tabauuya 1

IToxasaTemun 0o0IIero aHaiIn3a KPOBU HAOJI0maeMoOll MAITUEHTKM B TUHAMUKE

Hara | He,r/n | EBG PLT, | WBC, | AKH, | n/a, | ¢/a, | 9, J, | M, | CO9,
U x1012/5x x109/x | x10%/a | x109/x % % % % % MM/q
Hopma 100-140 3,9-5,3 [160-390| 3,9-5,3 | 1,8-8,5 | 0,5-5 | 25-60 | 0,5-7 | 33-60 | 2-10 | 4-12
10.07.15 70 2,56 120 4,03 0,5 0 20 1 45 8 9
02.08.18 118 4,04 176 6,02 1,7 1 28 1 60 10 9
Tabnruua 2
IToxasaTenn GMOXMMHMUYECKOTO aHAJN3a KPOBHM HAOJI0TaeMOil MAIlMeHTKH B TUHAMUKE
IToxasarenu 10.07.15 02.08.18 Hopwma
AJIT, ex/n 94 28 0-29
ACT, en/n 159 47 0-48
AnpbymuH, T/ 56 42 38—-54
OO01uit 6e0K, T/J 89 66 60—-80
Bunupybus o01uii, MKMOJIB/JI 17 10,6 0-17
Bunupy6us npamoii, MKMOJIB/JI 12,8 5,1 0-3,4
T'ntoxos3a, MMOJIB /1 9,7 4,1 3,33—5,55
+Kese3o cbIBOPOTOUYHOE, MKMOJIB/JI 32,5 21,5 9-21,5
DeppuTnH, MKT/JI 9 21,3 10-60

Knaunuuecrkoe nabniodenue

ITanmuenTra 2014 r.p., poKIAeHHAas B CPOK OT HEOTS-
TOIIeHHO# 0epeMEeHHOCTU CO CHUYKEHHBIMU MacCO-pPOCTO-
BBIMU ITOKa3aTeasaMu (Macca Teja npu poxkaenuu 2600 r,
poct 47 cm). C mepBBIX MecAILEB KU3HU y IMAIUEHTKU
OTMEUYaJINCh IPOSABIEHUS AaTONUYECKOrO [NepMaTUTa,
HapylleHVe cTyjaa (YacThIil JKUNKWUMN, KUPHBIA CTYJ),
dopmMupoBaHue O6eJIKOBO-d9HEPTeTUYECKON HeI0CTaTOu-
HOocTu. JlaGopaTOpHO OTMeUaJuCh CTeaTopesd, a TaKIKe
0MOXMMUYECKVe NIPUSHAKN YMEPEHHOTO IIeUeHOYHOTO
muTosmsa. Kpome TOro, mamueHTKa IePEHOCUJIA YaCThie
OPBU, GpoHXUTHI.

C 6 wMmecsdlleB OTMEUEHO CHUMKEHHEe TIeMOIVIOOMHA
(Hb) mo 60 r/ux,
JKeJsiesa + (hOJIMEBOM KUCJOTHI B TeueHue 2 MecsIleB 0e3

NPOBOAUJIOCH JieUeHUe IIpernapaTom

sdderTa. B BodpacTe 8 MecsIeB B CBA3U C COXPAaHEHHEM
rIyOOKOM aHEeMUM IIPOBENEHO JieUeHWEe JPUTPOIIOITUHOM
(9I10) — suauvenussi Hb moBwicuiuchk mo 76 r/a. B 10
mecsanes Hb 56 r/m, HecMOTpsi Ha IIPOMOJIMKAOIIEECS
BBesenme OII0 u dosmesoit Kucaorsl. [lo gaHHBEIM amOy-
JIATOPHOM KapThl OTMEUAJIOCH IEePUOJUUYECKOEe CHIKEHUE
abcosrrorHOrO KoJsimuectBa HewTpoduiaos (AKH) mo 0,6—
1,3x109/71. Pebenox obcnemosar B JIKB r. Kpacrogapa,
3aIl0J03PEH AUArHO3 BPOKAEHHOI amactuuyeckoir AJIlB.
Ha MoMmeHT rocmmranusanuu y [JeBOUKK OTMEUYAINUCH
6JIeIHOCTh KOXKHBIX IOKPOBOB, CJIa00OCTh, MOBBIIIIEHHAA
YTOMJISIEMOCTD, COHJIHUBOCTH, T'HIIOTPOMUA, J1abOPaTOPHO
COXpaHAJach HOPMOXPOMHAA MaKpOIUTAapHAA AaHEeMUA
(Hb 60 r/m), peTUKYJOIMUTOIEHUS, HOPMOKJIETOUHBIA
KM c ceseKTUBHBIM YMEHBIIEHUEM SPUTPOUIHBIX IIPEJ-
IIIeCTBEHUKOB. HeoqHOKPATHO IPOBOAMIINCH TPAHCDY3UU
9PUTPOIUTHON Macchl. B paMKax TejieMeIUIIMHCKONM KOH-
cyaprarimu ¢ HMUIL IT'OU um. Omurpusa PoraueBa B
2015 r. peKOMEHZOBAHO Ha3HAUEHNEe KOMILIEKCA aMUHO-
Kucaor (neiinuH+Banue+usoneiinuea) B gose 700 mr/m2
mo JIeHInuHy 3 pasa B CyTKU. Tepanmusa KOMILIEKCOM
aMUHOKWCJIOT WHUIIUMPOBAHA B CBASU C OTCYTCTBUEM
TIOJIOXKUTEJILHOTO KJIWMHUKO-IeMaTOJOTUUYEeCKOro adderTa

OT paHee MPOBOAUMBIX JI€UEOHBIX MEPOIPUATUI, C MUCH-
MEHHOTO COTJIACUSA PONUTEJIeH MalleHTKU.

ITapannesbHO IPOBOAMIJIOCH TEHETUUYECKOE WCCIe-
moBaHue, nedextoB B renax RPL5, RPL11, RPL35A,
RPS7, RPS10, RPS17, RPS19, RPS24, RPS26 BblaB-
sneHo He Obpwmo. Tarkum oOpasom, numarmo3 AJIB He ObLI
nonrBep:xaeH. IIpu manpHeleM pacIInpeHHOM I'eHEeTH-
yecKOM wucciiefoBaHuy MeTomzoM NGS BBISABIIEHBI IIATO-
reHHble BapuaHThl B reHe SBDS ¢.356G>A p.C119Y u
c.258+2T>C B KOMIOAyHA-T€TEePO3SUTOTHOM COCTOSHUMU.
B Bospacte 4,5 Jger peOeHOK TOCIUTAIU3UPOBAH B
HMUIIL IT'ON um. Omurpus Porauesa. IIpu mocryme-
HUU POCTO-BECOBBIE IIOKA3aTeJN IAIMeHTKU COOTBET-
CTBOBAJIM BO3PACTHOI HOpPME. S3HAUYMMBIX I'€éMaTOJIOTHYe-
CKUX, FaCTPOIHTEPOJIOTUUECKUX HPOOJIEM y HAI[UeHTKU
He BBISIBJIEHO, HYTPUTUBHBIN CTATyC HE CTPagal.

B Tabsn. 1 u 2 mpuBegeHbI OCHOBHBIE Pe3yJIbTaThI
o0cJyieqoBaHU TAIMeHTa 3a IIePUOJ TOCIUTAJM3AIUU B
HMUII OAT'OU um. Omurpus Porauesa
C IaHHBIMU

B CpaBHEHUU
o0cJyiemoBaHUII O Hayajla Tepamuud KOM-
IJIEKCOM aMUHOKUCJIOT (JIeHIIUH+BaJIUH+U30JIeHIINH)
10.07.15 o mMecTy KUTEJIbCTBA.

Takum oOpasom, 3a 3 roma Tepamuu JEHIIMHOM
y TalMeHTKU OTMedyeHa S3HAUUTEeJbHAs IIOJOMKUTEIb-
Had OUHAMPKa KaK I'eMaTOJIOTUYECKHUX, TaK U Macco-
POCTOBBIX IIOKasaTejieil. Y IallMeHTKU COXpaHAeTCS
reMaToJIOTUYeCKasA PEMUCCUA, OTCYTCTBYET IIOTPEOHOCTH
B remorpaHchysusx u tepanuu [-KCD, ormeuaercs
HOPMAaJIU3AaIluA TEMIIOB POCTa, OTCYTCTBYET I'aCTPOIHTE-
pojoruyeckas cUMITOMaTHMKa. Ha OCHOBaHMU JaHHOTO
MMUJIOTHOTO CJIy4as BOSMOYKHO IIPEAIIOJIOKUTH, YTO Tepa-
nus JEeHIMHOM MOYKeT HIPUMEHATHCSA Y IaIUeHTOB C
CHI. BesycsioBHO, 3TOT BOIIPOC TpeGyeT majbHeHIero
U3YUYEHUsS M IPOBEJEHUA KJIUMHUUYECKUX WCCJIeTOBAHUN
Ha OOJIBIIIEN I'pyIle MallueHTOB.

Bxnad aemopos: 6ce asmopv. 6 pABHOU CMeneHu GHeCLU
c60ill 6KnA0 6 DPYKONUCHL, PACCMOMPeNU ee OKOHYAMEeJbHbLiL

sapuanm u daau coziacue HA NYOLUKAUUI.
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A.A. ABegosal, A.A. Ponneabm?, FO.A. Poguna!, E.B. Aepunanal!, A.IO. l]ep6unal

ITEPBUYHBINI KOMBUHHWPOBAHHBINI MMMYHOAE®UIIUT
C AEOUIINTOM BEAKA CERNUNNOS:
KAVMHNYECKUE HABAIOAEHUA N OB30OP AWTEPATYPbLI

IOTBY «HaruroHaAbBHBIM MEAUITMHCKUN UCCACAOBATEABCKUM IEHTP AETCKOM reMaTOAOTHUH,
OHKOAOTHU U UMMyHOAOTUM uUM. AMutpusi Porauesa» M3 PO,
2I'BY3 T'opoacKast KAMHWYEcKast 6oabHUIa Ne 52 A3M, . Mocksa, PO

K onHoit U3 M3BeCTHHIX Ipynn mepBuUYHBIX nMMyHOAedunuTHpix cocrosuuii (IINJIC) oTHOCAT mep-
BuuHble uMMyHomeduuuTsl ¢ HapymeHuem penapanuu [JHK. K yucay nmepBuunbsix mmmyHonedu-
muToB ¢ HapymeHueMm penapanun JTHK orHocar ummyHnomeduuur ¢ gepumurom 6eaxa Cernunnos.
K pasButuio gaHHOro mMMyHOAedHIUTA NPUBOAAT NATOreHHbIe OHAaJJIeJbHBIE TIeHeTUYeCKue

BapuanTsl B reie NHEJ1. Benox Cernunnos ygacTByeTr B Impoijeccax HeroMOJIOTUYHON pemnapamun
IOHK u V(D)J pexomounamuu peunentopoB T- u B-mumdonuros. B kanHnueckoii KapTuHe mamueH-
TOB ¢ gedunuroMm Oenka Cernunnos BeAyIIMMU SBJIAIOTCS CJIEAYIOINEe MPOSBICHUS: NHMEKIMOH-
HBbI€ OCJOKHEHUS B PaMKaX KOMOMHMPOBAHHOTO MMMYyHOAedHMUNTA, IUTONEHUU, ayTOUMMYHHbIE
ociokHeHus. Kak u GOJBIINHCTBO MEPBUMYHBIX MMMYHOZe(HMIMTOB C HapyHUIeHHEM penapainun
OHK, nns mvmmynoneduinntos ¢ medextom B rene NHEJ1 xapaktepHa NpeIpacloiOKeHHOCTH
K Pa3BUTHIO 3JI0KAYECTBEHHBIX HOBOOOpa3oBaHMii. EXWHCTBEHHBIM KypaTHMBHBIM METOJOM Jiede-
Husa nmanuentoB ¢ ITU]JIC, cBazamubiMu ¢ aedumurom 6enxa Cernunnos, siBIAgeTcCsA IpOBeIeHUE
AJIIOTEeHHO TPAHCIJIAHTAIMY T'eMOIO3THYECKHX CTBOJIOBHIX KJIETOK. B craThe mpeacraBiieHO ABa
KIUHUYeCcKuXx Habmronenus namueHTok ¢ IIUJIC, o6yciaosaenHbiM aedunurom 6eaka Cernunnos.
Knrouesvte cnosa: nepsuunslii ummynodepuuyum, penapauus JJHK, zen NHEJ 1, 6enox Cernunnos,
MPAHCNAAGHMAYUSL 26MONOIMULECKUX CMBON0BbLX KJLENOK.

Hum.: AA. Asedosa, A.A. Ponnenvm, FO.A. Poduna, E.B. Jlepunana, A.JO. Il]ep6una. IlepsuynuLil
KOMOUHUPOBAHHBLI ummyHodeuuum ¢ depuyumom Oearxa Cernunnos: KAUHUYecKUe HaAOJ00e-
Hus u 0030p aumepamypvl. [1eduampus um. I''H. Cnepanckozo. 2024; 103 (2): 112-117. DOI:
10.24110/0031-403X-2024-103-2-112-117.
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PRIMARY COMBINED IMMUNODEFICIENCY
WITH CERNUNNOS PROTEIN DEFICIENCY:
CLINICAL CASES AND BIBLIOGRAPHICAL REVIEW

INational Scientific and Practical Center for Pediatric Hematology, Oncology and Immunology
named after Dmitry Rogachev, Moscow, 2Moscow City Clinical Hospital Ne 52 of the Moscow Department
of Healthcare, Moscow, Russia

One of the well-known groups of primary immunodeficiency conditions includes primary
immunodeficiencies with impaired DNA repair. Primary immunodeficiencies with impaired DNA
repair include immunodeficiency with Cernunnos protein deficiency. Pathogenic biallelic genetic
variants in the NHEJ1 gene lead to the development of this immunodeficiency. The Cernunnos
protein is involved in the processes of non-homologous DNA repair and V(D)J recombination
of T- and B-lymphocyte receptors. In the clinical picture of patients with Cernunnos protein
deficiency, the leading manifestations are the following: infectious complications within the
framework of combined immunodeficiency, cytopenia, autoimmune complications. Like most
primary immunodeficiencies with impaired DNA repair, immunodeficiencies with a defect in the
NHEJ1 gene are characterized by a predisposition to the development of malignant neoplasms.
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IlepBuuHble UMMYHOAEe(DUIIUTHBIE COCTOSHUSA
(IIMOC) — reHeTWYeCKU [eTePMUHUPOBAHHBLIE 3a00-
JIeBaHUSA C HaApPYIIeHWeM CTPYKTYPbl U/UAu (QYyHKIUH
VUMMYHOKOMIIETEHTHBIX KJIeTOK. OMHUM M3 MeXaHU3MOB
passutuda [INJIC aBigeTcsa HapyIlIeHUe IIPOIIECCOB pella-
paunuu JHK [1].

KrneTku opranusma 4uesi0OBeKa IIOABEPraioOTCs IIOCTO-
SHHOMY BOB3JEHCTBUIO BHYTPEHHHX U BHEIIHUX (aKTo-
poB (pazuamnus, HMOHHU3UpPYIOIIee OOJyUeHUe), IIPUBO-
nameMy K moBpekaeHuio ctpyKtypsl [JHK. K oxaum
13 BHYTPEHHUX MEXaHMW3MOB O0OpPa30BaHUsS Pa3pPbIBOB
OHK otmocar V(D)J (Variable, Diversity and Joining)
pexoMmbuHanuio reHoB T- um B-mumdoruros, Koropas
Karanusupyercsa HykiaeazaMu RAG1/RAG2 u npuBogut
K oOpasoBanuio 0osee 1012 yHMKAJIbHBIX PEIEIITOPOB
T- u B-numdormuros [2] .

IBOJIIOIMOHHO CYIIECTBYEeT PN MeXaHU3MOB BOC-
CTaHOBJIEHUS IBYIlenouYeuHBIX pa3pbiBoB JJHK, K KoTo-
PBIM OTHOCAT T'OMOJIOTUYHYIO M HETOMOJIOTUYHYIO Dela-
paunuu [JHK. OgHuM mu3 KJIIOUEBBIX OEJIKOB HETOMOJIO-
ruyHoii penapanuu [IHK saBaserca 6emox Cernunnos,
Komupyemblit reHoM NHEJ 1, KOTOPBIH JIOKAIN30BaH Ha
IUIMHHOM IIjIede Xxpomocombl 2. K apyrum KoMIoHeHTaM
nytu HeromosiornuHoi penapamnuu JJTHK oraocar JTHK-
nurady IV, XRCC4, Artemis u JTHK-PKcs (kaTaautuye-
ckaa cyowemuuuna [JHK-saBucuMoil mpoTeMHKWHABHI),
neUIIUT KOTOPBIX CIIOCOOCTBYET PA3BUTHUIO XOPOIIIO

The only curative treatment for patients with primary immunodeficiency conditions associated
with Cernunnos protein deficiency is allogeneic hematopoietic stem cell transplantation.
Keywords: primary immunodeficiency, DNA repair, NHEJ 1 gene, Cernunnos protein, hematopoietic

For citation: A.Ya. Avedova, A.A. Roppelt, Yu.A. Rodina, E.V. Deripapa, A.Yu. Shcherbina. Primary
combined immunodeficiency with Cernunnos protein deficiency: clinical cases and bibliographical
review. Pediatria n.a. G.N. Speransky. 2024; 103 (2): 112—-117. DOI: 10.24110/0031-403X-2024-

OIMCAHHBIX CHUHIPOMOB XPOMOCOMHOW HECTaOWJIbHOCTHU
(puc. 1) [1].

B 2003 r. Y. Dai et al. onmcasu mamuenTa ¢ eHo-
TUIIOM TSKeJ0ll KOMOMHUPOBAHHON WMMYHHOII HeJIO-
CTATOYHOCTHU, C 3aJEPyKKOM (PU3NUECKOTro DPA3BUTUS U
MOBBIMIEHHOW PaJUOYYBCTBUTEIbHOCTBIO. OQHAKO 10
pesyJbTaraM TeHeTHYECKOro HCCaeqoBaHusa maed)eKToB
B M3BECTHBIX HA TOT MOMEHT I'eHaX, OTBETCTBEHHBIX 3a
Hapymerue penapanuu [JTHK, o6HapysxeHo He ObL10 [3].
Coycrs 2 roga P. Ahnesorg et al. ugentuduiupoBain
6esox Mmaccoit 33k ]la, cxoqHEBIH 11O cTPpyKType ¢ XRCC4,
TakuM o0pasoMm, HasBaB ero XRCC4-mogo0HbIM (haKTo-
pom miu XLF (Cernunnos) [4].

B mocnennelt kiaaccuuKanuy BPOKIEHHBIX Ae(eK-
ToB mmmyHurtera (IEI, Inborn Errors of Immunity)
MexayHApOZHOTO COK3a MMMYHOJIOTMUYECKUX OOII[eCTB
(IUIS, International Union of Immunological Societies)
nepunur Genka Cernunnos KJaccUPUIEPyeTCad Kak
TSKEJIbIH KOMOMHUPOBAHHBIA UMMYHOLEDUIIUT C UMMY-
HosornyeckuM (enorunom T-B-NK+ [5]. O6mumu
(beHOTUIIMUECKUMU OCOOEHHOCTSMU IIAIIMEHTOB C HAPY-
mreHueM HeromoJioruuHoi pemnapanuu JJHK B pesynabra-
Te nebexta NHEJI aBnaoTcsa Mukxponedasms, <«ITH-
YbM» UEPTHI JUIA U 3aJepPyKKa (PU3NUECKOTr0 Pa3BUTUSA
[6—8]. B KimHUYEeCKOl KapTuUHE MAIUEeHTOB C AedUIlu-
ToMm Oenka Cernunnos BeIyIIUMU SBJISIOTCSA CJIETYIOIITE
NPOSIBJIEHUs: WH(EKIMOHHBIE OCJIOKHEHUS B paMKax

3apeprKKa pocra u
passuTua

Mukpouedanua

TKUH/KUH

Mukpouedanua
3agepiKKa pasBuTua

TKUH/KUH

Ku70/80

Mukpouedanua
3apeprKKa passBuTuA
TKUH/KUH
CuHppom OmeHHa

Numdboma

POBAHHBIN UMMYHOIEMUIUAT.

Puc. 1. Cxema nHeromosiormunoii pemapanuu THK c¢ ysacruem Gemkxa Cernunnos
(amanrrupoBano u3 ML.A. Slatter et al., 2020 [1]).

MRN - kommekc, cocrosamuii us 6enxkos MRE11, RAD50 u NBN; DNAPK — THK-
kunasa; KMH — xombunupoBauubil nmmyHogeduiut; TKUH — TsiKeabii KOMOUHY-
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KOMOMHUPOBAHHOTO UMMYyHOAeGUIIUTA, IIUTONEHUH,
ayTOMMMYHHBIE OCJIOKHEHUA [9].

B nmaHHOII cTaThe IIpPeACTABJIEHBI KJIWHUYECKUE
HaOmonenus namueHToB ¢ IIWIC ¢ gedextom Genka
Cernunnos, OmMCaHBI ATANbl TUATHOCTUYECKOTO ITOUCKA
U BBIOOD TepPAIeBTUYECKON TAKTUKU.

Knunuueckue nHabnwodenus

ITayuenmrxa Né 1

3 amamHe3a KWBHU W3BECTHO, UYTO IAIlMEHTKA
poauIach C HOPMAJIBLHLIMU MAacCCOBO-POCTOBBIMU IIOKAa3a-
TenaMu. PoguTesnn nanueHTKN He HAXOAATCA B KPOBHOM
POJICTBe.

B pamreM BO3pacTe SMM30I0B TAMKEIBIX UHPEKIINM-
OHHBIX 3a00JI€BaHUII HE OTMEUAJIOCh.

C mepBBIX MeCAIlEB JKUBHU TNaIlMeHTKa HaOJiona-
Jlach TeMaToJIOTOM B CBA3M C HAJIWYMEM YMeEPEeHHOM
JefikoneHnu (HedTpomeHus, jgumdbornenus). [lo gaHHBIM
KOHTPOJILHBIX I'eMOTDAMM Ha IIePBOM TOLY KUBHU: JIEH-
Kouutsl 2,5—3 Thic/MKJ, HeiTpoduisl 1,2—1,4 ThiC/MKJI.

B Bospacrte 6 sieT y malnueHTKM OTMEUAJICS SIIU30/T
TSKEJION PecHupaTOpHOM MHMEKINU C KaTapaJdbHBIMU
mposBJIeHuAMU, (HeOpUIbHON Juxopankoi. Ilo gaHHBIM
DPEHTTEHOJIOTUYECKOT'0 WHCCIENOBAHUA: TedeHUe OpoH-
xuTa (IHeBMOHUA?), [IBYCTOPOHHUHU TaiiMOPO3TMOU-
nur. JlabopaTopHo: BocmanurenbHad akTuBHocTh (CPB
30 Mmr/m), B remorpaMMe — TPEXPOCTKOBas IWTOIEHUSI
(ta6s. 1). ITo COBOKYIHOCTH AAaHHBIX y HAIlMEHTKU ObLIa
3aI1003peHa
MUeJOTPaMMBbl — IIPU3HAKU THUIONJIA3UN KPOBETBODE-

amiactTudyeckas amemus. I1lo maHHBIM

Huda. Ilpy nuTOreHEeTHYECKOM WKCCJIENOBAHUM KOCTHOTO
MO3ra XPOMOCOMHBIX IE€PecTpoeK He oOHapy:keHOo. Tect
¢ pusmnokcubyranom ([OB-tect) orpunarenbubiii. Kion
nmapoxcusMayibHOM HOuHOUM remorsiobunypuu (IIHI') me
oOHapy:keH. BbIIIoJIHeHO oIlpeeieHne AJUHBI TeJIOMep —
B IIpeJejiax HOPMAaJIbHBIX 3HaueHUU. [lanineHTKe IPOBO-
Injiach KOMOMHUPOBAHHAA MPOTUBOMUKPOOHAA Tepanusd
C IIOJOXKUTEJBbHBIM 3(h(MEeKTOM.

Obpamaiu Ha cebA BHUMaHUE (EHOTUINUYECKUE
0COOEHHOCTHM IAIIVEHTKU: 3aJep:KKa (PU3MUEecKOro pas-
BUTHUA (POCT M Macca Tejia HUKe 3-T0 TEepPIeHTUJA),
MuKporedanus (OKPY’KHOCTh T'OJIOBBI 45 cM — HUKe

Puc. 2. Buemrauii Bux manueHTEn Ne 1.

3-r0 MEepIEeHTUNsI), IPOTHATUS, «ITUUYBH» YEPThI JIUIA
(puc. 2).

YuureiBasg 0cO0eHHOCTU (DEHOTUIIA, TIYOOKYIO JIUM-
(oIeHUnI0, IIUTOMEHNIO, y MAIMEHTKHU ObLIO 3aII0L03PEHO
manuuyue [TN]JIC.

C 1mesnbi0 OKOHUYATEJHbHOU BepU(pUKAIIUKM AUATHO3A
BBIMIOJIHEHO IIOJHOPK30MHOE CEKBEHUPOBAHUE METOI0M
NGS, mo pesyabTaTaM KOTOPOT'O BBLIABJIEHBI 2 OIU-
CaHHBIX B JHATEpaType IIATOMeHHBIX BapuaHTa B TeHE
NHEJ1 — B 9x30He 5 ¢.532 C>T p.Argl79Ter, B uaHTpO-
He 4 B camte cmiaidicuura c.530-2A>T. Ilpu mposeze-
HUU TeHeTUYeCKOro mccienoBaHmus 1mo meroxy CoHrepa
y poauTeseil MAIMEeHTKU [TOKA3aHO TPAHC-IOJIOMKeHNe
IaHHBIX BapuaHTOB. TakuM 06pasoM, y MallMeHTKU OBLI
IUarHOCTUPOBAH MEePBUYHBIM KOMOMHUPOBAHHBIN MMMY-
HOMeUIIUT, CUHIPOM XPOMOCOMHOIN HECTAOWJIBHOCTHU C
medunurom 6enka Cernunnos.

ITamuenTka BrepBble rocuuTtaausupoBana B8 HMUIT
OT'OU um. OImutpusa PoraueBa B mae 2023 r. B Bo3pac-
Te 6 Jer.

JlaGopaTopHO y HMAIlMeHTKN COXPAHSIACh ABYXPOCT-
KoBad NUTONeHUA (HeNTpOmeHUsI, TPOMOOIIUTOIIEHUS).
Ilo manHBIM HUMMYHO(MDEHOTUIHPOBAHUA JUMQOIIUTOR:
BeIpasKeHHas T-KiaeTouHas JUMGOIEHUs, MPAKTUUECKU
moJiHoe oTcyTcTBUe B-kierok (tabs. 1). Ilpu wmccaemo-
BaHUM KOHIEHTPAIIMU CHIBOPOTOUHBIX WMMYHOTJIOO0Y-
JIMHOB — TUIOTaMMATJIOOYyJINHEMUS; TaKyKe OTMedasioch
BeIpaskeHHoOe cHmkeHne ypoBHa TREC/KREC (ta6u. 1).

Tabauua 1
JlaGopaTopHbie moxkasareau manueHToB No 1 m Ne 2
ITokaszarean ITanmuenTra No 1 ITanmenTra No 2 Hopma
JIefiKOIUThI, THIC/MKJI 0,73-2,12 1,6-1,9 6,05—-9,85
Heiirpoduabl, ThIC/MKJ 0,4-0,7 0,5-0,7 1,5-8,5
T'emorsnobuH, r/a 79-114 117-126 115-138
TpoMOGOIUTEI, THIC/MKJI 12-84 186—-205 204-356
CD3+(T-lym), Teic/MKI 0,66 0,25 1,61-4,23
CD45RA+CD197+(T-nanve cells), % 57,81 - -
CD4+(Th-cells), Teic/MKJ 0,26 0,13 0,9-2,86
CD8+(Tc-cells), Tbic/MKJI 0,26 0,11 0,63-1,91
CD19-+(B-cells), Teic/MKI 0,01 0,01 0,7-1,3
Switched B memory cells, % 5,5 - -
CD3-CD16+CD56+Lym(NK-cells), Tbic/MKJI 0,2 — 0,1-1,33
1gG, r/x 6,0 0,46 6,8-15,4
IgM, r/x 0,39 0,17 0,8-1,6
IgA, v/n He nerektupyercsa He ngerektupyercs 0,3-1,5
TREC, kom/MKJI 5,9 230 30-327
KREC, xom/MKJI 45,6 0 75-541




Tabauua 2

O6masa xapakTepucTurka mamueHToB Ne 1 u Ne 2

IToxasarenn ITanuenTra No 1 ITanmuenTra Ne 2
ITon JHenckuit JHKeHckuit
Ie6roT 3abosieBaHUSA ITepBble MecCAIbI KUSHU ITepBble MecAIBI KUBHU
BospacT Ha MOMEHT ITOCTAHOBKU JUATHO3a, I'OJBI 6 4
Texyuii Bo3pacT, roabl 6 8
OrcTraBaHue B QU3NYECKOM Pa3BUTUU Ha Ha
Mukpounedanusa Ha Ha
«IITuubu» yepThl JUIA Ha Ha
Pecniuparopnsle naHdeknuu Ha Ha
Hpyrue nubermuu Her Her
AyTOUMMYHHBIE OCJIOKHEHUI Her Her
IMuronenusa Ha Ha
Hegposornueckuii geduiiut Her Hert
Anno-TI'CK Her Hda

ITo mamHBIM KOMIIBIOTEPHON ToMOrpadguu OpraHoB
nuddys-
ITo nman-
HBIM MUKPOOMOJIOTUUYECKOTO WCCJIEIOBAHUA KUIKOCTU

I‘pyﬂHOﬁ KJIETKH Yy IIallMeHTKHN BbIABJIEHBI
Hbl€e H3MEHEHUs JIETOYHOI'0O HHTEePCTUuIInA.

OPOHXO0AJIbBEOJAPHOrO JIaBayka — MPUUYUHHO 3HAUMMBIX
IIATOT€HOB HEe BBISBJIEHO, UTO HE MO3BOJISAET MCKJIIUYUTH
crerudUUIECKOe MOPAKeHUEe JIETOYHOU TKAaHU.
ITanuenTKe OblJa WHUIUUPOBAHA 3aMECTHUTEIb-
Hasg Tepamnus

mpemapaTamMu MMMYHOTIJIOOYJIMHOB,

npoduIaKkTUYeCcKas OPOTUBOMUKDOOHAS  Tepamnus
KO-TPUMOKCA30JI0M U II03aKOHO3AJIOM.
BBICOKMII DPHUCK JKU3HEYTPOYKAIUX

WMHQEKIIMOHHBIX OCJOKHEeHUIl Ha (poHe KOMOMHUPOBaH-

YuureiBas

HOTO HMMyHOAeUIINTa, B3JI0KAYECTBEHHBIX HOBOOOpA-
30BaHUU, ayTOMMMYHHBIX OCJIOKHEHUI, IPOTPECCUDPY-
IOIYI0 ITUTOIEHUI0, €JUHCTBEHHLIM KYDPATUBHBIM METO-
IOM JIeUeHUA IMAIIUeHTKU SABJAETCA IIPOBEeIeHUE aJljIo-
TeHHOU TPAHCILJIAHTAIIUY TI'e€MOIOITUYECKUX CTBOJIOBBIX
kietok (amno-TI'CK). B Hacrosinee BpeMs HIET TOUCK
HEPOJCTBEHHOTO JOHOpPa 1A npoBemenusa ajio-TI'CK.

ITayuenmrxa N 2

ApavMHe3 JKU3HU [aIVeHTKN He OTATOIIEeH.
C mepBBIX MeCAIleB KU3HHU y IMAIIUEHTKU OTMeYasach
JerikoneHusa (HeuTpomeHuda u JgumMmdonenus) (tadbia. 1).
ITo maHHBIM MUEJIOTrPAMMBI — CYsKeHUe JIeHKOIIUTapHOTO
pocTKa ¢ mpeobsamanueM 3pesabix GopMm. IIo maHHBIM
MMMYHOJIOTUYECKOro o0caenoBaHusA B Bo3pacTe 4 Mec.:
CD3+ 0,15 Tbic/MKJI, CD19+ 0,18 ThIC/MKJ, TAIIOTaM-
marsoboyamaemus — IgA 0,3 r/xa, IgM 0,33 r/x, IgG
3,84 r/u.

C panHero Bo3pacTa y MAIUEHTKU OTMeUYaIUCh
yacThle pecnupaTopHble 3a60jieBaHUA C KaTapaJlbHBIMU
NPOSBJIEHUAMYU U JIUXOPALKOI.

IIpoBopuiachk 3aMecTUTENbHAA TePaANusi BHYTPUBEH-
HBIM KMMMYHOTJIOONYJINHOM, CTUMYJSAIUA TIPAHYJIOI-
TapHBIM KoJioHHecTuMyJupyiomum daxkropom (I'-KCD)
1IOJ, KOHTPOJIEM I'eMOI'PDAMMEL.

C mepBBIX JIeT KU3HU obpalnanau Ha cebs BHUMaHUIe
deHOTUIITUECKUE OCOOEHHOCTU: 3aJepKKa (PU3UUIECKOro
DPasBUTHUA, «ITHUYBU» UEPTHI JIUIA.

Ilo pmaHHBIM KOHTPOJIBHOI'O HMMYHOJIOTMYECKOTO
uccienoBaunsi B Bospacre 4 uer Ha O06ase HMUIL
AT'OU um. Omurpusa Porauea (2018): ray6okaa T- u

B-kierounas maum@oneHusd,
TREC u KREC, a Takike arammaryio0yJuHEeMUS
(tabs. 1). IIo maHHBIM KOHTPOJBHON MUEIOTPAMMBI —
TUIONJIA3US KPOBETBOPEHUS;

BBIpaXXeHHOe CHUMXEeHUue

IIUTOTEHeTUYECKUX Iepe-
CTPOEK B KJEeTKaX KOCTHOTO MO3ra He BBISBJIEHO.
HOB-Tect orpunarenbubrii. [JyinHa TEeJIoMep B Ipenesiax
BO3PACTHBIX 3HAUEHUH.

C 1mesbi0 OKOHUATEJHLHOUN BepUUKAINU JUATHO3a
BBITIOJTHEHO IIOJHOIK30MHOE CEKBEHUPOBAHUE METOJOM
NGS: BbIsiBJIeHBI 2 HATOTEHHBIX OIMMCAHHBLIX B JUTEpAa-
Type Bapuanta B reme NHEJ1 ¢.325 C>T, p.Argl09%,
c.679 C>T, p.GIn227* B rerepo3UroTHOM COCTOSHWM.
IIpy mpoBemeHUM TEHETHUUYECKOTO WCCJIEeJAOBAHUSA II0
merony CoHrepa y poAuTes el MAIMeHTKU IIOATBEeP:IK-
IeHO TpaHc-ToJiosKeHHe Mmytarnuii. Takum obGpasom, ¥y
ManueHTKY Bepu(pUIMPOBaH JUATHO3: MePBUYHBIA KOM-
OMHUPOBAHHBIH MMMYHOAe(DUIIUT, CHHAPOM XPOMOCOM-
HOU HecTabuabHOCTHU ¢ Aedumurom 6esxka Cernunnos.

B xauecTBe eOMHCTBEHHOTO KYPATUBHOTO MeTOna
Tepanuy TalueHTKe ObljIa YCIEIIHO BBIMOJHEHA aJljio-
TI'CK oT HepoaCTBEHHOI'o AoHOpa. B Hacrosiee Bpems
mamueHTKe 8 JieT, y Hee COXPAHAIOTCA IMOJHBIN JOHOD-
CKUI XUMePU3M, [OJHAS UMMYHHAs PEKOHCTUTYIUSA U
CTaOUJIBLHBINA COMATUYECKUM cTaTyC.

B Tabs. 2 mpexacraBieHa o001as XapaKTepPUCTHKA
narmenToB Ne 1 u Ne 2.

O6cy:xmenue

Besox Cernunnos sABIAETCA OCHOBHBIM <«HTDOKOM»
HeromoJsiornyHoii pemapanum JHK Ha nporaxeHun
BCero KJeTouHoro nukJja (ocobernro B G1). Ou omocpeny-
eT JIUTUPOBaHME Pa30OpBaHHBIX ABONHBIX nemneii [JTHK 6e3
KaKoi-11060 HeoOXOAMMOCTH B T'OMOJIOTUUHOM MaTpPHUILE.
Bonee Toro, NHEJ1 yuacTByeT B TreHepanuu pemep-
Tyapa T-KJIE€TOUHBIX pEIeNTOPOB U WMMYHOTIJIOOYJIH-
HOB. CyemoBaTeIbHO, TATOT€HHBIE BAPUAHTHI C IIOTEpeH
dyErnuYM B reie NHEJ1 npuBOgAT K Pa3BUTHUIO KJIUHU-
KV KOMOMHUPOBAHHOMN MU TAMKEJI0N KOMOMHUPOBAHHON
UMMYHHOU HemocraTounoctu [10].

NmmyHOsMOrHMUecKul (peHOTHN IamueHToB C Aedu-
murom Cernunnos B OOJIBIIMHCTBE CJIyYaeB XapakxTe-
pU3yeTcsa OTCYTCTBUEM WX BHIPAMKEHHBIM CHUKEHUEM
T- u B-kaerox npu Hamuwunu NK-aumdonuToB, Tak Kak

TUKN




NK-mumdorurel He mnoasBepratorcsa V(D)J pexomOuHa-
nuu. AHAJOTUYHBIH (peHOTUN OBLI y HAIIMX IAIMEHTOB,
OMMMCAHHBIX B cTaThe. OMHAKO B HACTOSIIee BPeMs OITy0-
JIMKOBAHBI [Ba KJIWHUYECKUX CJydas TIAIUeHTOB U3
Upana c gsyma Bapuantamu B reie NHEJ 1 B TOMO3UTOT-
HOM cocTosgHuu ¢ uMmmyHodenorunom T-B+NK+ [9, 11].

IIpu wucciemoBaHUM KOHIIEHTPAIIUMT HNMMYHOTJIOOY-
JUHOB y manueHToB ¢ geduimrom Cernunnos y 60Jib-
IIVHCTBA MAIMEeHTOB ObLIN BHIABJIEHBI HU3KNE 3HAUECHUA
IgG m IgA npu HOPMAaJBHBIX WUJIU CHUKEHHBIX 3HAUe-
Huax IgM, urTo cBfA3aHO C HapyIIeHWEM CO3PEBaHUA
B-mumdomnuros [9, 12, 13].

upeknmoHHbIEe OCJIOKHEHUA Y MTaHHOW TPYIIIBI
TIAIIMEHTOB IIPEJICTABJIEHbI IPEUMYIIIECTBEHHO MHOEKIN-
AMU DPECIHPATOPHOTO TPAKTA, OMMCAHBI MHOMEKIINOHHBIE
9HTEPOKOJINTHEI, a0CIeCChl TepUaHaIbHOI 001acTH, UHMEK-
AU MOYETOJIOBOM U TernaTo0MInapHOl CUCTEeMbI, KaHIU-
03 ToJiocTu pra, oguu caydait BI[JK-accornuupoBanHOro
auMmbaznenura [9, 11]. ¥V Hamu HaOIOgaeMBIX IaIlUeH-
TOK MH(MEKIMOHHBIN aHAMHe3 TakKiKe ObLI IIPeJCTaBJIEH
nHQPEKIUAMU PeCIPATOPHOIO TPaKTa.

K uueny kiavHWYecKUX OposBIeHUH Ipu geduimre
6eka Cernunnos MOryT OBITH OTHECEHBI TaKIKe ayTOWM-
Cpemy KOTOPBIX BeLYIIYI0 PpOJIb
3aHMMaeT ayTONMMYHHAs reMOJINTUYeCKada aHemusd [8, 9].

MYHHBIE OCJIOKHEHU,

Kak m nna Bcex manyeHTOB C CHHIPOMOM XPOMO-
COMHOU HeCTa0WJIBHOCTH y IAIIMEHTOB C JIe(UIIUTOM
6esxa Cernunnos BBICOKMII DPHCK DPasBUTHUS B3JI0Ka-
YeCTBEHHBIX HOBOOOpPA30BAaHUII B CBA3U C BBICOKOU
YacTOTOM COMATUYECKUX MYTAIlUil, UMEIINX HepeIKo
IIPOTOOHKOTEHHYIO HampaBJeHHOCTH [14]. B macrodamiee
BpeMsA OIHMcaH ciaydail aud@ysHoil KPYITHOKJIETOUHOI
B-kjeTouHoit TUM(POMBI ¢ MHTPAKPAHUAIBLHON JIOKAJIH-
sanuei y nmamuenra 2 jet ¢ gedhexrom NHEJ1 [15].

Hokazana poJsb Oeaxa Cernunnos B aKTUBHOCTHU
TeJoMepasbl. ITO O0BACHIET MEXaHU3M IIPeKIeBpeMeH-
HOrO CTapeHUs TIeMOIOITUUCEKUX CTBOJIOBBIX KJIETOK
mbleii ¢ gepumurom Cernunnos, 4To MPUBOAUT K IIPO-
rpeccupyiorieii nuronenuu [16]. Hamuuwe muronmeHun
B nebiorTe 3ab0seBaHUA, HAPAAY C YKOPOYEHHBIMU TeJO-
MepaMu U (EHOTHUINYECKUMU OCOOEHHOCTSAMU, HEPEIKO
CTAaBUT Ha IEPBBIN IJIAH B AUATHOCTUUYECKOM IIOVWCKE
BPOJKJEHHBbIE allJIaCTUYecKue aHeMUU, B T.4. aHEMUIO
daukonu [12]. ¥V nmanmueHTOK, OMMCAHHBIX B CTaThe, C
paHHEro Bo3pacTa oOTMeuvasach JelKomeHus (auM@o-
eHus, HelTpomeHwus). ¥ mnanmeHTKu Ne 1 ¢ Bodpacra
6 sger Ha (oHe MHPEKIMOHHOI'O 3IIM30Ja ObLIa mua-
THOCTUPOBAHA TPEXPOCTKOBAs IIUTOIEHUS, B JUHAMUKE
COXPAaHAJJNCH CTONKAS JIEHKOIEeHNS 1 TPOMOOI[UTOIIEHISA.
V obenx manueHTOK OJHMMMK U3 IEePBBIX cpenu audde-
PEHIINMANBHBIX [OUATHO30B OBLIN HCKJIOUEHBI AallJacTU-
YecKUe COCTOSAHUA. [[IMHA TesoMep y HMallMeHTOK ObLiIa
B mpezenax pedepeHCHBIX 3HAUEHUH, OJHAKO HeJIb3sd
HUCKJIIOUUTH BEPOATHOCTH YMEHBIIEHUS JJINHBI TeJIOMep
C BO3pPacTOM.

ITo pamabIM moOcaenHero obs3opa Jsureparypsl (2022),
onucano 20 pas3IWYHBIX TEeHETHYECKUX BapPUAHTOB Y
49 mnamuentoB c¢ gedunurom 6Geara Cernunnos [9].
B nacrosIee BpeMs HeT JAHHBIX O CYI[ECTBOBAHUHU KOD-
PesNAnUY MeXIy TeHOTUIIOM U (heHOTHIIOM 3a00JIeBaHUsd.
HmeroTcss onyO6IMKOBaHHBIE JaHHBIE O TOM, UTO IAI[WEH-
TBI cTapire 8 jeT 6e3 KaKux-JIn00 TAMKeIbIX MH(PEeKIINOH-

HBIX OCJIOKHEHUU MMEIOT JIMOO0 MUCCEHC-MYyTAIluu, Ju00
MyTallii B CaiiTe CILIANCHUHIE C COXPAHEHUEM OIIPe/eJIeH-
HOTO KoJinuecTBa abbepauTHOTO Gesnka [6, 7, 17].

B craree F. Sheikh et al. coobGiaerca o 3 cubcax
oT 0IU3KOpOACTBeHHOro Opaka ns3 CaymoBcKoii Apasuu,
Y KOTOPBIX II0 COBOKYIIHOCTHM KJIMHUKO-JIa00pPaTOPHBIX
JaHHBIX OBbLI [JUATHOCTHUPOBAH IIE€PBUYHBLIA HMMYHO-
neuIUT ¢ XPOMOCOMHON HECTAaOMJIbHOCTBIO. ¥ BCEX
MMAIAeHTOB ObLIN (PEHOTUIINUYECKNE OCOOEHHOCTU B BHUE
uepT JHUIa, MHUKpone@aIny M 3afep:KKN
IIo [gaHHBIM TeHeTHWYeCKOM MSUATHOCTUKH, Y

«ITUYBUX »
pocra.
MaHHBIX IAIleHTOB OBLIN BBISBJIEHBI BapUAHTHI B TeHE
NHEJI ¢.390+1G>C B roMmo3uroTrHom cocrosguuu. J[Boe
cubCcoB m3 3TON ceMbu, My:kKumHa 30 JIeT U MaJbYuK
14 ner, "KUBBI IO HacTodAIlee BpeMs. VX cecTpa ymepJya
B Bospacte 20 JeT OoT TayKeJI0oro MH(MPEKIMOHHOTO IIPO-
mecca. B KIMHMYECKOU KapTHHE BCEX MAI[MEHTOB IIPU-
CYTCTBOBAJIM YacCThie MHMEKIIUU PECIINPATOPHOTO TpaKTa
U JIETKUX, JIaDOpaTOPHO — TdAKeJasd JUMMDOIEHUA, TUIIO-
raMmarao0yJInHeMusa, maHmuronenus [17].

EnuHcTBeHHON KypaTWBHOHN omnInuedl IanmueHTOB
¢ nedextom Oenka Cernunnos sBJAETCA NIPOBEIEHUE
ano-TI'CK. OpmHako, Kak u s OOJILIIIMHCTBA IIAIM-
€HTOB C CHHIPOMOM XPOMOCOMHOM HeCTaOWJBHOCTHU, ¥
MAIUeHTOB € JAaHHBIM JAedeKTOM BBICOKHH DHUCK pas-
BUATUA TOKCUUECKUX OCJOYKHEHUI Ha (poHE MPUMEHEHUI
XMMUOTEPAINY B PAMKaxX KOHIUIIMOHUPOBaHuA. [lepBasa
yememrHas aano-TI'CK mamumenty ¢ medpextom NHEJ1
C KCIOJIb30BAaHMEM KOHAWIIMOHWPOBAHUA ITOHMIKEHHON
MHTEHCUBHOCTHU ObLia mpoBeneHa B Wramuu [18]. Taxke
omry6JIMKOBaHbBI 2 ycmenHbIX onbiTa ayno-TI'CK 6e3 mpu-
MeHeHUs KOHIUIMOHUPOBAHUA Yy ManueHToB us Typruu
[19]. Ilo omHMM ®3 HOCIENHUX MAHHBIX Ha OOJBIION
rpynmne manueHToB (77 4YejloBeK) ¢ HapyIIeHWEM pema-
panmuu JHEK, B T.4. ¢ gedexrom NHEJI, ¢ mcmoab30-
BaHUEM DPa3HBIX PEXUMOB KOHAWIIMOHUPOBAHUA, 00IIad
BBIXKMBaeMocTh coctaBmia 69% . BeixuBaemocTb Oblia
BBHINIE Yy IAIIMEHTOB C WCIIOJH30BAHUEM DeIyIMpPOBaH-
HBIX DPEKUMOB KOHIUIIMOHWPOBAHUA 32 CUET CHUIKEHUSA
CMEPTHOCTH OT TOKCHUYECKHUX OCJIOKHEHUN B pPaHHEM
moctrpaHcianTanuonaom mnepuoze [20]. Ilo mocien-
HUM ONyOJUKOBAHHBIM JaHHBIM: 17 u3 19 mamueHTOB C
nepurnurom Cernunnos ycmerrao nepexecau anio-TI'CK
U IOCTUTJIM MMMYHHOU peKoHcTUTyuu [9].

3aKJaroueHue

Takum oOpasom, mepunur Genxa Cernunnos mgoJi-
JKeH paccMaTpuBaTbca B uYucie auddepeHnuaIbHbIX
IMar€o30B y MAIlMEeHTOB ¢ MUKpOIledaaneil, 3aIepiKKoil
PasBUTUA ¥ KOMOMHHPOBAHHBIM HNMMYHOAEMUIIUTOM.
Hannuwe nmanmuroneHuu B Ae0ioTe 3a00JieBAHUS HEpe[-
KO TIPUBOLUT K JIOKHOMY auddepeHIUaJIbHOMY Iuar-
HO3y. K umciy muarHocTuuecKmxX METOLOB AJIs OKOHYA-
TeJIbHON BEPUMUKAIMN IUATHO3a OTHOCHUTCSA IIPOBee-
HIUE TeHeTUYEeCKOTO aHaIn3a MeTOJOM CEeKBEeHHPOBAHUS
HOBOTO TTOKOJIEHUS.

PaHHAA IOCTAHOBKA IMArHO3a M IIPOBEIEHUE aJljIo-
TI'CK
VH(QEKIINOHHBIX W ayTOUMYHHBIX OCJOKHEHUM, YMeHb-

MMO3BOJISIIOT IPEAYIPEIUTh PA3BUTHE TAMKEIBIX

IIAIOT PUCK Pa3BUTUA 3JIOKAYECTBEHHBIX HOBOOGpaSOBa-
HUH, YTO CKAa3bIBAETCA HA KAUECTBE JKUBHU IIAaIlIeHTOB
1 CMEPTHOCTH.
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VICTIOAB30OBAHUE POBOT-ACCUCTAPOBAHHOM
TOPAKOCKOIIMYECKOW XWPYPTUU YV PEBEHKA 9 AET
C KHCTO3HO¥ ®OPMOIM YABOEHUSA TTUIIIEBOAA
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HeJIL HACTOAIIIEero MCCJHeJOBAHUA COCTOUT B TOM, YTOOBI IIOJAEJUTHCA IIEePBOHAYAJIBHBIM OIIBITOM
HMCIIOJIb30BAHUSA PO0OOTA A TOPAKOCKONMYECKOro yJAJIeHUs KHCTO3HOIO YABOEHHS IHUINEBOAA M
M3yYHUTh, MOKET JU POOOT B OyaylIeM y4aCTBOBATH B ONEPALUAX HA TPYJHOM OTHEJie IMUILEBOHA.
B HacTOAmEM COOOILIEHNH MPEACTABIEHO ONMUCAHNE KJIMHUYECKOr0 HAOIIOMEeHUI POOOT-aCCUCTHPO-

BAHHOTO JIEYEHHUSI KHCTO3HOI OIIyXOJIM IMUIIEeBOJAa Yy MAIMEeHTKH B Bo3pacrte 9 JIeT ¢ MCIOJIHb30Ba-
HueM poGota Versius. IIpomenypy BHIIOJIHAJU C HCIOJH30BAHHUEM TPeX POOOTHUECKUX MOMYyJIel —
ontuuyeckoro (10 mv, 3D-Busyannsanusa) U AByX MHCTPpyMeHTAJbHBIX (5 mMm). IIpumensin gomod-
HUTEJIbHBIH 5-MM IOPT [JIA MOJaYM NIIOBHOTO MaTepuajia U HepOOOTH3UPOBAHHBIX MHCTPYMEHTOB.
Hcnonb3oBanyu ABYXJIETOYHYI0 TPAJAUIMOHHYI0 BEHTUJIALMIO JIETKMX. AcCIHpanus KHCTHI Ieperx
OKOHUATEJHHOI pe3eKIneil o0Jeryaa TOPaKOCKOMNYECKYI0 BU3yaIu3alyIio U CII0cO0CTBOBAJIA yaa-
JIeHHI0 00pa3ia 6e3 HeoOXOoaUMOCTH MHMHH-TOpakoroMuu. Onmepanus 3aKII04YajIach B IMPOTOJIHHOM
pacceueHNH MBINIEYHOTO CJIOA MUIIEBOIa ¥ YHYKJIealMu KHCTO3HOTO 00PAa30BaHMS C MOCIeTYIOUIUM
YKPBITHEM MBIINIEYHOTO He()eKTa MUIEeBOAA AJsI o0ecleueHHus IeJIOCTHOCTU ero mpocsera. Oouiee
BpeMsda omepanuu — 155 mMuH. [JINTEIBHOCTh MHCTAJIALNH Po0oTa (BpeMdA MOKWMHra) — 15 MuH.
IIpomos:kNTEIPHOCTE OCHOBHOTO 3Tama mpouenypsl — 140 muH. HTpaomepanumoHHBIX U IIOCJE-
ONEPAIHOHHBIX OCJOKHEHUI He PEerucTpUpOBaJioCh. I'HMCTOJIOTMUECKOEe HCCIeIOBaHUE IIPOJAEMOH-
CTPHPOBAJIO IIPU3HAKH, COOTBETCTBYIOIIME KHCTO3HOH (popMe yIBOEHHSA NHINEBOJA ¢ HAJIWYUEM B
€ro CTPOEHNH 3KTONMUYECKOH CIM3UCTON 000I0YKM kedyara. PedbeHOK Haxoamica B 0OJbHHIE HA
nporsakenuu 7 mHeil. Bo BpeMsa Bcero mepmuoma HAOJMIOAEHHUA pelUIuBa 3a00JeBaHUS He HAOJIO0-
ajioch, TOBTOPHBIE omepanuu He mnorpedoBaanch. KonTpoasHas (puoéposzodaroracTpocKonus
JeMOHCTPHPOBAJA POBHBII HPOGUIH CIU3UCTON O000JOUYKHM NHIEeBOJa 0e3 NMPU3HAKOB HAJINYHUA
OIIyXO0JIEBOM Macchl. 3aKJII0UeHHe: HCII0JIb30BaHHE POOOT-aCCHCTHPOBAHHOTO TOPAKOCKOIIMYECKOTO
XUPYPrUUECKOro JOCTyNa ABJIAETCS 0e30mMacHbIM M 3((PEeKTHUBHHIM METOAOM JE€UEeHUST KHCTO3HOI
¢dopMBI yIBOEHHS TPYJHOTO OTAEJa NMHUINEBOIA.

Kntouesvie cnosa: pobom-accucmuposarnias mopaKoCKOnuieckas xupypeus, yoseoenue nuujeeooa,
demu.

Hum.: I0.A. Kosznos, C.C. ITonoan, A.C. Cmpawunckuii, 3.B. Canyxun, A.Il. Poxanckuil, A.A. Boip-
2as308, CA. Mypasves, K.A. Kosanvrkos, B.M. Kanyanep, A.H. Hapkesuu. Hcnoav3osanue pobom-
accucmupo8anHoilL MOPAKOCKONULeCKOl Xupypeuu y pebenka 9 jem ¢ Kucmo3noil Gopmoil yoeoeHus
nuwesoda. Ileduampus um. I'H. Cnepancrozo. 2024; 103 (2): 118-124. DOI: 10.24110/0031-
403X-2024-103-2-118-124.

Konmaxmnasa ungopmayusn: Contact details:

Ko3noe FOpuii Andpeesuw — n.M.H., Ipod., Kozlov Yury Andreevich — Doctor of Medical
ujaeH-Kopp. PAH Sciences, Professor, Corresponding Member of RAS
Teua.: (395) 229-15-66 Phone: (395) 229-15-66

yuriherz@hotmail.com yuriherz@hotmail.com

Crarps moctymnuia 25.09.23 Received on Sep. 25, 2023

IIpunsara k meuatu 29.03.24 Submitted for publication on Mar. 29, 2024



Yu.A. Kozlov!=3, S.S. Poloyan!3, A.S. Strashinskiy!, E.V. Sapukhin!,
A.P. Rozhanskiy3, A.A. Byrgazov3, S.A. Muravyov3, K.A. Kovalkov#>,
V.M. Kapuller®, A.N. Narkevich?

ROBOT-ASSISTED THORACOSCOPIC SURGERY IN A NINE YEARS
OLD PEDIATRIC PATIENT WITH A CYSTIC FORM
OF DUPLICATION OF THE ESOPHAGUS
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Purpose of this research was to share the Russia’s first clinical experience in the use of robot for
thoracoscopic removal of cystic esophageal duplication and to explore whether robot could be
involved in further thoracic esophageal surgeries. Authors represent a report of a clinical case
of robot-assisted surgical treatment of a cystic tumor of the esophagus in a patient aged 9 y/o
using the Versius Surgical Robot. The procedure was performed using three robotic modules —
optical (10 mm, 3D visualization) and the two instrumental (5 mm each). An additional 5 mm
port was used to deliver suture material and non-robotic instruments. Two-lung traditional
ventilation was used during the surgical intervention. Aspiration of the cyst before final
resection facilitated thoracoscopic visualization and removal of the specimen without the need
for a mini-thoracotomy. The surgical intervention consisted of a longitudinal dissection of the
muscular layer of the esophagus and enucleation of the cystic formation followed by covering
of the muscular defect of the esophagus in order to ensure the integrity of its lumen. The total
intervention duration was 155 minutes, of which the duration of robot installation (docking
time) was 15 minutes and the duration of the main stage of the procedure was 140 minutes.
No intraoperative or postoperative complications were recorded. Histological examination
demonstrated the signs of the cystic form of duplication of the esophagus with the presence
of ectopic gastric mucosa in its structure. The patient stayed in the hospital for seven days;
there was no relapse of the disease observed during the entire observation period and therefore
no repeated interventions were required. The subsequent control fibroesophagogastroscopy
demonstrated a smooth profile of the esophageal mucosa without signs of a tumor mass.
Conclusion: the use of robot-assisted thoracoscopic surgical access is a safe and effective method
for treating cystic duplication of the thoracic esophagus.

Keywords: robot-assisted thoracoscopic surgery, duplication of the esophagus, children.
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y,HBOGHI/IH JKEeJYOOUHO-KHUIIIEUHOT'0 TpaKTa BCTpe- MaJIUTHU3AI A ObLiIa OoIIMCcaHa YV B3POCJIBIX IIAaIlTMEHTOB

yaiorcsa y 1 u3 4500 HOBODPOIKAEHHBIX, IIPU STOM IIPU-
mepuo 20%
coboit ymBoenusa nwuineBoma (YII) [1, 2], uro menaer

9TUX IIOPOKOB PAa3BUTHUA IIPEICTABIIAIOT

WX papuTeTHBIMU 3abojsieBaHUsAMU. HecMOTpsa Ha CBOIO
DPEIKOCTh, AYILIMKAWU IepefHell KHUIIKA YCTYIalT
II0 YacTOTe TOJIbKO HEHPOTeHHBIM OIIyXOJISAM, BBICTYIIA-
OIIAM B POJM OIYXOJEeBUIHBIX OOpa30BAHUI 3aTHEro
cpenocrenusa y pereii [3]. Habumomarorca 3 mopdosaoru-
yecKux (popmbl YII: KucrosHoe, TyOyIsipHOE WU TUBEP-
TUKYJIsIpHOe. KucTo3HbIe BADUAHTEI ABISAIOTCS Hauboee
pacupocTpaHeHHBIM TUIOM 3abosieBanusa. ¥ 50% mnaru-
€HTOB HalOJAaeTcsa 9KTONuA cauductor oboaouku (CO)
JKeJIyIKa, YTO SABJSETCA MCTOYHUKOM OCJOKHeHuit [4].

ITomaBastoiee GosnbmuHCTBO Y11 ABIAOTCA HOOPO-
KaYeCTBEHHLIMM HA MPOTSIKEHUUM BCeH IKU3HU, XOTH

[1]. Cumnrombr YII 00BIUHO MOABJIAIOTCA B PaHHEM
Bo3pacTe — y GOJIBIIIMHCTBA HAITMEHTOB Ha MPOTSIKEHUN
mepBbIX 2 JieT KusHu. Hawmbosiee yacTbIMU ITPOSBJIEHU-
avu YII aBiAOTCA pecnupaTOpHBIE CHUMITOMBI, BTO-
PUYHBIE IO OTHOIIEHWIO K KOMIIPECCHUU AbIXaTeJTbHBIX
nyreii [5]. [Ipyrue MeHee pacrpocTpaHeHHBIE CUMIITOMBI
CBSI3aHBI C HAJIUYUEM 9KTOIMUUECKON JKeJyIOUHOM TKaHU
¥ MOTYT BKJIIOUATh KPOBOTeUeHVe U WHOMUIIMPOBAHUE
KHCTHI nuieBozaa [6].

Busyanusanusa Kucto3Horo YII oOBIYHO BBINIOJIHSA-
eTCcs C TOMOIIbI0 PEeHTTeHOrpaduu MIU KOMIIBIOTEPHOMR
Tomorpaduu (KT) rpyaHoii KiIeTKH, IPOU3BEAEHHBIX B
CBSI3W C PECIIMPATOPHBIMHU CUMIITOMAMU JINOO CIyUaHHO.
Brino mokasano, uTO 3agHe-iepeqHe 1 O0KOBBIE 0630D-
HBI€ DPEHTTeHOTPaMMBbI BBIABISIOT Oosee 90% mopaske-
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Huit [7]. Hamee [yA TONHONI XapaKTEPUCTUKU OIYXO-
JIEBO¥ Macchl, PACIIOJIOXKEHHOU B 3aJHEM CPEJOCTEHUMH,
HeoOxoaumo BoeimosiHenue KT rpynHoit KiaeTKu, KOTopas
IIOMOTaeT OIPeAeIUTh aHATOMUUYECKNE B3aWUMOOTHOIIIE-
HUA KUCTHI U OXapaKTePU30BaTh COIYTCTBYIOIIMe 3a00-
JIeBaHUSA, €CJIU OHU €CTh.

Kak npaBumiio, Xupyprudyeckoe JieueHVE DPEKOMEH-
nyerca npu Bcex YII. IIpuumHBI 5TOr0 MHOTOOOPABHEI,
B OCHOBHOM OHU CBS3aHBI C DPUCKOM WUH(DUIMPOBAHUSA
KHCTBI, YI'PO30i1 KPOBOTEUEHU, dPO3UU, Iepdopanmu
U 3JIOKAUYECTBEHHOTO IepeposkaeHud. llmanmpoBanue
oIlepamuy OCYII[eCTBIAETCA Ha OCHOBE MHIWBUIYATbHBIX
0COOEHHOCTE!l KHCTO3HOTO yABOeHHs. [locTym mepBOHA-
YaJIbHO AUKTYETCS YPOBHEM IIODAKEHUA — IIEHHBIM,
TPYOHBIM WJIU TOpParkoabmoMuHaAbHBIM. O IyIJIMKAIU-
s1X, PACIIOJIO}KEHHBIX HA YPOBHE IIIEU, COODII[aeTCA peKe,
YyeM 0 AYIUIMKAIUAX, HAXONAIUXCA B IPYJHOU KJIETKE
[8]. B oTux cayuyasx Haubosiee IpueMJeM IIEHHBIH
noctyn. Bce ocranbuble opmbl YII moame:xar ypase-
HUIO JOCTYIIOM uepe3 TPYAHYIO KJETKY WJIN KOMOWHU-
POBAHHBEIM JOCTYIIOM IIPY TOPAK0a0ZOMUHAJIBHOM THIIE
apmomaJsimu. IlosHOe wmccedueHME OCTAeTCs CTAHIAPTOM
JIeYeHUA, TaK KaK (peHecTpalusa KUCTHI MJIN MapCyIIu-
anusanua IPUBOAAT K BBICOKOM YacTOTe DPEIVIUBOB.
B Hacrosamee Bpema HabI0gaeTCA TEHAEHIINA K UCIOJIb-
30BaHUIO MUHUMAaJIbHO HHBA3UBHOIO foctyna. [lokasano,
YTO TOpaKocKonusa apeKTHuBHA 1 Oe3omacHa IPU yaaje-
HUW OYNJIUKAIUN IUIEeBOLA, PACIOJIOXKEHHBIX B I'DYA-
"HOM otzmese [9, 10].

Po6or-accuctupoBanHasa TOPAKOCKOMNYECKasa
xupypruss (RATS - Robot-Assisted Thoracoscopic
Surgery) mosydaeT Bce OoJiblliee IIPU3HAHWE y B3POC-
JIBIX XUPYPrOB, 3aHUMAIOIIUXCSA JiedeHrueM 3a00/IeBaHuMi
nuiiesona. ¥ gereii RATS maxoguTcsa moxa B cragun
obcysxaeHusa. [lepBblie pesysbTaThl MPUMEHEHUA XUPYP-
TMYeCKUXx poOOTOB, MHOJIYUEeHHBIE B yPOJIOTUH U abo-
MUHAQJIbHOU XUpypruu, obHaze:xkupaioT [11]. O6sacTbio
XUPYPruu, rae poboT mpemjaraeT HaAWIYUIINNe IPEuMy-
IecTBa i GOJBIIIOr0 YMCJA IAIlleHTOB JEeTCKOr0 BO3-
pacra, SBJISIeTCS YPOJOTHUSA, Tle OrPAHNYEHHOE UYKCJIO
XUPYPTOB B HACTOSAINee BPEMsI PEryJsipHO BBIMOJHSIIOT
MMUEJIONJIACTUKY ¥ HEOUMILIAHTAINI0 MOUYETOUYHUKOB
[12]. Touno TaksKe pPOOOT YCIEIIHO WCIOJbL3yeTcAd B
XUPYPTUHU KEJIUHOTO IIy3bIPs, TIAe pPOOOT IT03BOJISET
BBIMIOJIHATH TOHKME MAHEBPHI 9HIOCKOINUYECKH B IIpee-
Jax HeOOJBIIOro omepamuoHHoro mojs. Coobiraercs,
yT0 0€30IacHOCTh U 3(P(PeKTUBHOCTL POOOTU3NPOBAHHOMN
JIaTIapOCKOINYECKON XUPYPruu B OETCKOM ITOMYJIAIUUA
aHaJIOrMYHA CTAHAAPTHBIM U JIATIAPOCKOIMYECKUM OIle-
panusam [13]. Tem He MeHee OBLIO 3apPETUCTPUPOBAHO
OUeHb MaJio cJyiyuaeB wucrnoab3oBaHusa RATS y gereii
[14].

ITenb HacTOAIIEr0 MHCCIETOBAHUS COCTOUT B TOM,
4YTOOBI IOAEIUTHCS MEPBOHAYATIBHBIM OIIBITOM WCIIOJNb-
30BaHUA pOOOTA [JA TOPAKOCKOIUUYECKOTO YIAJEeHUS
Knctosuoro YII u usayuyuTh, MOXKET J1 POOOT B OyAyIlieM
y4acTBOBATh B OIlepalnuAax Ha MOHINeBoge. EIMHUUHBIN
XapaKTep BBIMOJHEHUSA POOOTU3UPOBAHHBIX OIEepaIiuii
Ha TUIEeBOJie He MO3BOJISET IMPOBECTU CTATUCTUUECKUH
aHann3 9G(HEeKTUBHOCTA STOTO HOBOTO XUPYPTUUECKOTO
noaxoma. OgHaKo Ha 9TOM paHHEM JTalle pasBUBAIOIIe-
Mycsi POOOTU3MPOBAHHOMY COOOII[ECTBY BayKHO OBITH B

Puc. 1. KT kucrosnoro YII y HaGar0qaeMoro mamyeHra.

Kypce maske MpeJBapUTEIbHBIX BBIBOJIOB B OTHOIIEHUU
BOCIIPOMBBOAUMOCTH TAKOTO MOAXOMAa V JeTel.

B HacToAIllleM MCCIEIOBAHUU IIPEACTABJAEM OIICa-
HUe KJIUHUYECKOTO HAaOJIoJeHus pPOoOOT-aCCUCTHUPOBAH-
HOTO JIeYeHUA KMCTO3HOM OMYyXOJU MUIeBOJa ¥ MallueH-
Ta B Bo3pacTe 9 JileT ¢ mMcCIoJb30BaHUEM pobora Versius.
IlepBoHaUa bHBINI AUArHO3 OBII YCTAHOBJIEH CJIyYaHO
Ha OCHOBAHWU JAaHHBIX PeHTreHorpaduu IPYIHON KJeT-
KN, IPOUW3BEIEeHHOH IO IIOBOAY OCTPOTO OpOHXWUTA.
PenrreHoBsckoe mccieoBaHue AEMOHCTPUPOBAJIO OIHO-
POIHYIO OIYXOJIEBYI0 MacCy OUAMETPOM OKOJIO 5 cM,
PACIIOJIO}KEeHHYI0 TapaBepTedpasbHo. OKOHUYATENILHBIH
nuarHo3 ObLT ycramoBieH ¢ momolnbio KT rpymmoit
KJEeTKH U OproIiHoi mojsoctu (puc. 1), KoTopas yKasbl-
Bajla Ha HaJW4YMe KMCTO3HOU OMYXOJIM, PACIIOJIOMKEHHOMR
B CTeHKe HIKHEH TpeTu TPYAHOTO OTZejia IHUIIEBOAA.
Du6po3odharoracTPOCKONINA JeMOHCTPUPOBATIA OJHODPO-
HYIO OIIYXOJIEBYIO Maccy AMaMeTpPOM 5 CM, PaCIIOJIOMKeH-
HYIO B IOJCJU3UCTOM CJIO€ IUIIEBOZA.

IIpeumytiecTBa, pucku u oxuganusa ot RATS
OBLIN TIOAPOOHO PAa3bACHEHBHI HMAIMEHTY U €T0 POJUTE-
naM. BonbHUIla, B KOTOPOIHl IPOBOAUJIOCH KCCJIELOBA-
HUe, IPEACTaBJISAeT €000 MHOTONMPOMUIbHBIN IEHTD
MEIUITMHCKOH MOMOIIU AETAM C HECKOJIbKUMU XUDPYPTU-
YeCKUMU OTHEJEHUSIMU, B OJHOM U3 KOTOPBIX WCIIOJNb-
3yeTcsa poboTtusmpoBaHHad miaatdopma. Crapt mporpam-
MBI POOOT-aCCUCTHUPOBAHHON XWUPYPruu OBLI OCYII[ECT-
BJIEH B PAaMKaX KJIMHUYECKUX WUCIBITAHUI, 0OLOOPEHHBIX
PocsapaBragzopom PP, m HaumHajIcA CO CTaHIAPTHBIX
JIaIapOCKOIMUYECKUX IIPOIENYD,
TOMUS, XOJIEIIUCTIKTOMUA u (QyHZomaAMKanuda. Msr
pPaCIIeHMBAJIN 3THU MPOIEAYPHI KakK omepanuu, obecre-
yuBampIue Hac «0a30BBIMU HAaBBIKAMU» POOOTUYECKON

TaKNX KaK KHCTIK-

XUPYPruM, KOTOPBIMU HEOOXOAMMO OBLIO OBJIAZLETH,
peXk/ie 4eM IEePeXOAUTH K 0ojiee CJIOKHBIM IIPOIEeAY-
pam. Ilocie mepBeix 50 omepaiuii MbI IIOYYBCTBOBAJIU
cebs OoJiee YBEPEHHO, UTO MO3BOJIUJIO IEepeiiTu K 0ojee
CJIOKHBIM JIATIAPOCKOIMMYECKUM U TOPAKOCKOIUYECKUM
nporeaypam.

Msbr wmcmosb30BaNU XUPYPrUYECKUE POOOT HOBO-
ro mokoJieHus Versius mpousBoacTBa Kommanuu CMR
(Benmukobpuranusa). KoHconb Xupypra pacroJjarajach
B OIIEPAIlMOHHON TaK, YTOOBI XUPYPr-OlepaTop BUIE]

IIamueHTa OOKOBBIM 3peHrueM IIOCTOAHHO. MOHI/ITOp



Puc. 2. Pol6or-accucTUpoBaHHOE JieyeHHe KUCTO3HOro Y11
y HaGJIIOIaMoro mamyeHta — 3Tan 330()aroMHOTOMHUHM HAJL
KHCTOI.

Puc. 3. PolGor-accuctupoBaHHOe JieueHHe KuUCTO3HOrO Y11
Yy Ha0II0JaeMoro MamyeHTa — 3Tall IHYKJIealy KHCTHI.

Puc. 4. PoGor-accucTupoBaHHOE JieyeHHe Kucrosnoro YII
Yy HaOMIOMAHMOrO IMAaIMeHTa — JTal YIIWBAHUS MBIIIEYHOTO
nedexra.

I XUPYypra-acCUCTeHTa pas3Mellajy y HOT IMaIllheHTa.
Busyanusamuouubiii 6JIOK pacrmojaraju ¢ JIeBOl CTOPO-
HBI OT marueHTa. VHCTpyMeHTaJbHBIE OJIOKU pasMella-
JI1 KPaHUAJIBHO C IPABOIl U JIEBOIl CTOPOHEI OT MAaIlleHTa
TakuM 00pa3oM, YTOOBI He ObLJIO HAPYKHOTO KOH(MIUKTA
MEXKIY MaHUIIYJIATOPAMU.

IIpomenypy BBIIOMHAJM C WKCIOJIB30BAHUEM TPEX
poboTuueckux Mmoayaeit — ontudeckoro (10 mm, 3D-Busya-
JIu3anuA) U JBYX MHCTPYMEHTanbHBIX (5 Mm). IIpume-
HAJIN I[OHOJIHHTGJIBHBIﬁ 5-MM IIOPT OJId IIoAa4Yu IIIOBHO-
ro MaTepuajia U HepPOOOTH3MPOBAHHBIX WHCTPYMEHTOB.
ITanueHnT OBILJI IIOMEI[eH B OOKOBOE IIOJIOMKEHNEe C IOJJIO-
JKeHHBIM BaAJIMKOM, IIPEeJHAa3HAYEHHBIM IJId PACIINPEHUA
MeKpeOepHBIX IIPOMEKYTKOB. Yriexkuciaslii ras (COj)
nHCy(Q(QIupoBajiun B TPYAHYIO KJETKY CO CKOPOCTBHIO
noroka 0,5 j/mMuH. Ha mpoTs:KeHUU BCEro BMeIIaTelb-
CTBa B IPYAHOH KJIETKE MONNEP:KUBATIU IIOJIOKUTEIbHOE

naBJieHHe 5 MM pT. CT., HeoOXOoAMMOe IJid KoJuiamca
Jierkoro. VCrosib3oBaiu ABYXJIETOUHYIO TPAAUIIMOHHYIO
BEHTWJIAIUIO JIETKUX. AcHupanus KHUCTHI Iepej] OKOH-
yaTeJbHOM peseKIueil obJjerdaga TOPAKOCKOIUUYECKYIO
BU3yaJM3alMi0 W CIIocoOCTBOBaJia yJajieHuio obpasia
Onepanusa
3aKJII0UAJNACh B IIPOJOJBHOM DACCEUEHUU MBIIIIEYHOT'O

0e3 HeoOXOAMMOCTH MUHU-TOPAKOTOMUU.

CJIOSA TIHUINEBOJA W YHYKJEAIlMW KUCTO3HOTO 00pa3oBa-
HHUA C IOCIeAYIOIMMM YKDPBITHEM MBIIIEYHOIO JederTa
UIEeBOA AJIsA 00ecIIeueHNus IeJIOCTHOCTU €T0 IIPOCBETA.

ITocsie wHCHEKIUU TJIEBPAJBbHON IIOJIOCTH OBLIO
YCTAHOBJIEHO, YTO KHCTa IHIIEBOJA pacliojiarajiach
B 3aaHell dvactu pebepHO-AmadparMaJbHOTO CHHYyCA,
COIIPUKACAACh C IMO3BOHOUYHBIM cTosbooM. IlapmeranbHasa
naeBpa Haj o6pasoBaHUEM ObLIA paccedeHa C MCIIOJIb30-
BaHUEM KOAryJSIMOHHOTO KpiouKa. Ceayronum marom
mpous3BegeHa IPOAOJbHASA MHUOTOMUS HUMKHEH TpeTu
numeBona (puc. 2) cTporo Haj KUCTO3HON IYIINKA-
mueii. CTeHKa KHUCTHI ObLIa BCKPBITA, COLEPKUMOE B
BUJIe CJUBU OBLJIO aCIMPUPOBAHO, IIOCJTE YEeTro 000JO0YKa
OblJIa OKOHUATEJbHO 9HYKJEWpOBaHa 0e3 IMOBPEKIeHUI
CJIUBUCTON O0OJOYKM MATEPUHCKOIO CerMeHTa U yJa-
JIeHa 4Yepe3 acCUCTeHTCKUil mopT (puc. 3). Mplmeunsrit
CJIOIf TUIIEeBOAA ObLI BOCCTAHOBJEH IIyTeM HAJOMKEHUS
orpenbHBIX MmBOB PDS II 5/0 (puc. 4).

TlanyeHT mOCJe OKOHUAHUSA OIEPAlUN HaXOMWJI-
Cd B IIajiaTe HHTeHCHBHOﬁ Tepanuu Ha OPOTAMNKEeHUU
mepuoia BPEMEHHU, KOrJa y Hero BOCCTaHABJIMBAJIOCH
CO3HAHUE ¥ OH HAYWHAJ CAMOCTOSTEJIHLHO IPUHUMATH
nuiny. PeOeHOK HaxOoQuJcs IIoJ HaOJIoJeHWeM C 00s-
3aTeJILHBIM IIOcellleHumeM xupypra depes 1 m 3 mecdAna
nocye onepanuu. O0beKTUBHAA OlleHKA 3G (PEeKTUBHOCTHU
BBIIIOJTHEHHOU omlepanuy 6a3upoBaiach Ha BBIIIOJTHEHUU
KOHTPOJIbHOH (hpr6p0s30¢haroracTpoCKOINU.

OO01miee BpeMs omepanuy cocrtaBuyo 155 wMwuH.
JauTesbHOCTs WHCTALIAOUU poboTa (BpeMA [JOKWHIA)
cocraBuna 15 wmwuH. I[IpOHOIKUTEIBHOCTH OCHOBHOI'O
arama npouenypbl — 140 muH. WHTpaomepamyroHHBIX
W IIOCJIEOTEPAIMOHHBIX OCJIOKHEHUN He PEerucTPUpO-
T'ucrosoruueckoe wucciaemOBaHNEe IIPOJAEMOH-
CTPUPOBAJIO MPU3HAKK, COOTBETCTBYIOIME KUCTO3HOMN
dopme VII ¢ HammumeM B ero CTPOEHUU HKTOIIUUYECKON
CJIMBUCTOM O0O0JIOUKHM KeayaKa. JerymouHbIil 30H GBI
yIajieH Ha CJeAYIOIIUil AeHb IocJje omepanuu. [larmueHT
CMOT CaAMOCTOSITEJNbHO IPUHUMATE IUIY. Pe0eHOK Haxo-
nuicA B OOJBHUIE HA IPOTAKEHUMW | THEH.

Ha nporssxkenun Bcero mepuoja HaOMIOAEHUS PEIlH-
nuBa 3abosieBaHusA He HaOJ/II0IAaI0Ch, ITOBTOPHBIE Olepa-
muu He morpeboBanuck. KouTposbHasa pubpossodarora-
CTPOCKOIIUS JeMOHCTPUPOBAJA POBHBIN IPODPUIL CIH-
3UCTOM OOOJIOUKHM MHUIleBoga 0e3 MPU3HAKOB HAJIUUUSI
OITYXO0JIEBOI MAaCCHI.

BaJIOCh.

O6cyskaenue

B Hacrosdmem uccaemoBaHUN MBI COOOIIIaeM O CBOeit
epBOii POOOT-aCCUCTUPOBAHHONU TOPAKOCKOIMYECKOMN
omepanuu, BBINOJHEHHON y pebeHKa € KHUCTO3HBIM
yABOEHUEM HUJ)KHEH TPeT! MUIeBoja. dTa myOoJuKausd
ABJSAETCA ONHON U3 HEMHOTHMX, IIOCBAIEHHBIX H3yde-
HUIO POOOTHU3MPOBAHHOTO TOPAKOCKOIUUYECKOTO IOAX0Ia
y nmeteii [14]. B momynanum B3pocabix 60abHBIX RATS

HCIIOJIB3YEeTCdA Yallle U IIpeajiaraeT nmpemMyliecTBa, aHa-
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JIOTUYHBIE JOCTOMHCTBAM TOPAKOCKOIINU C TOUKU 3PEHUS
IPOJOJIXKUTEJIFHOCTY NIPEOBIBAaHUA B CTAI[MOHADE, YPOB-
HSA TOCJIEOIePAIOHHOH 00JIM, OCTOKHEHUH U KOCMETH-
YeCcKUX pe3yJsbTaroB [15].

AHaJIOTUYHBIE TeHAEHIIUY OBLIU BHIABJIEHBI B OLHOM
U3 TEePBBIX WCCJIEJOBAHMUM, IIOCBAIIEHHBIX W3YYEHUIO
ombiTa BhimonHeHus RATS y mereii [14]. 9tu mpoueny-
DPBI COIIPOBOYKAANNCH TAKUM K€ COKDAIIeHUEeM BPeMeHU
npeObIBaHUA B CTAI[MOHAPE, KaK U TOPAKOCKONIUA, HO C
0oJiee HUBKUM YPOBHEM KOHBEDPCHUI B OTKDBITHIE OIIepa-
muu. OOIlee BpeMsA omeparnuu ObLIO OOJIbINle IO CpaBHEe-
HUIO C TOPAKOCKOIMEH, HO BKJIOUAJIO HEOOXOAUMOE I
UHCTAJLIANNYU POOOTA IOATOTOBUTEJIbHOE BpeMdA (BpeMs
MOKUHTA).

OrpaHumueHHOe paboyee MIPOCTPAHCTBO ABJIAET-
CcA TJIABHBIM IPENATCTBUEM IIIUPOKOTO WCIIOJIH30BAHUA
RATS y nmereii. Kpome Toro, yskue Me:xpebepHBIE TpOMeE-
JKYTKU He IO3BOJIAIOT YCTAHOBUTH TPOAKAPHI M3BECTHBIX
poboTuueckux IMiIaTGOPM, HUMEIUX IUAMETP 8 MM.
ATOT HEMZOCTATOK OCOOEHHO OUYEeBMJEeH B HEOHATAJIb-
HOM M MJIaJIeHUEeCKON XWPYypruu, KakK U Heo0Xoaumas
nia 9G(MEeKTUBHBIX MAHUNYJIANUN BHYTPEHHAA IJINHA
MHCTPYMEHTOB, KOTOpas [NOJI)KHA COCTAaBJIATH He MeHee
5 cMm, uTo ToKe ABaseTcsa orpanudenueM RATS B neTckom
Bospacre [16]. Ha mpumepe skcmepumenTta A. Thakre u
COaBT. OBLIIO YCTAHOBJIEHO, UTO HUKAKAA XUPYyPruuecKas
3amada He MOJKeT ObITh BhIMOJHeHa poborom da Vinci B
Ky0e ¢ rpaHaMu, uMeomumu qanHy 40 MM, 13-3a pUCKa
¥ OIIaCHOCTU BHEIITHUX CTOJKHOBeHUIT PyK pobora [17].

ITo aTum npuuwmuam ucnosb3oBanume RATS y mereit
paHee OINUCHIBAJIOCH B BUAe HEOOJBIINUX CEPUN UIU
OTZEeNbHBIX CJIyYaeB, BHIMOJHEHHBIX MIPEUMYIIeCTBEHHO
y meteil crapiiero Bodpacra [18, 19].

W3-3a HEGOIBIIIOrO paboyero MpoCTPaHCTBA TPYAHOMN
KJeTKu wucnojb3oBanume RATS y gereil orpanudeno.
HaubGosnee wacTeiMu poOOTHBUPOBAHHBIMU KapauOTOpPAa-
KaJbHBIMU BMEIIATeJIbCTBAMU, BBIIIOJIHIAEMbIMU § AeTei,
ABJAIOTCA IIACTHUKA AuadparMabHON TI'DBIXKU, JIOOIK-
TOMUSA, yAajJeHre OpPOHXOTeHHOW KHCTHI WJIU KUCTBI
cpenocrenusi, xKapauommoromusi Heller mpu axamasuu
IUIEeBO/ia, aHACTOMO3 ITUIIEeBOJa IIpu ero arpesuu [14].

PoGorusupoBanHas mnyacTuka auadparmagbHOMN
TPBIKY OblIa YCIIENIHO IPOBeJeHa y MJIAJEeHIeB U JaiKe
y HOBOopOo:KmeHHBbIX [20]. M. Durand u coaBT. coOOIITHIN
0 cepuu JOOIKTOMUIN Yy HAeTell AJA JIEUEHUS TAKEeJIbIX
OpOHXO0IKTa30B, BKJIIOUAKIIEell 7 pOOOTU3UPOBAHHBIX
aHATOMUYECKUX peseKIuit jerxkoro [21].

T. Altokhais u coaBT. ommcany poOOTHU3NMPOBAHHYIO
muoromuio Heller y 6 maimuenToB ¢ axajiasueil OuieBoga
B Bospacte ot 2 no 12 ner [22]. HeckosabKo ciryuaeB aTpe-
3UM NUIEBOJA OBLIN YCIIEIITHO MCIPABJIEHBI C HCIIOIb30-
BaHUeM poboTusmpoBaHHOM cuctembl da Vinci [23].

WUccnemoBanme, mpencrasiaennoe P.A. Ferrero u
COaBT., IIOKA3ajJ0, UYTO pOGOTM3UPOBAHHAS XUPYPTHUA
nuiieBosia O0bla IpuMeHeHa y 18 manmeHTOB, BKJIOUasd
7 ymBOeHUI muIleBoja, 4 arpesuu mUIeBoja, 2 szoda-
romnacTuku u 5 cayuaeB muoromuu Heller. [IBym HOBO-
poxxgenasiM (11%) morpeGoBasiach KOHBEpPCHUS U3-3a
TPYJHOCTEH € MaHUNYJIAOUAMU B OTPAHUYEHHOM IIPO-
CTpaHCTBe TPYAHON KJyeTKu [24].

B cBoem uccaemoBanuu Q. Ballouhey u coast. [14]
poZieMOHCTpUpoBaIy naHHble 11 pPoOGOTHM3MPOBAHHBIX

TOpaKaJbHBIX olleparuil (aTpesus muiieBoga — 3, KUCTa
cpemocrenus — 4, amadparmaibHas TpblKa — 2, IIa-
cTuka nuineBoxa — 1 u muoromusa Heller — 1), koTopbie
3aBepIINJINCh, KOHBepCcHell B OTKPBITHIE OIEepanuu y 3
manneHToB.

PoGoTtusupoBanHass XUPYpPrus B [OETCKOM Kapauo-
XUPYPTrUM IPUMEHSETCS OTHOCUTEJIbHO pEeAKo U, B
OCHOBHOM, CBf3aHAa C JeUYeHUEeM BPOKAEHHBIX IIOPOKOB
ceplla, TAKWX KaK 3aKpbiTHe AedeKTa MeKIpencepi-
HOI1 ITePEeropoKy U 3aMeHa KJjamnaHa. V13-3a y3KUX Mex-
pebepHbIX IIPOMEKYTKOB, HEOOJBIIIOTO IIPOCTPAHCTBA
TPYAHON IOJIOCTH W OTHOCUTEJIHLHO OOJIBIIIOTO pasmepa
POOOTU3MPOBAHHBIX YCTPOMCTB BCE IIPOOIMEPUPOBAH-
Hble HAUEeHThl SBJSJINCH NEeThbMM CTAPIIero BO3pacTa.
Takum 00pasoM, IPUMEPHI MCIOJb30BAHUSI POOOTOB
y MJIaJeHIleB C AaHOMaJUAMH CEpAIla OTCYTCTBYIOT.
B. Onan u coaBT. BBINOJHUJN POOOTHU3UPOBAHHBIE OIle-
pamuu y 30 mereit B BodpacTe ot 13 mo 17 jieT B mepuof,
c 2013 mo 2018 rr., BKJIOUYAd 3aKpPBITHE JedeKTa MeK-
IIPeiCePAHOM ePErOPOIKH, YACTUUYHYIO DEKOHCTPYKIIUIO
aHOMAJILHOTO BIIAJEHUS JIETOYHBIX BEH, AHHYJIOILJIACTHU-
Ky TPUKYCIHUAAJBbHOTO KJAllaHA U 3aMEHY MUTPAJIBLHOIO
KJamaHa [25].

B macrosiiee BpeMs MaJIOMHBA3WUBHBIE [JOCTYIIBI
CTajli CTAaHJAPTOM IJIs JIEUeHUsI MHOTUX XUPYPTrAUYECKUX
BMEIIIaTeIbCTB HA MUIEBOJe. B 4acTHOCTH, CYIIECTBYIOT
ynomMuHaHusa 00 wucmonbzoBanuu RATS misa BeimosiHe-
HUs aHTUPedIIOKCHBIX OIepamuii, 930(haroMuoTOMUN
U Jajke CJIOKHBIX IIPOIENYD,
numeBoga [26]. Hame wcciemoBanme, Kak U HEKOTO-

TaKUX KaK pPe3eKIusa

pBle IpyTrHe, MOATBEPIKIAET TEXHUUECKNE TPENMYIIlecTBa
TOPAKOCKOIMYECKOH DPOOOTOTEXHUKM, BKJIIOUAA JIEUEHUE
TaKoll aHOMAaJIMM THUIIEeBOAA, KaK ero yaBoeHume. PoboT-
aCCUCTHPOBAHHBIE OIEpaly Ha IIUIIEBOJE ITOCTATOYHO
pPacupoCTpaHEeHbI § B3POCJBIX IMAIIUEHTOB U MCIIOJIb3YIOT-
CA MPEUMYIIeCTBEHHO AJIA SKCTUPIIAIUY IUIEeBOLA IPU
3JIOKAUECTBEHHLIX 3a00JIeBaHUAX, a TaKKe [IJIA pPeseK-
Uy TOOPOKAYECTBEHHBIX MHTPAMYPAILHBIX IOPAMKEHUMI
nuiesBoga [27]. OguH M3 TaKUX IPUMEPOB BKJIIOUAET
JeioMHuoMYy, KOTopas sBJAeTCA Hambojee pacIpocTpa-
HEHHOH HOOPOKaYeCTBEHHOI Me3eHXUMAJbHOM OMYXOJbIO
nuiesoga y Ba3pocabix [28]. OHa JoxamusyeTcss B OCHOB-
HOM B CpemHel W AUCTAJbHOU TPEeTU IUINEBOJA, ABJIAACH
CXO02Kel II0 OTHOIIIEHUI0 K KucTos3Hoi ¢opme YII, HabI0-
maemoit y mereii. CraHmapTHOe JieueHUE 3aKJI0YaeTCs B
OTKPBITOII dHYKJealuu omyxonu. Ilpu Takom 3aboJieBa-
HNUU BO3MOJMKHO HCIIOJIB30BaHUE MUHIMAJIBHO HNHBAa3UB-
HOI'0 IIoAXO0Oa, HO €ro TPYAHO BBIIIOJHUTHL C IIOMOIIBIO
O0BIYHOM TOPAKOCKONWU. DBBLIO IPOAEMOHCTPUPOBAHO,
YTO JeJUKATHAA SHYKJeallnsa WHTPAMYPAJIbHON OIIyXOJIu
MOXKeT OBITH JIETKO BBIIIOJIHEHa C IOMOIIIbIO poboTa.

Ha ceroguamiauii neHb CYI[eCTBYIOT TOJbKO OTAEb-
HbIe COOOIIeHUs O POOOTUBMPOBAHHBLIX OIEpPanUAX Ha
nuineBone y pnereir [11-14]. 9tu cepuu OGOJBHBIX,
IPOJIEYEHHBIX C IOMOIIBIO POOOTM3UPOBAHHON TOPaKO-
CKOIIMYECKOW XUPYPrUU, IOATBEP/KAAIOT TUIIOTE3y O
TOM, YTO HIUINEBOJ SABJSAETCSI OLHUM U3 OPraHOB, IIpeJ-
CTaBJAIOINNX HHTEpeC AJA POOOTUBUPOBAHHBIX XUPYP-
roB. PoboTusupoBanHble IPOIEAyPhl OYAYT HIPOJOJIKATH
pasBuUBaTBbCA KaK BaKHOE MOIOJHEHHE K CJIOMKHBIM
TOPAKOCKOIIMYECKUM Impoleaypam. Vcxoms u3 HAIIero
IIePBOHAYAJIBHOI'O OIIbITa, MbI CUMTaeM, 4YTO pO6OTI/ISI/I-



POBAHHBINM NOAXOJ MMEEeT HEKOTODHIe IIPEeMMYIIEeCTBA B
CPaBHEHNHM C TOPAKOCKOIIMelH, Kacaloluecs YJIydIleH-
HOM paboThl B OrPAaHUYEHHBIX AHATOMUYECKUX IIPO-
CTPAHCTBaX. JTY OIEHKY eIle IPEJCTOUT IIOATBEPAUTE B
OyAyIUX KJIMHUYECKUX WCHBITAHUAX.

3aKJaroueHue

HcnonbsoBarnue pobOT-aCCUCTHPOBAHHOTO TOPAKO-
CKOIIMYECKOTO XUPYPIrUUYECKOT0 NOCTyHa SABJAeTcA 0es-
onacHbIM ¥ 3(MEKTUBHBIM MeTOAOM JIedeHHUs KHUCTO3-
HOM (OpPMBI YABOEHUA TPYLZHOT'O OTHeJa IHUIINEBOJA.
Mp1 cumTaeM, UYTO B OTON KJWHUYECKON CHUTyaluu
ucnoab3oBanne RATS maerT TexHUYECKUE IIpenMYyIie-
crBa. MaHEBPEHHOCTH POOGOTHUECKUX WHCTPYMEHTOB
3HAUNTEJIHHO 00JIeryaeT AUCCEKIINI0 KICTHI, OCOOEHHO B
3aJHEN YacTU OIyXOJIM Ha TPaHUIE CO CIAUBUCTOI 000-
JIOUKOU MAaTEePUHCKOTO CerMeHTa IUIEBOJAA, ILe KUCTa
HanboJiee IJIOTHO IPUJIETaeT K IUIEeBOAY M MOYKET IIOJ-
BEPTrHYTHCA HAMOOJBIIEMY PHUCKY Pa3phIBa.

Bxnad aemopos: 6ce asmopv. 6 pABHOU CMeneHUu GHeCLU
c60ll 6KnA0 6 DPYKONUCbL, PACCMOMPeNU ee OKOHYAMEeJbHbLiL
sapuanm u daau coziacue HA NYOLUKAUUI.

Dunancupoéanue: 6ce Aa6MopuvL 3aA6UaU 00 OMCYMCmMeul
(unancooil noddepicku npu nodzomosre 0AHHOU PYKONUCU.

Kongnuxm unmepecos: 6ce agmopuvl 3a4A6uiu 00 omeym-
CMBUU KOHKYPUPYOUWUX UHMepPecos.
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HellmpaibHblM 6 OMHOUWLEHUU OPUCOUKUUOHHBLX NpemeH3uil
Ha OnyOAUKOBAHHbIE MAMEPUALbL U UHCMUMYYUOHALbHBLY
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TPYAHOCTU AUATHOCTUKHN ITOBPEJXKAEHUSA AETKUX,
ACCOILIMMPOBAHHOIO C BEWIIMHIOM

N SAEKTPOHHBIMU CUIAPETAMU, V ITOAPOCTKA
C MUHKOIIAABMEHHOUW ITHEBMOHUEN

ITBY3 «MOCKOBCKUY MHOTOTIPO(DUABHBIA MEAUITUHCKUN TieHTp «KoMMmyHapka» A3Mb»,
20TAOY BO «POCCHUACKUN YHUBEPCUTET APY>KObI HapopoB uM. [Tarpuca Aymym6e», . MockBa PO

3a mociiemHee MeCATHJIETHE MOIMYJISIPHOCTh MCIIOJIB30BAHUS JJIEKTPOHHBIX CHCTEM JOCTABKU HUKO-
THHA BO3POCJIa KaK Y B3POCJBIX, TAK U Y JeTeil M MOAPOCTKOB. C POCTOM KOJIMYeCTBA IMOTPeOuTeein
yBeJqMYHUBaeTCA U KOJIUYECTBO HCCJIeI[OBaHPIﬁ, OIIMCBIBAKOIINX HEeraTUuBHOE BJIHUAHNE 3JIEKTPOHHBIX
curaper Ha OpPraHbl AbIXaHHS, B T.4. C PAa3BUTHEM IOBPEKIEHHS JIETKUX, ACCOIUMPOBAHHOIO C
BelimuHroM M 3JeKTpoHHBIMHU curaperamu (IIJIABIC), koTopoe MoOMKeT IMPOTEKATh OJHOBPEMEH-
HO ¢ MH(peKIHell HUKHUX AbIXaTeJbHBIX IIyTel, YTO paclieHuBaeTca Kak BepoarHoe IIJTABIC.
Kananueckn npucoennHeHue WHQPEKIHMOHHOTO areHTa MOJKET NPOSBIIAETCH Pa3BUTHEM OCTPOIl
IBIXATEJbHOM HEJOCTATOYHOCTH, 3aTPyAHAA auarHocTury IIJIABIC. B crarbe mpeacraBiaeHo KJu-
HUYEeCKOoe HaOIoeHne MOIPOCTKA ¢ MUKOILIasMeHHON mHeBMoHuei u IIJTABIC.

Knrouesvte cnosa: nospexcdenue nezkux, 6eiinune, ajekmpornvle cuzapemut, IIJIABIC, murkonaas-
MEeHHAS NHeBMOHUS.

Hum.: O.M.I'ocmesa, M.A. Kapnenko, /].IO. Oscannukos, C.A. Cmpearxosa, B.B. [Jonanosa, J1.H. Il po-
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pneumonia coupled with EVALL.

B Hacrosimmee BpeMsi OTMEYAeTCA POCT IIOIYJISIPHO-
CTH WCIIOJIb30BAHUSA JJIEKTPOHHBIX CHUTApeT CPeIU IOJ-
poctkoB u geteii [1, 2]. CorslacHO HaHHBIM €KETOLHOTO
HAIIMOHAJIBLHOTO OIPOCA MOJIOAEKU O TabaKe, IPOBEIEH-
Horo B 2023 r. IleHTpaMu IO KOHTPOJIO U IPODUIAK-
tuke 3abosneBanuit (CDC, CIITA), 2,13 MJIH. CTYAEHTOB,
1,56 muH. yyamuxcda crapiineil miroasl u 550 ThIC.
yuamuxcs cpeguux KjgaccoB B CIITA mCrmosb3yroT sJeK-
TPOHHBIE CUTrapeThl. Bojiee UeTBEPTU MOJIOJBIX KYPUJIb-
IIVKOB MCIOJIB3YIOT 9JIEKTPOHHYIO CUTAPeTy eXKeIHEeBHO,
9 u3 10 ueI0BEK IPUBEPIKEHBI K IAPEHUIO SJIEKTPOHHBIX
YCTPOIiCTB co BKycoBbIMu mobaBkamu [1, 3]. B Espomne
BEHII-TPOLYKTHI BIEPBHIE CTAIU UCIoab30BaTh ¢ 2006 r.,
B CIIA - ¢ 2007 r., a ¢ 2012 r. crajmu TOABIATH-
Cs1 ONMCAHUS KJIWHUUYECKUX CJIy4aeB IIOBPEKAEHUs
JIETKUX HEW3BECTHON 9TUOJIOTUU, IIPEANOJIOKUTEIHHO
CBSABAHHBIX C WCIOJb30BAHUEM 3JIE€KTPOHHBIX CHUTApeT.
K 2019 r. 8 CDC moctynuio coobiienue o 2172 ciyuaen
MOBPEXKAEHUs JIETKUX, B T.4. y [OeTeil U IOAPOCTKOB,
BKJIOUYasa 42 cmepreapHBIX mcxoxa [4]. Ha ocmoBamum
atTux maHHBIX B 2019 r. cmenmumanucramMu YIpaBIeHUS
3apaBoOXpaHeHuA MmTaToB Buckoncur u WmmHOoTic
(CIITA) OvLmo BBIIEJIEHO HOBOe crenuduyeckoe 3a0o0-
JleBaHUe — I[OBPEXKAeHWe JIeTKUX, aCCOIMUPOBAHHOE C
BelimuHTOM u 3JeKTpoHHBIMU curaperamu (IIJTABSC,
auri. — electronic cigarettes and e-cigarette/vaping
product use associated lung injury) [4]. Habuaogenus
ITJTIABAC y mammeHTOB AETCKOTO BO3pacTa OIIyOJIUKOBAa-
HBI ¥ B Halel crpaue [5, 6]. B page cayuaes IIJTABIC
MOJKeT OBITh AaCCOLMUPOBAHO C [IHEBMOHWEH, B T.d.
MUKOILIIa3MEeHHOM!.

CorylacHO TEepBOMY IJIOOAJIBHOMY IIPOCIIEKTUBHOMY
SMUAHA30PHOMY WCCJIELOBAHUIO WHMEKI[MYU, BHI3BAHHON
M. pneumoniae (aurn. — European Society of Clinical
Microbiology and Infectious Diseases study group for
mycoplasma and chlamydia infections (ESGMAC)), c
ampesnsa 2022 r. mo mapt 2023 r. oT™MeUasiCa YCTOMYUBBINT
OYeHb HUBKUU ypOBeHb 3a00JIeBAeMOCTH HAHHOUN WH(MEK-
nwueit (0,82%). Opznako B HeKOTOpBIX crpaHax ([laxus,
IIsemnus, VYoaasce,

[Iseiinapus, CioBeHUs1) B IIepPUOJ

aaBapb—MapT 2023 r. OBLIO OTMEYEeHO yBeJUUYeHUe
ympesia ciyuyaeB 3a60JieBaHUs, UTO BIIOCJIEACTBUU IIOTPE-
ooBaso ycunenmsa suupHanzopa [7]. IIo mammeim BOS3,
¢ okTsa0pa 2023 r. B Kurae cpegu meTcKOro HaceJIeHUS
OTMeYaeTCs BCILJIECK 3a00J1€Ba€MOCTH PEeCIUPATOPHBIMU
VHPEKINAMYT, 3HAUNTEJbHYIO MO0 KOTOPHIX COCTABJISIET

MuKomniaasMenHaa wuHbpernua [8]. Poct uwmcna cayduaeB

Electronic nicotine delivery systems’ popularity has increased rapidly over the past decade among
both adults and children and especially adolescents. With the growing number of consumers,
the number of research studies describing the negative effects of e-cigarettes on the respiratory
system and the so-called «E-cigarette or Vaping Use-Associated Lung Injury» (EVALI) is growing
Worldwide as well. EVALI that occurs simultaneously with a lower respiratory tract infection can
be considered as ‘probable EVALIL’ Addition of an infectious agent can be clinically manifested
with the development of acute respiratory failure thus complicating the EVALI diagnosis.
This Article represents a clinical case observation of an adolescent patient with mycoplasma

Keywords: lung damage, vaping, electronic cigarettes, EVALI, mycoplasma pneumonia.

For citation: O.M. Gosteva, M.A. Karpenko, D.Yu. Ovsyannikov, S.A. Strelkova, B.B. Dolanova, D.N. Pro-
tcenko. Diagnostic peculiarities of a lung injury associated with vaping and e-cigarettes in an
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MUKOILJIa3MEHHO! WH(MEKIUX OTMedYaeTcad U B Hallen
crpaHe. Psj jeTyynx BeIecTB, COAEPIKAINXCS B Iapax
9JIEKTPOHHBIX CHUTapeT, HAPYIIAOT TI'OMEeOCTas JIMIIHU-
OB Y UMMYHHYIO 3all[UTy OPraHu3Ma, [gejasi JerKue
0oJiee BOCIPUUMUYUBLIMU K BUPYCHBIM U OaKTepPUaAIbHBIM
uHpexkmuam [5, 9]. B sroM OTHOIIEHUU HE SABJIAETCA
WCKJIIOUeHNEM ¥ MUKOILIa3MeHHAas WH(MEKIus, ee IMPHU-
coenuuenue y narueHToB ¢ IIJTABIC morkeT mpuBOAUTH
K TUIIEPePruYecKOMY OTBETY C PasBUTHEM OCTPOM JbIXa-
TenbHOUN HemocrarounocTu ([IH) u Gosee BBIpasKeHHBIMU
KANHUYECKUMH CHUMIITOMAMU, UeM IpPU TeueHUu UHPeK-
muu niau [IJIAB3C B ormenbuoctu [10, 11].

Kaunuueckoe nabnrodenue

Manpuuk 17 jer, or II 6GjaromosiydyHO IIPOTEKAaB-
et 6epeMeHHOCTH U POJOB B CPOK, IMOCTYIHWJ B [ET-
ckoe wuHOpernuonHoe otgenenume Ne 2 I'BY3 MMKI]
«Kommynapka» [I3M c kamobamMu Ha KPOBOXapKaHbE,
3aTpyAHEHHOe JbIXaHue, Juxopaaky. 13 anamuesa 3a60-
JIeBaHUSA U3BECTHO, UTO 0OJIEH B TeUeHUe 7 CYTOK, 3a00-
JieBaHUe HAYaJIoCh C MOBBIMIEHUSA TeMIIEPATypPhl Teja IO
38,00 C. Ha 2-ii meHs 3a60jieBaHNUA IIPUCOESUHUIINCH
SABJIEHUS PUHUTA U CyxXOil Kaienb. Ha 3-ii meHB 3a060-
JIeBaHUSA KallleJb YCUJUJICA, CTaJ HPUCTYIIOO0Pa3HBIM,
UBHYPAOIINM, COXpaHagach (PeOpuiabHAA JUXOpPaIKa.
B amOysaTOpHBIX YCJIOBUAX IIOJyYas AHTUIUPETUKH,
aHTuOaKkTepuaibHyo Tepanuio (nedpurcum). Ha done
IPOBOAUMOM Tepamuu IOJOMKUTENbHO MUHAMUKHN He
OTMeYaJoCch: Ha 7-€ CyTKU 3a60oseBaHusd (3-U CyTKU IPU-
eMa 1epuKcuMa) coXpaHaanuch (GedpuabHasa JUX0paIKa,
IPUCTYIIOO0PAa3HbIN KallleJib, OJHOKDPATHO B MOKpPOTE
OTMETHJI IIOSIBJI€HNE KPOBAHUCTBHIX IIPOKUJIOK, IIPHCOe-
NUHUJINCH BhIpasKeHHAas IIOTJINBOCTh, YYBCTBO HEXBATKU
BO31yXa, B cBA3U ¢ ueM Opuragoit CMII roctiuraausupo-
BaH B MMKII «Kommynapxa».

CocTosHME TPU IOCTYILJIEHUUW CPeSHeTsKeoe 3a
cueT KaTapaJbHOTO ¥ WHTOKCUKAIMOHHOTO CHUHIPO-
MoB. IIpu ocMoTpe KOKHBIE IOKPOBHI 0JIeIHO-PO30BHIE,
YUCTBhI€ OT ChIMU. Ha Ipyau W CIUHE 9KXUMO3BI IOCJIe
ycranosku 6aHoxk. YIJI 20 B mumu. SpOs 96%. Ilpm
ayCKyJbTAIlUX B JIETKUX BBICJAYIIHUBAJIOCH IKECTKOe
IBIXaHNe,

IIPOBOAUJIOCH BO BCe€ OTAEJIbl, XPUIIbBI HEe

BBICAYIIUBAIUCh. ['emMommHaMuuecKu crabuiaer. A]l
110/70 mm pt. ct. UHCC 92 B MuH. PUINOJIOTHUECKUE
OTIpaBJIEeHUs B HOpMe. B KIMHUYECKOM aHaIn3e KPOBU
0e3 martosorumu. B OUOXMMHUYECKOM aHAIu3e KpOBU
0TMEYaJIOCh MOBBINIeHNE yPoBHA C-peakTUBHOTO OesiKa

(CPB) mo 357,2 mr/s, mpu HOPMAJIbHOM YPOBHE IIPO-
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Puc. 1. Pe3syapratel peHTreHorpaduu OpraHoB TIpPYyTHOM
KJEeTKH Ha0/J 0JaeMoro mamueHTa B NpAMoOi (a) U JeBOM
00KO0BOIi (0) mpoeKknuAx (OMUCAHUE B TEKCTE).

raabruronuua (0,2 ur/mia). IIIIP HazodapuHreasbHOTO
maska Ha SARS-CoV-2 orpurarenbHas. OKCIpPecc-TeCT
Ha TPUNI OTPUIlATEeNbHBINH. Ilo MHaHHBIM pPEHTTEHO-
rpapuu opramoB rpyaHoit KjaeTku (OI'K) BbIABIEHBI
MHOUIBTPATUBLIE U3MEHEHUA B HIIKHUX OTAEJIaX 000UX
JIETKUX, 0ojiee BBIDa’KeHHBIe cmpaBa (puc. 1), pebeHKY
YCTAHOBJIEH [UATrHO3: «BHEOOJLHUUYHAA ITHEBMOHUAY,
HauyaTa AaHTUOAKTepHaJbHAsA Tepamus JUHE30JIUIOM,
1ne)MKCUM OTMEHEH.

Ha 2-e cyTkum rocuuranusamuy IOJYUEeHBI DPE3YJIb-
rarel [II{P-o6ciemoBaHusa Ha TPUNI U DPECIUPATOD-
Hble BUpPYCHl — otpunareiabusle, [THK Streptococcus
pneumoniae, Chlamydia pneumoniae He o0Hapy:XeHa, B
"HocoryoTke meronoM IIITP Breimenena [IHK Mycoplasma
pneumoniae. K tepanuu no6asieH asutpomunua 500
MT'/CyT BHYTDb.

Ha ¢ore nmpoBoxmmoii Tepanuu Ha 3-U CyTKU OTMe-
Yajiach PasHOHAIPABJIEHHAA KJIWHWYECKAd AUHAMUKA: B
TeueHNe CyTOK — alMpPEeKCUs ¢ OJHOBPEMEHHBIM HapacTa-
uuem IH c smmsomamu mecarypanuu 10 86% wu moTpeod-
HOCTBIO B JOTAIIMU KUCJIOPOJA uepe3 HasaJIbHbIE KAHIOIN
C BO3pacTaHVeM IOTPeOHOCTH HO 6 JI/MUH, TaXWUIIHOD IO
36 npIxaTenbHBIX ABUKEHUU B MuH. [Ipm ayckysipranmu
BBICJIYIIUBAINCH MEJKOIIy3bIPDUATHIE XPUNBI B HIKHUX
OoTJeJIaX €3ahM CUMMETPUYHO ¢ obemx cTropoH. Hapociu
TOTJIUBOCTDb, C€JIA0OCTh, OIINYIIeHNEe HEXBATKU BO3AYXa,
HaueHT HAaXOAWJICA B KPOBATH B BBIHYKJEHHOM II0JIO-
'KeHU” (COH B IIOJIOJKEHUM CHU[I), OTMEeYas YXYIIIeHUe
CaMOYyBCTBUSA IIPU CMEHE IIOJIOKEHUSA TeJjia.

B cBasu ¢ mapacranuem [IH npoBemeHa KOMIbIOTED-
Haa tomorpadus (KT) OT'K: B nerkux, Bo Bcex AOJAX,
0OoJsiee BBIDAKEHHO B HIDKHUX [OJAX, OIPENesIsiiNCh
MHOKECTBEHHbBIe OT/JEeJbHO PACIOJIOKEeHHbIe U CJIMBHBIE
30HBI YILJIOTHEHUS JIETOYHOU TKAHU IO TUIY «MAaTOBOTO
CTeKJIa», KaK IepuOpPOHXUAJIbHON, TaK U CyOIJIeBpasb-
HOUM JIOKAJIMW3allul, C HAJUUYMEM B TOJIIe M3MEeHEeHUH
MeJKUX O0YaroB, B HUJKHEN [0Jie JIeBOTO JIETKOTO Ha
(oHe 30H «MaTOBOrO CTEKJia» OTMEUaInCh MHOYKECTBEH-
HbIE 0Yaru U HeOOJbIINe YYACTKU KOHCOJIUAAIINU, OIIPe-
Iensjach JKUAKOCTb B JIEBOU IIJI€BPAJIbHOM IIOJIOCTH B
HeOOJIBIIIOM KOJUYeCTBe TONIUHON 7 MM (puc. 2).

C yuerom KT-xapTunbl moBropHO mnpoBenena IIIP
HazodapuHreaispbuoro maska Ha SARS-CoV-2, pesyib-
Tarel oTpunarenbHble. C y4eToOM TSYKECTU COCTOSHUS
manueHTa, He KOPPEJUpPYIOmell ¢ TeueHWeM MUKOILIAa3-
MeHHOII MH(peKIuu Ha (oHe Tepamuu asUTPOMUIIMHOM,
OBIJIO IIPOBEIEHO I000cC/iefOBaHME HA ITHEBMOIUCTHYIO
nHMEeKIuIo,

JIETUOHEJLJIe3 — OTPHUIlaTeJbHbIE pPe3yJib-

TaTbl. DBBLI yTOUHEH aHAMHE3: MAJbUUK IIPU3HAJCSH
B HCIOJIb30BAHUY JJIEKTPOHHBIX CHUrapeT B TeUYeHUe
nocaenuux 3 Jer. Co cioB peOeHKa, OH WCIIOJIb3YyeT
Harpesarollee yCTPOMCTBO C IOMOJHUTEIbHBIMH apoMa-
TU3aTOPaMU MaHTO, IITOKOJIaa, BUIIHU, eKeIHEeBHO, 0e3
cueTa KOJIMUECTBA 3aTAMKEK («CHIKY, CMOTPIO TeJIeBU30D
u mnapo 0e3 ocraHoBKu»). Ilociemnee ymorpeGiieHue
9JIEKTPOHHOI cUrapeThbl ObLIO B JE€HDb MOBBIIIIEHUS TEM-
mepaTyphl TeJa.

BBugy yTouHeHus aHaMHe3a, ObLia IIpPOBeaeHAa
OlleHKAa IallieHTa Ha COOTBETCTBUE IUATHOCTUUYECKUM
kputepusm IIJIABIC (cMm. Tabauily), mo pesyJabTaTaM
KOTOPO# OBLIN MOJYyYeHBI CJAeAYIONire NaHHBIe: UCI0JIb-
30BaHUe 9JEeKTPOHHBIX CUTApPeT B TeUEeHUE MPEeABIIYIINX
90 nHeii (peryJaspHOe, CO CJIOB TAaIMeHTa, B TeUYeHUe
nocaenaux 3 Jer), KT-marTepHbl (CHUMKEHUE ITHEB-
MaTU3alUU JETKUX, IepeMesKaroleecsa C ydacTKamMu
VIJIOTHEHUSA II0 THUIy «MaTOBOTO CTEKJa» U KOHCOJIH-
Ianum), OTPUIAaTeabHBIH pedyabrar IIIIP Ha rpunm u
COVID-19, orpuiaTejbHble TECTHI HA ITHEBMOIUCTHYIO
U JIETHOHEJJIe3HYI0 WHMEKIINI0, OTCYTCTBUE AaJbTep-
HATUBHOTO HWHTEPCTUIIMATIBHOTO 3ab0JeBaHUA JETKUX,
MOATBEPIKIeHHAA MUKOIIJIa3MeHHAA NH(PEKIIUA; TUarHo3
paciienen kKak BeposaTHbIi IIJIABIC. Hauara tepamnus
IPeIHU30JI0HOM M3 pacueta 50 MT/cyT per os ¢ IocJe-
IyIOI[ell IIOCTEIeHHON OTMeHON B TeueHme 3 AHEH Ha
¢oHe mpogoJKaIoNelicad aHTH0AKTepUaJIbLHOM Teparlnn.

Knauanueckuit adpdeKT Tepanuum AOCTUTHYT Ha 3-U
CYTKH: HOJHOCTHIO KynupoBana [H, ormeueHs! ysiyu-
IIeHWe CaMOYYBCTBHUSA, perpecc IIOTJINBOCTH, HOPMAJIHU-
3alis CHA, BOCCTAaHOBJeHMe ammerura. Ha 7T-e cyTKu
npoBegena mnoBTopHad KT OI'K: B mumamuke orMmeua-
ercA ObICTpasi, CBOMCTBEHHAsA, COTJIACHO JUTEPATYPHBIM
maaabiM aasa IIJTABIC [14], HO He A THEBMOHUH,
MOJIOJKUTENbHASA AWHAMUKA B BUAE HPAKTHUUECKU II0JI-
HOTO paspellleHrsl CJMBHBIX 30H YILIOTHEHUS II0 THUILY
«MaTOBOTO CTEKJIa» M YUYaCTKOB KOHCOJMUIAIIUU, COXpa-
HAJNCh HU3KOMHTEHCHUBHBIE YYACTKHU YIJIOTHEHUSA IIO
THUIIy «MaTOBOTO CTeKJa» B Sj, S,, Sg MpaBoro JeTKoro,
Sy, Sgs Sg, Sy JI€BOTO JIETKOTO, MeJIKNe IepUOPOHXUAIb-
HbIE OYarW B BepXHEH, CpeJHEN HUKHEN NOJIIX CIIpaBa,
HIKHEN fpoJie ciaeBa (HamboJjiee BhIPAaKE€HHBIE B HUMKHEMH
noJie caesa) (puc. 3). IlamueHT BhIMKUCAH AOMOM B YIOB-

-~

Puc. 2. Pesyapratst KT OI'K HaGmromaemMoro mnamueHTta

(onucaHue B TEKCTe).




Tabruua

Huarnoctuueckue Kputepuu I[IJTABIC mo JaHHBIM IEHTPOB IO KOHTPOJIO U MPOPUIAKTUKE
3a6oneBanuii CIITA [12, 13]

IToaTBEepsKIEHHBIN Caydail

(ogHOKpaATHOE UJIU PeryJapHoe)

Ucnonb3oBanue aeKTPoHHBIX curapetr (IC) uau BeiioB B TeueHUe mpeAbiaynux 90 mHeit

CHUIKeHVe THeBMAaTU3aIluU JerKuX Ha 0630pHOoi penTreHorpamme OT'K (quddysHoe cHMIKeHVEe THEBMAaTU3aIN
winu KoHconupanusa) unu KT (cHMOTOM «MaTOBOTO CTEKJIa» WIW KOHCOJIUTAIIVIA)

Uckrouenue jerouHort nH(MEKINN HA OCHOBAHUM:

¢ BUY (upu HEOOXOaUMMOCTH)

e orpuItaresbHOr0 pesyabrara I[P Ha rpunm mau sKcIpecc-TecTa;

® OTPUIIATEJHFHOI'O Pe3yJIbTaTa HCCIENOBAHUA PeCIUPATOPHON BUPYCHON IaHeIU;

® OTPUIIATEJHLHOTO TeCTa Ha HaJW4YMe KJIUMHUUYECKU MMOJO03PEeBaeMbIX PEeCIIMPAaTOPHBIX MH(MEKIui (Hampumep,
aHayuM3 Mouu Ha aHTureH Legionella spp. u Streptococcus pneumoniae, 6aKTepUOJOTUUECKUI aHAIN3 KPOBU,
MOKDPOTBI/?KUIKOCTH OPOHXO0AJbBEOJIAPHOTO JIaBaska);

® OTPUIIATEJIBHOI'O pe3yJjbTaTa TECTUPOBAaHUA HA OIINIOPTYHUCTHUYECKMNE PECIIMPaTOPHBIE I/IH(l)eI{III/II/I, CBA3aHHbIE

OTCYTCTBI/Ie aJIbTEPHaATUBHOI'O AuUarHos3a

BeposaTHslii ciayuait

HcnonbszoBanue JC uiu BeHIoB B TeueHUe mpeabiaymiux 90 mHeil (OAHOKpPATHOE WU PETyJISApPHOEe)

CHUXeHVe THEBMATHU3AINU JEeTKuX Ha 0030pHOIl peHTreHorpamMe OT'K (zuddysHoe cHUKeHUE THEBMATHU3AIUN
unu KoHconupanud) mian KT (cuMITOM «MaTOBOrO CTeKJa» WUJIN KOHCOJIUIAIIVIS)

Nuadperknusa naeHTUGUIIIPOBAHA C TOMOIIBI0 OaKTepuoJoruueckoro ucciaenoBanusa unu [IIIP, HO KoHCHIMYM
CUMTAET, YTO 9Ta WH(DEeKIuA He ABIAETCA eAWHCTBEHHON NMPUYWHOIN OCHOBHOIO IOBPEXXIEHU:A Jerkux, UJIN
Hecobnronenne MUHUMAJIBHBIX KPUTEPUEB UCKIIOUEHUA JEeTOYHOU MH(pEKInH (TeCTUPOBaHNE HE IIPOBOAMIIOCH),
U KOHCHUJIUYM CUYUTAET, UTO WH(DEKIUA He ABJIAETCA eLUHCTBEHHOI NMPUYNHON OCHOBHOI'O IOPAKEHUS JIETKUX

OTCcyTCTBHE aJIbTEPHATUBHOIO NUATHO3a

JIETBOPUTEJIIBPHOM COCTOAHUNU C PEKOMEHIOAIIUAMU UCKJIIO-
YeHUsA UCIIOJIb3OBAHUA 3JIEKTPOHHBIX CHUI'aperT.

O6cy:xaenune

M. pneumoniae B CHJIYy CBOUX CTPYKTYPHBIX
ocobeHHOCTEel sABJAeTCSI MeMOPaHHBIM IIaTOTEHOM.
IIpomeskyTOUuHOE MOJIOJKEHVE MeXKIy BHUpycamMu U Oak-
TEePpUSAMU, CIOCOOHOCTH ITaPAa3UTHUPOBATHL Ha MeMOpaHe
PecIupaToOpHOro TPaKTa, BOBMOYKHOCTh CAMOPEILINKAIHN
¥ TEePCUCTEeHIIUU OMIPEeNeJ AT HaToreHHocTb M. pneu-
moniae nJis PeCIUPATOPHOTO TPAKTa UeJIOBEKA U KJIU-
HUUYECKYI0 KapTUHY WHOEKINU, OObIYHO ITHEBMOHUHU CO
CKYIHOU KJIWHUUYECKOW KapTUHON, AJUTEIHHO TEKYyIIue
u He mpuBojAiive K passutuio [[H (Tak HaswiBaeMble
«IIHEBMOHWU, II€PeHOCUMble Ha HOorax», aHr. «walking
pneumoniae»). Ilepekuchr BogoOpoma U CYIEePOKCHU],
BhIpabaThiBaemMble M. pneumoniae, TOBPEKIAIOT SIIU-
Teauil ¥ TMPUBOLAT K BOCIAJeHWI0. B mocienHee mecs-
TUJIETHE WCCJHEeIOBAaHUA 10 U3YUEHUI0 MTaTOTEeHHOCTU
M. pneumoniae TO3BOJUJIUA BBIJEJUTH YHUKAJILHBIN
OJaA MHUKpooprammsamoB, cruemupuueckuit CARDS-
ToKcuH (aHrJI. community acquired respiratory distress
syndrome toxin), KOTOpPBI BBI3BIBAET BaKYOJIU3AIIUIO
KJIEeTOK OPOHXMWAJIbHOTO SIUTEJIUS U CHUKAET IBUTa-
TeJIbHYI0 aKTUBHOCTE pecHnYeK. CrenuduKa maToreHHo-
ro [efiCTBUSA MUKPOOPraHu3Ma Ha KJETKU PeCHUTUYATOTO
AIIUTEJINS OIPEeiesIsieT COOTBETCTBYIONIYI0O KINHNUECKYIO
KapTuHy B3abojeBaHUs, HEPEeAKO YCYryOJsas TedeHue
XPOHUUYECKOTO OPOHXOJETOYHOTO 3a00JIeBaHUA U SBJIA-
siCh TPUTTEpOM obocTpeHus 3abosieBanusd [15—18].

Mexanusmbl moBpexaenus Jerkux npu IIJIABIC
Ha JaHHBIN MOMEHT OKOHUATEJbHO He CHBI. OUueBUIHBIM
octaeTca (akr,
JsieMble TIPU WCIOJb30BAaHUU 9JIEKTPOHHBIX CHUTaper,

4TO XHUMHUUYECKHE BellleCTBa, BBIJE-

KaK MHUHHMYM, HAPYIIAKOT II€EPBYIO JIMHUIO 3allUThI

Puc. 3. Pesyasratsr moropHoii KT OI'K nHatGmaromaemoro
namnuenTa (omucaHue B TEKCTe).

PeCIMPAaTOPHOTO TpPaKTa — WU3MEHSIOT [IBUTATEJIbHYIO
aKTUBHOCTH PECHUYEK U IIOBPEIKIAIOT I[€JOCTHOCTh JIIU-
TeINAJTBHOTO CJI0A OPOHXMOJ U anbBeoJ [5]. Hapymenue
SIVMMUWHAIIMY [UTOTOKCUYECKUX BEIIeCTB BBUAY CHU-
JKeHUsS MYKOIMJIMApPHOTO WHAEeKCa NIPUBOAUT K eIlle
OoJibIIIEMY IIOBPEKIEHUIO TKaHeil Jierkoro. Ha sTom
(one mnpucoeguHeHHEe WHMEKIUU MOYKET IIPUBECTU K
pasButuio ocrpoit [IH. IlpencraBieHHOe KJIMHUYECKOE
HaOJIOfleHNe SBJAETCA IIEPBBIM B HAIleill NIPaKTUKe
cjiyyaeM accoIMalliyi MUKOILUIa3MEeHHONW HWHQMEKIUU u
IIJTABOC. B gocrymHOii JmTepaType HaM BCTPETHUJIOCH
onHo coobienue o cayuae IIJIABIC ¢ omHOBpeMeHHBIM
uHunupoBanuem M. pneumoniae, IPUBEAIINM K Das-
Butuio Tsvkesnoit [IH [11]. Kak u B Hammem HaGJIOLeHNN,
ManueHTy mHoTpeboBajach Tepamusi CUCTEMHBIMHU TIJI0-
koxoptukouzamu (I'K) B BBICOKHX m03axX € OBICTPBIM




KJIMHUYECKUM UM PEHTTeHOJIOTMYECKUM OTBETOM, UTO He
XapaKTepHO [JIsA OCTPOro WHQMEKI[MOHHO-BOCIATUTEIb-
HOTO MOPaKEHUA JIETKUX U MOXKET CBHAETEeJIHCTBOBATH
0 T'UIIePepPruyecKOoil BOCHAJIUTEJIHLHON PeaKI[uy Ha IIpHU-
coequHeHUe BTOpUYHOH mH(Mpeknuu Ha (oue ITJIABIC.

3aKJjaouyeHue

daHHOE KJIMHUYECKOe HalOJII0JeHUe NeMOHCTPUDPYET
Ba’KHOCTh HACTOPOKEHHOCTU oTHOocuTeabHo IIJIABIOC
BBUJY pOCTa KOJMUECTBA IIOTPeOUTesell M CHUKEHUSA
BO3pacTa Hayaja yIoTPeOJeHUs SJIEKTPOHHBIX CUTapeT.
Heo6xonumMo yuYMTHIBATB, UYTO OBICTPOIIPOTPECCUPYIO-
maa IIH y nanuwenTa c TeueHueM WH(DEKIIMOHHO-BOC-
TMAJINTEJIFHOTO IIPOIlecca B JIETKUX C IOATBEPIKIEHHBIM
MH(PEKIMOHHBIM areHTOM Ha (OHe TPOBOAMMON aJeK-
BaTHO! aHTHOAKTEePUAJBbHOM Tepamuy MOKEeT OBITh
mackoit IIJIABOC. Baskubl moapoOHBIN c60p aHaMHe-
3a, mnpoBenenume KT-Busyanusamuu IO IIOKa3aHUAM,
KUCIIOJIb30BAHME OI€HOUHBIX INMKAJ [JA BepUDUKAIUN
IUarHo3a C IeJbi0 paHHero crapra tepanuu 'K, pexo-
menayewmoir npu IIJTABIC.

Bxnad aemopos: éce asmopv. 6 PABHOU CMeneHu 6HeCLU
c80il 6KIA0 6 DYKONUCH, PACCMOMPENU ee OKOHUAMEJbHbLil
sapuanm u 0anu cozaacue HA NYOIUKAYUIO.

Dunancuposanue: 6ce a6MopsvL 346Ul 00 OMcymcemeuu
Qunancosoll noddeprcku npu nodzomoske OAHHOL PYKONUCU.

Kongnuxm unmepecos: 6ce agmopuvl 3aa6uiy 00 omeym-
CcMmeuu KOHKYPUpYnou,ux uHmepecos.

ITpumeuwanue uzdamensn: OO0 «Ileduampus» ocmaemcs
HellmpaibHblM 6 OMHOUWEHUU OPUCOUKUUOHHBLX NpemeH3uil
Ha OnYyOAUKOBAHHbLE MAMEPUALb. U UHCMUMYYUOHALbHLLY
npuradaexcnocmeil.
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ITenp CoBera sKcHepToOB — OGCYKIEHUE COBpPE-
MEHHBIX IIOJXOJOB K [JUArHOCTHUKE U JIEUEHUIO
mereii ¢ X-CIeNJIeHHBIM JOMHHAHTHBIM THIIO-
dbocharemuueckum paxurom (X-I'@P), BKIOUaa
IIpUMeHeHNe NaTOTeHEeTWUEeCKOoil Tepamuu Oypocy-
maboM.

3agaun:

1. PagpaborarTs onTUMaJbHBIN HTOAXOM K Aua-
raoctuke X-I'OP Ha OoCHOBe COBPEMEHHBIX MEMKIY-
HapOAHBIX PEKOMEHJAIlluil II0 BeNeHUIO MaHHOM
TPYIIBI TAIEHTOB;

2. OmpezmenuTh ONTUMAJbHBIE KPUTEPUU
BbBIOOpA MaTOTEHETUUYECKOH Tepamuu Oypocyma-
0oM y TaAIMEeHTOB C YCTAHOBJEHHBIM AUATHO30M
X-I'dP;

3. PaspaboraTh aaropuTm oreHKU 3OGHeKTUB-
HOCTU IIPOBOAVMMOM IIaTOT€HETUYECKON Tepanuu
O0ypocymabom y marumeHToB ¢ X-I'DP.

22 nmexabpa 2023 r. cocrossoch 3acelaHUe
CoBeTa OKCIIEPTOB, IIOCBAIIEHHOE BOIIPOCAM JHAa-
THOCTUKU U JieueHHsA mnanuedToB ¢ X-I'OP B
Poccuu.

T'unodgocharemuueckuii paxut (I'PP), panee
M3BEeCTHBIH Kak (ochar-guaber mam BUTaMUH-D-
PEBUCTEHTHBIN PaXWUT, 5TO TEHETHUUYEeCKU TeTe-
poreHHasd rpynna 3abojeBaHUI, XapaKTepuUsylo-
muxcA HapyIIeHueM MUHePaIul3aluu KOCTHOM
TKAaHU U APYTUMU IIOJIMOPTaHHBIMU OCJIOKHEHUSI-
MU BCJIEICTBUE IIOBBIIIIEHHOTO BBIBeJeHU:A ocdo-
pa ¢ mouoit [1-3].

Hawu6osee pacpocTpaHeHHOI HACJIeACTBEHHOMN
dopmoii I'dP saBasgerca X-CIeNJIeHHBI JTOMHU-
HauTHBIE ['@P (X-T'®P), acconumpoBaHHBINA C
myranuamu B reie PHEX. Iledertsl rena PHEX
ABJIAIOTCA NPUYMHON THUIEPHPOAYKIINU (PaKTopa
pocra ¢Gubpodbaacrop 23 (PPDP23) B opraHmsme,
KOTOPHIII B CBOIO OYEepeAb HaPYIaeT IIPOIIECC
peabcopbiiu pocdaToB B IMOUEUHBIX KaHaAIbIIaX U
CHM)KAEeT CUHTE3 KaJIbIIUTPHOJIa, B COBOKYITHOCTU
STU IIPOIECCHI NMPUBOAAT K Pa3BUTHIO rumepdoc-
darypuu u runodocharemunu. X-I'P — 310 Xpo-
HUYECKOe IIPOTrPEecCUpPyIoIllee MYJbTUCUCTEMHOE
3aboJsieBaHUe, IJIA KOTOPOTO XapaKTepHAa paHHAA
mauupecramusa (B Bo3pacre 1-2 jer). HawubGousee
APKUMU KJIWHUUYECKUMU nIposaBiaeHuaMu X-I'OP
ABJAIOTCA paxXUTHUUecKue medopMamuu ckKejera,
3aZiep’KKa pocra mocje 1 roma, HapyIlIeHUe MOXO/-
KU, MBIIIIeUHasd TUIOTOHUA, 00U B CycTaBax u
KOCTAX, 3y0OUeJIOCTHBIE abCIlecChl, BO B3POCJIOM
BO3pacTe — HU3KOPOCJIOCTh, XPOHUUECKUIT 00JIeBOi
CUHJPOM, IICEBIONIEPEJOMEI, TYTOIOJBUKHOCTH
cycraBoB u ap. [1-3].

Pacnpocrparnennocts X-I'OP, o ganHbIM €BpO-
mefcKUX aBTOPOB, ormeHuBaerca kKax 1:20 000
[2—-5]. Ouenka npegBapuUTEILHOTO pacueTa Ha OCHO-
Be 9TUX U AeMorpaduuecKUX TaHHBIX ITOKA3bIBAeT,

uyTo ekerogHo B Poccum poskmaiorcs oxoso 60
nereit ¢ X-I'DP, a Bcero B cTpaHe mJaHHOe 3a00JieBa-
Hre umeoT okoso 6000—-7000 uenosex [6].

BenencTBue cxoiKecTu KJIMHUYECKOW KapTH-
HBI Pas3JIWYHBIX (DOPM paxmTa, a TaKiKe HUIKOU
ocBemoMaeHHOCTH Bpaueit o X-I'®P, B GOJBIITHH-
CTBE CJIyYaeB BEPHBIA AMArHO3 yCTaHABJIMUBAETCS
mo3gHo [3], UTO SBASETCS OCHOBHOIN HNPUUYUHON
Pa3BUTUSA TAMKEJIBIX OCJIOKHEHUN — BBIPAKEHHBIX
nedopManuil HUMKHUX KOHEUHOCTEN UM HU3KOPOC-
Jgoctu. Jna mTpenynpeskgeHUs WHBAJIUAUSAI[UN
namuenTa ¢ X-I'dPP KiaoueBoe 3HaUueHUE KMEIOT
paHHSA TOCTAHOBKA AMArHO3a W BHIOOP aJeKBaT-
HOII TAKTUKU JIEUEHUS.

Hduarnocruka

Ha ocHOBaHUU MEXAYHAPOJHBIX KINHUUYECKUX
PEeKOMEHIAIUN clIeAyeT IPUAEPKUBATHCA CIETYIO-
IIero aJropuTMa obCJIeJOBaHUA IAIlMeHTa C II0O-
3penueM Ha X-I'@P [3]:

— moapoOHOe KJMHUUYECKOe oOcaenoBaHuUe,
BKJIIOUAs IOATBEP)KIEeHNEe NIPUBHAKOB paxXuTa
(a UMeHHO: paxXuUTHUecKHe medopMaliuy CKejera),
3aZIep’KKU POCTa, MPU3HAKOB IOpakeHuA 3y060B, a
TaKKe MPU3HAKOB KPAaHMOCHUHOCTO3a U/UJIU IIOBBI-
IIIEHHOT0 BHYTPUUYEPEITHOTO NaBJICHUS;

— PEHTTeHOJIOTUYeCKas OIleHKa MIJsd IUarHO-
CTUKU U OIPeHeJIeHUA TAKECTU PaXUTa U OCTEO-
MaJAIUN;

— OWOXMMMUYECKUWEe aHaJu3bl, BKJIOUASd YPO-
BeHb (ochopa B CHIBOPOTKE KPOBU, KaJbIUA,
miesouHOM (hocdharassl, MapaTUPEOUTHOTO T'OPMO-
Ha, 25(0H) Buramuua D u KpeaTuHUHA, a TaKKe
YPOBHA KaJabIud, pochopa ¥ KpeaTHHUHA B MOUe
(pasoBas mopIUA) IJA pacuera COOTHOIIEHUA MaK-
cuUMaJbHOU peabcopbiuu @QochaTta B ITOUEUHBIX
KaHaJbIlaX OTHOCUTEJBHO CKOPOCTU KJIYOOUKOBOI
dunprpamuu (MKP®/CK®) u cooTHOIIEHUA KaJb-
nusa/KpeaTuauHa B Moue [3]. BakHO OoTMeETHTB,
4YTO KOHIeHTanua ¢ocdopa B KPOBU 3aBUCUT OT
Bo3pacTta m moJia (Tabx. 1). OmHako jabopaTopuu
He BCerJla HCIIOJIB3YIOT BO3PACTHBHIE ped)epPeHCHBIE
uHTepBaJbl docdopa, YTO MOIKET CIOCOOCTBOBATH
no3aHel uiy HeIPaBUJILHOU IIOCTAHOBKEe NUAarHo3a
[7]. B pamkax auddepeHINATLHON AUATHOCTUKU
PEKOMEHJIOBAHO MCKJIIOUUTL HECEJIEKTUBHYIO IIOTE-
pio dochaToB MOUEUHLIMH KaHAJIblIaMu (IIPEAIo-
Jaraollylo Hajauyue cuHApoMa PaHKOHU) TyTeM
aHaJIM3a OTKJIOHEHWI OT HOPMBI YPOBHEH OUKap-
0oHaTa, aMWHOKWCJOT, TJIIOKO3bI U/WJIU IIOTEPU
MOYEBOI KMCJIOTHI B MOYe, a TaKyKe HU3KOMOJIEKY-
JApHOU mporemHypuu. [nsa cuaapoma DPaHKOHU
XapaKTepHO coueTaHue rumodochareMuu ¢ MeTa-
00IMYECKUM aIlMJ030M, TUIOKAJIUueMUeu, II0JIu-
ypueii, paxuToM U 3aJlePKKOI (PUIUUIECKOT0 pas-
BuTHus. AnuMmeHTapHBIN paxur u X-I'P unorzma



Tabruua 1

Pedepencurie unrepBaisl Gocdopa KpoBu y 3M0POBBIX JeTeil B 3aBUCUMOCTH OT I10Jia U Bo3pacra®
(amantupoBano u3 Adeli K. et al. [20] nxa Roche Modular P)

Bos PedepencHrie nHTEpBaAJBI 0051 AeBoYeK, | PedepeHcHbIe MHTEPBAJBI NI MAJLUYNKOB,
pact
MMOJIb /JI MMOJIb/JI
0-15 gmeit 1,82-3,45 1,82-3,45
15 gueii—1 rop 1,55—-2,76 1,55-2,76
1-5 mer 1,39-2,21 1,39-2,21
5-13 ser 1,33-1,94 1,33-1,94
13-16 et 1,02-1,81 1,14-2,01
16-19 et 0,95-1,63 0,95-1,63

*B saBucuMocTH OT Habopa peareHTOB, pedepeHCHbIE 3HAUEHUSA MOI'YT OTJINYATHCH.

COIIyTCTBYIOT IPYT APYIrY, IIOATOMY y IIAI[ME€HTOB,
Y KOTOPBIX HM3HAYAJIBHO MMEJIOCh II0OJO3PEeHMEe Ha
paxuT, BHI3BAHHBLIN geduuTOM BUTaMuHA D wmim
KaJbIIUs, CJeIyeT PacCMaTpPUBATL BePOSTHOCTH
X-T'®P, eciu mocje IPUMEHEHUS COOTBETCTBYIO-
e Tepanum He HabJOmaeTcsa yaydrieHusd [3].

Kauanueckuii pumaruos X-I'OP pexomeH-
IyeTcs IOATBEPAUTH IIPU IIOMOIIM MOJIEKYJISIP-
HO-TeHeTHYeCcKoro mcciaemoBanusa rena PHEX.
HccaenoBanne MOKeT OBITH IIPOBEAEHO C MCI0JIb30-
BaHMEM CeKBeHHMpoBaHUs o CoHrepy uUam Taprer-
HOT'O BBICOKOIIPOM3BOAUTEILHOIO CEKBEHHPOBAHUS
(BIIC). Cnenyer MOMHUTBL, YTO IPU CEKBEHHPOBA-
Huu 1o Coearepy m BIIC He MoryTr OBITH JEeTEKTH-
POBAHBI IIPOTSAMKEHHBIE TI'eTEPOSUTOTHBIE HeJIeI[UHU
¥ OYILUIAKAIAU, [I09TOMY [JIs IIOMCKA TAKUX H3Me-
HeHHNI MOKa3aHo IIpoBeleHre anaausa reia PHEX
C KCIIOJIb30BAHUEM MYJIbTUILIEKCHOM aMILIn(puKa-
Uy JaurupoBaHHBIX 30HZOB (MLPA — Multiplex
Ligation-dependent Probe Amplification) wamu
XPOMOCOMHOTO MUKpoMaTpuuHoro ananusa (XMA)
9K30HHOI'0 ypOBHA. IIpM momo3peHuMH HAa MHTPOH-
HbIe MYyTalli¥ MOYKeT OBbITH IIPOBEIEHO IIOJIHOre-
HOMHOe cekBeHupoBaumue [8]. K peaixum mpuumaam
X-T'®P oTHOCATCS MOCT3UTOTHBIE MYTAIlUU B I'eHe
PHEX, KoTOopble MOTYT OBITH IEeTEKTHUPOBAHBI C
nomotbio BIIC ¢ 6oibItioii rayOnHON IMOKPBITHUA.
Ecau He ObLIO 00HAPY!KEHO HATOT€HHBLIX BapHUaH-
ToB B reHe PHEX, pekoMeHIyeTCA PacCMOTPETh
IpyTrue IPUYMHBI HACJEACTBEHHOW WU IIpuobpe-
TeHHOU runmodocharemun [3] (Tabua. 2).

Tepanus

B HacrosIiiee BpemMA s JeUEHUS IMAIMEHTOB
¢ X-I'®P nmpumeHSIOTCA HECKOJBKO cxeM: 1) Tpa-
IUIMOHHAA: TepopasibHbIe IperapaThl HEOPTaHU-
yeckux docdaror (20—60 mMr/Kr/cyr) B coueTaHuu
C aKTUBHBIMU MeTabosuTamu BuTamMuHa D (anbda-
Kaapmuaos 1 MKr/cyT uam Kaapiurpuoa 0,5 MKr/
cyT); 2) maToreHeTMYecKasd TepammudA: Ipermapar Ha
OCHOBE MOHOKJIOHAJLHBIX aHTUTEeN K ®PPPD23 [3].

IIpemapar Bypocymab — peKoOMOMHaHTHOE
YyeJIOBEUEeCKOEe MOHOKJIOHAJBHOE AaHTUTEJO KJac-
ca IgG;, KoTOpOe CBA3BIBaETCA C DPeIenTOpaMu K
DOPP23 u mHrubupyer ero m30BITOUHYIO aKTHUB-
HOCTh, B pesyJbTaTe uero obOmeH @docdopa B
opranmsMe BoccTaHaBauBaercsa [3, 9]. B Hacro-

dAlllee BpeMsi IIpelaparT He 3aperucTpupoBaH B
Poccuiickoit ®@enepaiiuu.

Bypocymab mMeer perucTpaiiioHHOE YIOCTOBE-
peHUe B CIeAYIOIUX CTpaHax: a) B EBpomeiickom
Corose (European Medicines Agency, EMA) nua
geuenus X-I'OP y gereil um TOAPOCTKOB B BO3-
pacte or 1 mo 17 Jjer ¢ pPEHTTreHOJOTUUYECKU-
MU TOpusHakKaMu 3a00JeBaHUS KOCTel, a TaKiKe
Yy B3pPOCIBIX; i JeueHuss DPOPD23-cBsazaHHONI
runodochareMru IPU OINYyXOJb-UHIAYIIMTPOBAHHOMI
ocreomasanuu (OUO), cBasanHoil ¢ GochaTypu-
YECKUMM ME3eHXHMAJIbHBIMU OIIYXOJSMHU, KOTO-
pble HEe MOr'YT OBITh XHUPYPIUUYECKU yTAJEHBI WU
JIOKAJIM30BaHbl y [eTefl W IIOAPOCTKOB B BO3-
pacre or 1 mo 17 jer m y Bapocaeix [10]; b) B
Coenunennbix Illtarax Amepuru (U.S. Food and
Drug Administration, FDA) mua neuenuss X-I'OP
y B3POCJBIX U JeTeil B BoapacTe oT 6 MecsIleB u
crapime; mas JedeHusa PPP23-cBsa3aHHOII THIIO-
docparemun npu OUO, cBasanHOou ¢ (ochaTypu-
YECKUMM ME3€HXHMAJIbHBIMU OIIYXOJSMHU, KOTO-
pble HEe MOr'YT OBITh XHUPYPIUUYECKU yTAJEHBI WU
JIOKAJIM30BaHbl y B3POCJIBIX M JeTeill B Bospacre
2 jert u crapire [11]; ¢) B Amonuu (Pharmaceuticals
and Medical Devices Agency, PMDA) mpu Bcex
DOPDP23-cBsi3aHHBIX runodochaTeMUUECKUX Paxu-
Tax/ocreomansaiuu [12].

YuureiBas, uTo 6ypocyMad B HaCTOsAIIee BpeMs
He 3aperucTPUPOBaH Ha Teppuropuu PoccuiicKoit
denepanuu, ero HasHauenue namuentam ¢ X-I'dP
OCYIIECTBJISIETCA KOHCUJINYMOM Bpauel demepainb-
HBIX IIEHTPOB B COOTBETCTBHUU C €BPOIEHCKOI
WHCTPYKI[MEH: PeKOMEeHIOBaHHAsI CTAPTOBAsA 1034
y meteii oT 1 roga um mMOAPOCTKOB A0 17 JjieT cocTas-
aser 0,8 mr/kr maccel Tena 1 pa3 B 14 gHeii, mpu
HEOOXOIMMOCTH KOPPEKIMU O3Bl WCIIOJIb3yeTCs
pacuer c¢ marom *+0,4 Mr/Kr A0 MaKCHUMAaJIbHOM
mosel 2 mr/Kr (Ho He Gosee 90 mr); B BO3pacTte
crapire 18 jger y mamueHToB ¢ X-I'@P pexomewn-
IOBAaHHBIN pacyeT M03bI cocTaBiadgeT 1 Mr/Kr (HO
He 6osiee 90 Mr) ¢ mHTEpBAJIOM BBeJgeHUs 1 pas B
28 mueit [10]. B mporecce o6cy:KaeHUS OBLIO MOJ-
YEePKHYTO, UTO OOeclieueHUe ITaI[MeHTOB IEeTCKOIO
Bospacta ¢ X-I'®©P mpemapatom Oypocymab ocy-
IIECTBJISIETCSA 3a cueT cpencTB PoHAA MOAAEPIKKU
IeTell ¢ TSKEeJbIMU KU3HEYTPOMKAIIUMU U XPO-
HUYECKUMU 3a00JIeBAHUSIMHU, B TOM UYHCJIE€ PEIKU-




Tabauua 2

Huddepennuansaaa nuarsoctuka runodocharemuu (agantuporano us Florenzano P. et al. [21])

docdop,| Ca, | Ca, |IITT, 25(0H)D,| 1,25(0H)2D, MKP® /| ®PD23*%,
Ll KPOBB ’ KPOBB Moq’a lcpon;, KPOBB 1 KPOBBH ’ CRoD KPOBB CK®

AnnmMeHTapHbIE

Hedunur dochopa nium

MaIbabCcopoI I 1 LN, NN N 7, N 1 I, N N

Hedunur BuTamMuHa D 1 LN|[I,N| 17 ! I, N I, N ! N
OHIOKPUHHBIE

IlepBuuHBIHA rUIEpPIAPaTIPEO3 [ | [ 1 [ 1, N [ 1, N [ N [ 7 [ | [ i) [ N/J
Hedporennsie

Cungpom PaHKOHU, IMCTUHOS,

6osnesub [eHnTa u ap. ! N TN N N N ! LN W

JIpyrue npuoOpeTeHHbIEe 3a00JI€BAHU S
Onyxoab-UHAYIIUPOBaHHAA
OCTEeOMAaJIAI U ! N LN N N I, N ! T, N N
T'unodocharemuueckuii paxur

DPD-23-omocpeOBaHHBIN

Myranun B renax: PHEX, DMPI,

FGF23, GNAS, HRAS, FGFRI1 l N [|,N|T,N N I, N l 1 N

u ap.

DPD23-HezaBUCUMBII

I'®P ¢ runepransumypueit

(myramuu B rene SLC34A3) ! TN 1 LN N T ! LN N

N — HOpMaJbHBIN; 7 — MOBBIIIEHHBIN; 111 — OYEeHb BBICOKUIl; | — HUBKUIM.

“UccaenoBanne ®PD23 BrinonusaeTcs, ecau focrymnso. PPPD23 — gpaxrop pocra pudpodiaacTo 23; I'PP — runodocharemuyeckuit
paxut; Ca — ransnuit; IITT — maparropmosn; 25(0H)D — 25-ruapokcuransuudepos; 1,25(0H)2D — 1,25-guruapokcusuraMua D
(xanbrurpuon); MKP®/CK® — oTHOIIEHVE MaKCUMAaJbHON KaHAJIbIEBOI peabcopbruu (ocdaToB K CKOPOCTU KIYOOUKOBOU (DUIIB-

rpanun; CK® — cKOpocTh KJIYyOGOUKOBOU (hUIBTPALUN.

mu (ophamabiMu) 3aboneBanuamMu «Kpyr Hobpa»
COTJIACHO YTBEPKIeHHBIM OKciepTHbBIM CoBeToM
®onga xkpurepuam [13]:

Hetu ot 0—6 mec. 10 18 JieT ¢ reHETUYECKHU TIOA-
TBEPKAEHHBIM Auarto3omM X-I'®P (T.e. ¢ HaIuumem
myTauuu B reie PHEX) u ¢ HaJIW4YueM OJHOTO WJIN
HECKOJIBKUX U3 CJenyoIuX Kpurepues [13]:

1) BLIpa)keHHBIE PaAXUTUUYECKNE U3MEHEeHUSI
KOCTHO TKaHu (MHAEKC TsaKecTu paxuTa RSS
>1,5 6amnoB);

2) HemepeHOCHMMOCTh Tepamuu IIpernapaTamu
dochopa AN HEBO3MOYKHOCTL YBeJIWUYEHUA TO3bI
npenapaTtoB ¢ocdopa;

3) Hamuuue TUIEPKAILIUYPUN, HEePPOKATb-
IIUHO3a;

4) BBIPa’KEHHBIN 060J€BO
MBIIIIeUHASA TUIOTOHUS.

CoBeToM JKCIEPTOB OBLIU IPEATOKEHBI Bapu-
aHThl ucmoiab3oBanua mKana BAIIl (Busyaabmo-
Amnanorosas Illkana) 1 WOMAC (Western Ontario
and McMaster Universities Osteoarthritis Index)
C IIeJIbI0 00'bEKTUBU3AIUY OLIEHKY 00JIN y IalleH-
TOB ¢ X-I'DP.

ITo umToram oO6Cy:KIeHUA OSKCIEePTaAMU ObLIN
chopMUPOBaHBl CJIEAYIONINE PEKOMEHAAIUU II0
BBIOODY OJHOI M3 CXe€M KOHCEPBATHMBHOTO JIEUEHUS
nanueHToB ¢ X-I'OP u npenioskeHbI KpUTepUU
orneHKU 3G (GEeKTUBHOCTU Tepanuu OypocyMaboM:

1. OcHoBBIBasiCL Ha [OOKasaTeJIbHON 0Oaae,
MEKAYHAPOLHON NMpaKTUKe M OIBITe IPUMEHEHUS
6ypocymaba B P®, mpemapaT MOKeT IMPUMEHSATH-
cd B KauecTBe Tepaluu IepBOW MU BTOpPO# (T.e.

CUHAPOM WJIN

nocye mpuMeHeHUA (ocdaToB) JUHUM Y IAIlEH-
TOB C YCTAHOBJEHHBLIM auarfHozom X-I'OP coruac-
HO MHCTPYKIMU II0 MEIUIIMHCKOMY IIPUMEHEHUIO
npenapara. Ilpu HasHaueHUu Gypocymaba B Iepu-
Ol OKUIAHUA IIOCTABKM IIpelmapaTra II0KasaHo
IpUMeHeHNe TPaAUIMOHHONM Tepaluy IIpenapara-
mu ¢ochopHoro Oydepa B pacuerHoil mose 20—
60 Mr/Kr B cOUETAHUU C AaKTUBHBIMHU MeTaboJInTa-
Mu BuTtaMuHa D;

2. Pemrenne o HasHaueHUU Tepamuu OypocCy-
MaboM IIOCJie NOCTHIKEHUsS IallMeHTOM KOHEYHOTO
pocta (3aKpbBITUS 30H POCTA) MOJIMKHO TIPUHU-
MaThbCAd HA OCHOBAHUU OIEHKHU TSIKECTH TEeUeHUS
3a00JieBaHUsA M PUCKA PA3BUTUS OCJIOKHEHUH WU
HaJIUYusA y HMalueHTa yKe UMEIIINXCS OCJIOKHE-
Huil 3a60JeBaHUA/paHee IIPOBOAMMOTO JIEUEHUA;

3. Tlommep:kaHue HEIPEPHIBHOCTU JEUEHUSA
UrpaeT KJIIUEeBYI0 POJIb B JOCTHUIKEHUU OIMTUMAJD-
HBIX PE3yJIbTATOB TEPAINU U YJIYUIIEeHNN KauecTBa
skusHu narueHToB ¢ X-I'PP. C yueToM TeKyIIux
oco0eHHOCTelH obecmeueHus OypocyMaboM IIalueH-
TOB JeTckoro Bospacta ¢ X-I'OP B P® B Hacro-
dilee BpeMs TpeOdyeTcss OCYIIEeCTBJIATL pacuer
MOTPeOHOCTH B Ipelapare Ha AJIUTEIbHBINA IIePUOL
Bpemenu (mo 12 mecsamen). Takum obGpasom, mpu
oopMIeHNN BpaueOHOTO KOHCUJIWYyMa MAJS IIep-
BMYHOIO IIAI[MEHTa HeOOXOAUMMO YUWTBIBATEL, UTO
B IIEPBBIHA rof Tepamuu OypocyMaboM g03a MOXKET
ObITh yBesnueHa mo 1,6 Mr/Kr, ocoOGeHHO y ImaIu-
€HTOB C TSKEeJbIM TeueHueM 3a00JieBaHUA;

4. Ona omTUMHU3AIUU pacueTa TI'OJOBOI
moTpedHOCTH (PIaKOHOB Oypocymaba u C IIEJIBIO




Tabruua 3

Pacuer moTrpedHOCTH Oypocymaba Ha 12 MecsIleB B 3aBUCHMOCTH OT Beca MEPBUYHOTO MalmeHTa*

Jdo3upoBka, Mr/Kr @DIaKoHBI HA TOJ C YYETOM KOPPEKIUU

Bec, kr 08 | 1,2 | 1,6 2 (draxonbI trakoHsI raxonsl

032, MI' HA OTHO BBeJEHHE C OKPYIJI€HHEM 10 mr/ma 20 mr/ma 30 mr/ma

xo oamekaymux 10 mr [10]

o 12 10 10 20 20 2 25 0
13-15 10 20 20 30 2 25 0
16-17 10 20 30 30 25 25 0
18 10 20 30 40 2 2 23
19-20 20 20 30 40 0 4 23
21 20 30 30 40 0 2 25
22 20 30 40 40 0 52 0
23-27 20 30 40 50 0 52 0
28 20 30 40 60 0 52 0
29 20 30 50 60 0 25 25
30-31 20 40 50 60 0 29 23
32 30 40 50 60 0 27 25
33-34 30 40 50 70 0 27 25
35—-37 30 40 60 70 0 4 48
38-40 30 50 60 80 0 2 50
41-42 30 50 70 80 0 48 27
43 30 50 70 90 0 48 27
44-45 40 50 70 90 0 52 25
46 40 60 70 90 0 50 27
47-53 40 60 80 90 0 27 50
54 40 60 90 90 0 4 73
55-56 40 70 90 90 0 8 71
57-62 50 70 90 90 0 6 73
63-68 50 80 90 90 0 4 75
69-70 60 80 90 90 0 2 77
71-81 60 90 90 90 0 0 79
82-93 70 90 90 90 0 4 77
94-106 80 90 90 90 0 2 79
Boimre 107 90 90 90 90 0 0 81

“*JlaHHBIA pacyeT NPUMEHUM TOJIBKO AJA marueHToB ¢ X-I'@P, KoTopbIM BIepBble Ha3HAUAETCA Tepalusa IperapaToM Oypocymad
CO CTapTOBOM A0O3UPOBKU (LIOLLEPIKUBAIOIIAA 1034 KOTOPHIX ellle He OIpe/esieHa) C [eIbi0 IPOTHO3UPOBAHNSA IOTPEOHOCTH BO (Ia-
KOHaxX Ha 12 MecsAleB U [Jisd NPeJOTBPAIEHUs IIePEPLIBOB B TEPAINU.

IpenoTBPAIlleHUA IIePePLIBOB B Tepanmuu MpemJia-
raeM JJis IAIlMEeHTOB, KOTOPHIM BIIEpBbI€ Ha3Ha-
yaeTcs Tepanus O0ypocyMaboM, MCIIOJIb30BATH CJIe-
IYIOIIYI0 CXeMy pacueTa /JO3bI IIpemapara Ha
12 mecsAleB, ¢ y4eTOM BO3MOYKHOI'O YBeJINYEHUS
O3BI IJ1 MOCTHKeHus HopMmodochaTeMun (B COOT-
BETCTBUU C WHCTPYKIMEN II0 NPUMEHEHWI0) U
C yYeTOM IpeJIoJiaraeMoro YyBeJIWYeHUs Beca
narnueHTa: craproBada mosa 0,8 mr/kr 1 pas B 14
IHei, co 2-ro Mecslla TepaluHr O03a MOKeT OBLITh
yBenuuena go 1,2 mr/Kr, ¢ 3-ro mecsia — 10
1,6 mr/kr [10] (Taba. 3). Ecau umeercsa usauinex
mperapaTa, BO3MOJKHA ero Iepeajpecanus perJia-
MEHTUPOBAHHBIM IMMOPSAAKOM [IJA APYTOTO IaIueH-
Ta. BMecTe ¢ 3TMM B KajKJOM cJydae Bpau BIIpaBe
CaMOCTOSATEJIbHO MPUHUMATH PeIlleHUe II0 PacueTy
O3Bl IIpelapaTa, UCXOAA M3 KJIUHUYECKON CUTY-
alnuu U COOCTBEHHOTO ONBITA, OPUEHTHPYACH Ha
WHCTPYKIINIO IO IPUMEHEHUIO IIpernapara;

5. Ilpum wumabamogeHuu namueHToB ¢ X-I'OP
IS OIEHKM WUX COCTOSHUA OBLIO TIPEIIOoKeHO
OIIEHWBATH aJalITUPOBAHHBIE M3 MEXKIYHAPOIHBIX

pekomeHmanuii [3] mokasaresnu, IpPUBENeHHBIE B
TabJa. 4;

6. Ha ocHoBaHUU MEXIYHAPOTSHOT'O U JOKAaJb-
HOTO OIIbITa IIPUMeHeHusA Oypocymalda y mamueHToB
¢ X-I'PP gna omenxu >PPEKTUBHOCTH Tepanuu
PEKOMEHZ0OBAHO WCIIOJb30BaTh HA0ODP KJIUMHUKO-
J1abopaTOPHBIX U PEHTTEHOJIOTUYECKUX TAHHBIX, a
TaKyKe UX 3HaAUeHUud, olpenesdamoIlnue 3pPeKTus-
HOCTBH ITpoBoauMO# Tepanuu [14] (Taba. 5);

7. Ilpu Koppekiuu n03bI Oypocymada peKo-
MEHIYEeTCS CTPEeMUTHCSA K [JOCTUIKEHUIO HUKHeN
TPaHUIIBI HOPMBI YPOBHA (pocopa B KPOBU C yue-
TOM IT0JIa M Bo3pacrta mamuenTa [10];

8. Ilpu HemoCcTHM)KeHHHM IIAIIMEHTOM HA MaK-
CUMAaJIbHOW pacueTHOUW mo3e Oypocymaba 2 Mr/Kr
(Ho He Oosee 90 Mr) HMIKHEN TPAHUIILI HOPMBI
(dochopa KpoBU A KOHKPETHOTO II0JIa X BO3pac-
Ta BBIBOJ 00 3(hPEeKTUBHOCTHU JIEUEHUSI HeoOXOIMMO
JIeJaTh Ha OCHOBAHUU COBOKYITHOCTHY CJIEAYIOIITAX
MaHHBIX: YJy4YIlleHre OOINEero COCTOAHUA IalmueHTa
(yBesnmueHue (U3WUECKON aKTHUBHOCTU, CHUKEHUE
BBIPAYKEHHOCTU 00JII1), IIOBLIIIeHE YPOBHS (ocdo-




Tabauua 4

CBoaHbie TaHHBIE, MCIIOJB3YIOIINECd IJS OLeHKH COCTOSHUSA MAIUEHTOB IeTCKOro Bozpacra ¢ X-I'®P,
MOJIyYalomux Tepanuio 6ypocymadom (amantupoBano us3 Haffner D. et al. [3])

O6caemoBanue

0—18 ger

YacToTa BU3UTOB MAIMEHTA K CICIHATIUCTY
0 MECTY JKUTEeJIbCTBA

1-2 pasa B mecdIl (0 HOCTUIKEHUSA ONTUMAJIbHOMN
03Bl mpemapara), gajee 1 pas B 1-2 mecsra

Poct

o mocTmikeHUsI KOHEYHOTO POCTA:
1 pas B 6 mecseB (Ho He peke 1 pasa B 12 mec.)

Bec

1 pas B 3—6 mecsIieB

OKpY’KHOCTH I'0JIOBBI U (hopMa uepena

1 pa3 B 12 mecsanes (0—5er)

OreHKa TAMKeCTH paxura 1o miaise RSS

He pexxe 1 pas B 12 mecanes
(Ipu OTKPBITHIX 30HAX POCTA)

YpoBeHb (ocdopa B CHIBOPOTKE KPOBU (HATOIIAK),
MMOJb/JI

1 pas B 14—-28 gueit (B mepuoj moadopa ONTUMAILHOM
Io3bl), najee 1 pa3 B 2—3 MecsdAlla UJIU TOCJIE
KOPPEeKIINM M03bI IIpemapara

AxrtusHocTh III® B chIBOpOTKE KpoBU, Em/i

1 pas B 3 mecAna

VYposeus IITT' B cbIBOPOTKE KpPOBU, IIT/MJI

1 pas B 3—6 mecsAres

YpoBeHb KpeaTHHUHA B CHIBOPOTKE KPOBU, MKMOJb/JI

1 pas B 3—6 mecsIieB

YpoBeHB 00IIIETr0 KaJbIUs B CHIBOPOTKE KPOBU,
MMOJb/JI

1 pas B 3—6 mecsres

Vposeus 25(0OH)D B CHIBOPOTKE KPOBU

1 pas B 6—12 mecsies

MakcumyM KaHaJbIleBO# peabcopbiiuu (ochaTos
K CK® (MKP®/CK® unmu TmP/GFR)

1 pas B 3—6 MmecsaneB

CooTHoOIIIEHNE KaJIbINi/KPEeaTUHUH
B Pas30BOM MOPIUYM MOUK

1 pas B 3—6 mecAnen

CkesieTHO-MbINTeuHass Gyuriuda, 6MWT

1 pa3 B 12 mecsanes (mocJse 5 jet)

Opromnenuuyeckoe obcIeoBaHNe

1 pa3 B roi mpu HAJIUYUU 3HAYUTEIHHOMN
nedopmanuyu HOT

KouTposb B (hefepajbHOM IEHTPE

1 pas B 12 mecsies

RSS — Rickets Severity Score — mkana ouenku tsisxectu paxura; IIID — menounas pocdarasa; IITT — maparropmon; 25(0H)D —
25-runpoxcuraibiudepos; MEP®/CK® — oTHOIeHNMEe MaKCUMaJIbHOU KaHAJBIEBOM peabcopOiuuu (ocdaToB K CKOPOCTU KJIyOOU-

KoBoil punbrpanun; 6MWT — TecTt 6-MUHYTHOI XOABOBI.

pa B CBIBOPOTKE KPOBU B CPaBHEHUU C UCXOIHBIM
3HAUEHWEM, CHIKeHUe WV HOPMAJIU3AIUA YPOBHSA
miesouHoi gocharasel (IIIP) B KpoBU, CHUKEHUE
BBIPDAXEHHOCTH PAXUTHUUYECKUX U3MeHeHU IIpu
OIleHKe ¢ mcmoJib3oBaHueM IIIKaIbl TIKeCTH paxu-
ta (Rickets Severity Score, RSS) [14] (Taba. 5);

9. Hapsany ¢ ypoBHeM Gocdopa KPOBU OTHUM
W3 BaJKHEUINNX KPUTEPUeB, Ha OCHOBAHUU KOTO-
POT0 BO3MOXKHO CZIeJIaTh BBIBOJ 00 3()(HeKTUBHOCTHU
JIeUeHUs, ABJAETCA OIeHKA PEHTTEeHOJOTMYECKUX
OpoABJEHUN paxmuTa ¢ ucmnosibzopanueM IIIxamsr
rasxectu paxura (Rickets Severity Score, RSS) B
Tepuo i pocTa maiuenTa (40 3aKPBITUSA 30H POCTa),
B CBA3W C UeM TpeOyeTcs IIpOBeleHNe O0ydYeHUs
IaHHO MeTOoAWKe U ee IMHUPOKOe BHeApeHUWe B
IPaKTUKY AeTCKUX Bpauei [15-17];

10. YuuTsiBasg Ba’KHOCTb IOJYUYEHUS DKCIIEPT-
HOM OIIEHKUW COCTOSHUSA IallUeHTa, TeUueHus 3a00-
JeBaHUs, OIEeHKU 3(PpPeKTUBHOCTH U 6€30IIaCHOCTH
POBOAMMOII Tepanuu, PEKOMEHIOBAHO He pelKe,
yem 1 pa3 B 12 mecsAreB IpoBOAUTL oOcaeTO0BaHUE
nanmueHToB ¢ X-I'OP B (QenmepanbHBIX MeIUIIUH-
CKUX YUPEKIEHUAX, 00JaJaf0ITNX OOJBIITUM OIIBI-
TOM BeJeHUA ﬂaHHOfI TPYIIIBI IIAIITME€HTOB.

3akaouyeHue

IKCIepThl CHeJaJi BBIBOL O HEOOXOIMMOCTH
IIPOBEJEeHNsI CHCTEMHOro o00pasoBaHWsI Bpauel,

NPUHUMAIOIINUX yYacThe B HAOJIONeHUU IalueH-
T0B ¢ X-I'©P, a mmenHno mnpoexeHme Illxon mo
TOBBIMIIEHUIO0 OCBEJOMJIEHHOCTH O 3a00JeBaHUU U
nH(GOPMHUPOBATH JeYallnx Bpauell o Ioaxodax K
MOHUTODPUHTY 3(D(EeKTUBHOCTU IIPOBOAUMOI Tepa-
nouu, B T.4. Ipu nmomornu IIKaibl TAXKECTH paxura
(Rickets Severity Score, RSS) [15—-1T7].

VYuureiBagd MYJbTUAUCIUILINHAPHBIN ITOAXO
B BeJleHUU manueHToB ¢ X-I'OP, mexayHapoaHbIN
ONBIT ¥ TOABUBIIYIOCA BO3MOYKHOCTH IIPUMEHE-
HUS TIaTOTeHeTHWUYecKou Tepanuu B P® [2, 3, 14,
18, 19], skcmepThl PEKOMEHIOBAJIW BHIPAOOTATH
eIUHBIA AJTOPUTM JUATHOCTUKU W JIEUEHUS MaIH-
eHTOB ¢ X-I'®P B BuIe co3maHUs HAITMOHAJIBHBIX
KJIMHUYECKUX PpPEKOMEHJaIluil/PyKOBOACTBA IO
BeIeHUIO IannueHToB ¢ X-I'PP.

C 1mesbi0 OIEHKM PACIPOCTPaHEHHOCTH 3abo-
JIeBaHUA, CO3JaHUA MOJIHOTO IIOPTPETA ITalleHTa C
NaHHOU IIaTOJIOTHMEN W MaJbHEHWIIIero MOHUTOPUHTA
3G GEeKTUBHOCTY U 0€30TaCHOCTU PA3JIUUYHBIX CXEM
Tepanuu, a TaKyKe MJIA OIeHKHW COIMaJIbHO-3KO-
HOMUYECKUX 3aTpaT, TpebyeTcsa cO3qaHME HAIIHO-
HaJIbHOTO peecTpa marnueHToB ¢ X-I'OP.

Bxnad aemopos: 6ce asmopuvl 6 pa6HOU CMeENneHU 6HeCLU
c60il 6KLA0 6 PYKONUCb, DACCMOMPeNU ee OKOHUAMEeNbHbLil
eapuanm u 0anu cozaacue Ha NYOLUKAYUIN.

<Duuaucuposanue: 8ce asmopbvl 3aA8UlU 00 omcymcmsuu
@unancosoit noddeprru npu nodzomosxe aAHHOU PYKONUCU.




Tabruua 5

Kpurepuu ouenku 3¢ deKTUBHOCTH NMaTOT€HeTHYECKOH Tepanuu 0ypocymadom npu X-I'®OP

ITapameTpst

Kpurepmuii ahdpexTuBHOCTH

JacToTa OlEHKH KommenTapuit

HOpPMBI A Bospacta [10]
®ochop B ceiBopoTke |IIpu HemocTUIKeHUHM HA J03€

KPOBH HATOIIAK,

HocTu:xkeHre HUKHEH TPaHUIIbI

oypocymaba 2 mr/Kr (Ho He OoJiee

IIpy MHUIMATIUY TEPATUN WU
KOPPEKIINHU [03bI Ipernapara
CJIeZIOBATh YaCTOTEe OLEHKN

1 pas B 3 mec.
p ¢docdopa B CEIBOPOTKE KPOBU

HaTOIaK, Ex/n

MMOJIb/JT 90 mr) Kkpurepuem 3OHEKTUBHOCTU COTYIACHO MHOTPYEIEY 0
OyaeT MOBBINIEHWE YPOBHA (pocdhopa
OPUMEHEHUIO IIpernapar
Ha 30% oT mcxogHoro sHauvenus [14] PUMEHEHNIO IpeniapaTa
VYposens 1P

B npepenax pedepeHCHBIX 3HAUEHUH

1 pas B 3 mec.

Maxkcumym
KaHaJIbIIeBOI
peabcopbiuu docdaros | >0,84 mmousn/a [14]
K CK® (MKP®/CKD
i TmP/GFR)

OLeHUTH KPpUTEPUH

10 MHULAALAN TePAIINn
6ypocymabom

B cinyuae, eciu manueHTy
ObLIM HAa3HAYEHBI IIpPerapaThl
docdopa, omeaurs MKP®/CK®D
uepes 7 AHeI IOCJe UX OTMEHBI
W 00 MHUIIHAIIUY TePalnu
6ypocymabom

1 pas
B 3—6 mec.

CkopocTthb pocra,
cM/Tof,

YBesnuueHVe B CpPAaBHEHUU
C TIPEABIAYIUM 3HaAUECHUEM

1 pa3 B 12 mec.

Ol1eHKA TAMKECTHU
paxuTa mo mkajiae RSS

CHu)xkeHre mokKasaTeys Ha 1 0aja

Heobxoxnmumo npoBoguTh
CpaBHEHUE C IIoKasaTeseM

1 pas B 12 mec.| RSS Ha MomeHT cTapra Tepanun
OypocymaboM MJau

C IPeABIAYIUM 3HAYEHUEM

RSS — Rickets Severity Score — mikasa ouenku tamxectu paxura; I[P — menounas docharaza; MKPD/CKD — oTHOIIEHNE MaK-
CUMAaJbHOI KaHAJIbIeBOI peabcopbiium ¢ocdaToB K CKOPOCTH KJIYOOUKOBOI (DUIBTPAIIUU.

Kongnruxm unmepecos: 6ce asmopul 3aa6uny 06 omeym-
cmeuu KOHKYPUPYou,ux uHmepecos.

IIpumeuwanue uzdamensa: OOO «Ileduampusn» ocmaemcs
HelUmpanbHblM 6 OMHOWEHUU OPUCOUKYUOHHBLX NpemeH3ull
Ha OnyOAUKOBAHHbLE MAMEPUALb. U UHCMUMYYUOHALbHLLY
npuradnexcHocmeil.
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VII HAYYHO-TTPAKTUYECKAA
KOHOEPEHL WA
CMEXAYHAPOOAHbBIM YYACTUEM
«MEPBUYHbBIE UMMYHOLEDULINTDI:
OT HAY KV [k nPAKTMKE OT HAYKU K NPAKTUKE»

MecTo npoBeaeHuA:
r. MockBa yn. Camopbl Mawena g 1, Ha nnowagke Orby
«HMUL, AFrOUN um. Amutpuna Porauesa» MuHsgpasa Poccun

B xopne koHdepeHUmmn 6yayT OCBeLLeHbl BONPOChI ANArHOCTUKM U NeYeHNsA NepBUYHbBIX
nMmmyHopeduunTos (ML) n ayToBoCcnanuTenbHbix 3ab0neBaHNiA y feTel U B3POCblX,
BKJ/1I0HAA BONPOCHI PAaCLUMPEHHOIO HEOHATaNbHbIV CKpUHWHTa Ha ML, TpaHcnnaHTauum
remaTono3TUYECKMX CTBOJIOBbIX KNETOK U TapreTHOMN Tepanui.

Pap AoKnagoB 6yaeT NocBsALeH HeMHPEKLNOHHbBIM NposasneHnam MU, akTyanbHbIM

ANA Pa3NNYHbIX MEAVLMHCKMX CrieunanbHOCTen. B gaHHOM KoHdpepeHLmn ocoboe mecto
6yneT oTBeAieHO JoKNaZlaM, MOCBALLEHHbBIM JOCTVMKEHUSAM TEOPETUYECKON MMMYHONOMN
1 NepPCNeKTUBaM VX MPUMEHEHNSA B KITMHNYECKOWN NPAKTUKeE.

Moppo6Hyto nHpopmaymio No Bonpocam yyactus

B KOoHpepeHUUn MoXKHO NonyumnTb 3aecb:

Ccbinka Ha peructpauuio: https://fnkc.online/register/102
OneKkTpoHHbIN agpec: pidmeeting2023@gmail.com

KaHnan B Tenerpam: https://t.me/pidrussia
Cant HASIMAA: https://naepid.ru
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INMAEA

MMeEKpOIMYC

ELI-2023-0570 28.11.2023
Jlnua, NpescTaBneHHble Ha GOTo, He ABNROTCA NaUMeHTaMu UV Bpadamu.
1. VIHCTpYKLMA NO MeANLIHCKOMY NPpUMeHeHnto npenapata angen, PY N N014689/01.

000 «Mawnax ®apma» (rpynna komnaHui Viatris) VHCTPYKLMA 1O
125315, . MockBa, JleHUHrpagckuin np-T, 4. 72, kopn. 4, MeAVLIMHCKOMY MPUMEHEHIO
3T. 2, L, «AnkoH». Ten.: + 7 (495) 130-05-50. NekapcTBeHHOro npenapaTa
dakc: +7 (495) 130-05-51. E-mail: ru.info@viatris.com Snnaen M N014689/01
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750 000 HENNOBEK B MUPE

CTPAAAROT OT NNAC,

N90% N3 HNX HE 3HAKOT ABB
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O CBOEM ANATHOS3E' T ——

OOO «ABB-TecT», 143026, Mockearr,
CKonKoBO VIHHOBaLMOHHOrO LieHTpa Tep,
Hob6ens yn., som N2 7, atax 2 Yactb
Momewy. 51

. oot S . ) Generium
1. Abolhassani H., Azizi H. et al. (2020) Global systematic review of primary immunodeficiency registries. Expert Review
of Clinical Immunology. 16:7, 717-732. (A6onxaccatu X., Asuzu X. u ap. (2020) I106anbHbiit cMcTeMaTUYeCKni 0630p .
PerucTpoB NepBUYHOro MMMYHOAePULMTA. DKCnepT PeBbio o KanHukan MMmyHonoaxw. 16: 7, 717-732.) Mo B[P [EHIEETER o6pau4a1'bca.
Ten.: +7 (49243) 72-5-20,

+7 (49243) 72-5-14

PY P3H N2 2021/15873 ot 29.11.2021. e-mail: generium@generium.ru

NMHO®OPMALWMA MPEAHA3SHAYEHA 1A CNELUNATMCTOB 34PABOOXPAHEHINA
HEOBXOANMO O3HAKOMUTbLCA C MHCTPYKUMEWM MO MPUMEHEHNIO



TM re pa3a® Generium

Pharmaceutical

HopHasa anbda

CBo6oaa abixaHus!

® CHUXAET BS3KOCTb LI
MOKPOTB!! . ¥

® YNYYLWAET QYHKLNHO
BHELLHEIO AbIXAHWS #°

® CHWXAET PUCK
BO3HWUKHOBEHUS
WHOEKLLW BEPXHUX
ObIXATE/bHbIX MYTEI 23

Kpatkaa MHCTPYKUMA N0 MeaMUMHCKOMY NPUMEHEHWI0 IeKapcTBEHHOro npenapata Turepasa®
PeructpauvonHblit Homep: J11-005537. MexnyHapoaHoe HenaTeHTOBaHHOE Ha3BaHWe: [0pHasa anb(ha. JlekapcTBeHHaa hopma: pacTeop [NA MHranAUMi.

dapmakoTepaneBTU4eCKan rpynna: otxapkusaiolee mykonutuyeckoe cpenctso. Kom ATX: R0SCB13. Mokasanua K mpumenenunio: Cumntomarnyeckan Tepanua B O e ) Generium
KOMGVMHALMM CO CTAHAAPTHOI TEpanvieil MyKOBICLIMA03a Y NALMEHTOB CO 3HaueHMeM (hOPCUPOBAHHOM XU3HEHHOI emKkocTi nerkix (PXKES) He Meree 40 % OT HOPMbI C LiENbio X crocosoM

ynydwerna oyHkun nerkvx. MpoTuBonoKka3aHua: MoBbIEHHaA YyBCTBITENbHOCTb K [EMCTBYIOLIEMY BEIECTBY npenapata wnu ero KOMNoHeHTaM. C 0CTOPOXHOCTbH: A

bepemeHHoCTb, nepuof rpyaHoro Bekapmaveanua. e fo 5 ner. Cnoco6 npuMeHeHnA 1 A03bl: PacTBop B amnynax NpefHasHayeH TonbKo ANA Pa3oBOr0 UHrANALMORHOrO A

npumeerya. Mpenapar Turepasa® Henb3aa PasBoayTb UMM CMEWVBATb C APYTUMY NPenapatamit Ui pacTBopamin B EMKOCTH HeGynaiisepa. CMewMBaHye npenapara ¢ apyrimm > e Tmrepa3a®
JIEKAPCTBEHHbIMI CPEACTBAMI MOXET NPUBECTH K HEXENATENbHbIM CTPYKTYPHBIM /MM (yHKUVOHaNbHbIM U3MEHEHAM npenapara Turepasa® uiu apyroro KOMMOHEHTa CMeCH. - 00
2,5 Mr 1opHasbl anba (CooTBETCTBYET cogepxumomy 1 amnynsi — 2,5 Mn HepassenerHoro pacteopa, 2500 ELl) oouH pa3 B CyTku, MHranALMORHO, 663 pa3BefeHua, C NOMOLLbI ===/ . .
[xer-HeGynaitepa. M1pasuna npoBefieHnA UHranALm: npenapar Turepasa® MOXHO BBOAUTb C NOMOLLBIO [DKET-HEOYNalisepa ¢ KOMMPECCOPOM MHOrOpPa3oBoro UCnoNb30BaHuA, A 2

KDOME YbTDasByKOBbIX, IOCKOMbKY OHY MOYT MHaKTMBDOBATb AEHCTBYIOLLIEE BELIECTBO NPenapara unu He 06ecneunTb HeOOXOMMOIA CTeneHw pacnsinenya xuakoctu. MoGouHoe oo ccronanAvianaLn
neiicTBue: HexenarenbHble PeakLi Npy fIeYeruy JOpHasoit ansta BO3HUKaIOT peako (<1/1000), B BONbWKHCTBE Cy4aes CnaBo BbIDXEHbI, HOCAT NPEXORALIIA XapakTep 1 He y

TPeByoT KoppeKLMM [03bl. HapyWweHIA CO CTOPOHbI OpraHa 3PeHiA; KOHbIORKTUBHT. HapyleHUA CO CTOPOHbI [bIXaTeNbHOM CUCTEMbI, OPraHOB rPYAHOM KNETKK W CPEROCTEHNA: e 4 Bl o epR 0Z S
W3MEHEHIE ronoca, OnblLKa, DAPUHTHT, NAPUHTT, PUHUT (BCE HEMHCDEKUMOHHOR NPUPOLbI), MHCDEKLMM [bIXaTeNbHbIX NyTeV, B TOM YKCne BbI3BaHHbIe Pseudomonas, yBenuyenme

6POHXMANBHOTO Cekpeta. HapyweHna co CTOPOHbI XeNy04HO-KWLIEYHOT0 TPaKTa: aucrenca. HapyweHIA co CTOPOHbI KOXW 1 MOKKOXKHbIX TKaHEH: Cbinb, kpanusHuLa. O6wme T D R CTEPUNbHO
paccTpoiicTsa: 60Mb B rpyaM (NeBpanbHas/HexapaMoreHHaa), NPEKCUA, ronoBHaA 60nb. BUAHME Ha Pe3ynbTaTbl NaBOPATOPHbIX 1 MHCTPYMEHTANbHbIX UCCNER0BAHII: CHIKEHME e

nokasarenei thyHKUMM [bIXaHIA. TTALMEHTBI, Y KOTOPbIX BOSHUKAIOT HEXENaTeNbHble ABNEHVA, COBMARAtLLME C CUMITOMAMM MYKOBICLIATIO33, MOTYT, Kak NPasuio, NPOROMKaTb -
npUMeHeHVe 10pHasbl anbea. H Hble ABNEHVA, Np K NONHOMY NPEKPALLIEHVI0 NEYeRA AOPHA30i anbha, HABNIORANKCh Y 04eHb HEBOMILOTO YCNA NALMEHTOB,

a 4acToTa npepbIBaHINA Tepaniy Obina CXORHOI C HasHaueHnem nnauebo (2%) 1 nopHasbl anbda (3%). PopMbI BbINYCKA: N0 2,5 Mr/2,5 M1 pacTBOpa ANA UHranaLmii B aMnynax
NONUMEPHbIX, U3rOTOBMEHHbIX METOOM TEPMUYECKOH 3KCTPY3WK. 6 aMnyn NOMMMEDHbIX — B CBETO3ALNTHOM NaKETe 13 KOMOUHIPOBAHHOT0 MaTepuana. CPOK ropHoCTH: 2 rofia.
He 1cnonb308aTb N0 UCTEYEHI CPOKA FONHOCTH, YKa3aHHOT0 Ha yriakoBke. YCNOBUA OTNYCKA U3 anTeK: no peLenty.

1. Shak S, Capon DJ, Hellmiss R et al. Recombinant human DNase | reduces the viscosity of cystic fibrosis sputum. Proceedings of the National Academy of Science — USA 1990;
87: 9188-9192. (Tpysl HauvoHanbHoV akapemuv Hayk CLUA 1990; 87:9188-9122) 2. J.M. Quan et al. Journal of pediatrics. 2001; 139:813-820. (XKypHan neavarpuy, 2001;
139:813-820). 3. Avenura EJ1. w gp. SchchekTvBHOCTb W Be30macHoCTb GMOAHANOMM4YHOMO MexapcTBeHHOro npenapara Turepasa® (nopHasa anbcha) Mpu ANUTENbHON
CUMNTOMATU4ECKOIA Tepanin NaUVIEHTOB C MyKOBUCLMAO30M: Pe3ynbTaTbl KMHU4ECKoro uccnenosatu Il dasbl //Mynsmoronorua. — 2020, — T. 29. — N°. 6. — C. 695-706.

WHthopmauua npenKasaiena AnA CNeUanncTos 3APaBooXpaHeHus.
Mepen HasHaYeHneM 03HAKOMbTECH C NONHOA WHCTPYKUME N0 MEANLMHCKOMY NPUMEHEHNIO NEeKapcTBEHHOro npenapara.

AQ «lerepuym»; 123112, . Mockea, yn. Tectosckas, 10; Ten.: +7(495) 988-47-94; www.generium.ru
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Peknama

*To cpaBHeHUIO C ApyruMu nepopanbHbiMi dpopMamn 2. VIHCTPYKLMA N0 MEAULMHCKOMY NMPUMEHEHUIO
**No cpaBHeHMIO € NepopanbHbIMU CYCMNEH3NAMU AmokcuumnnuH+KnaBynaHosas Kucnota Jkcnpece.

1. 3bipsanos C.K., baitbynatosa E.A. «/lcnonb3osanune 3. IHCTpYKLMA N0 MEANLMHCKOMY NPUMEHEHUIO

HOBbIX JIEKAPCTBEHHbIX (DOPM aHTUOMOTUKOB KakK NyTb AMOKCULMNNNH JKCMpEcC.

NOBbILLIEHNS dPPEKTUBHOCTI 11 6E30NACHOCTU MHopmaLmsa npeaHa3HaqeHa ans CneunanucToB

aHTUGaKTepuanbHOW Tepannu». 3[1paB0O0OXPAHEHUS.
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"VIHCTPYKLMS N0 MeAMLIMHCKOMY NPUMEHEHNI0 npenapata MinkamunoH

2[TpuMeHeHMe METabONN4ECKINX NPENapaToB B NIEYEHUM AeTel C rnepakTMBHBLIM MO4eBbIM Ny3bipem, U1.C. benoycosa, B.C. Cyxopykos, Bonpocsl coBpemeHHoii neguatpun, 2005 r.; 4 (6)
SBnusiHMe NPOM3BOAHbIX HEPOMEeAMATOPHbIX AaMUHOKMCIOT Ha YPOANHAMIYECKMe NoKa3aTenu AeTeil ¢ HeidporeHHoi auccyHkumel moyesoro ny3eips, 0.1. Macnosa, C.A. bopucosa, C.B.
AptioxuHa, C.H. 3opkuH, Jevawnit Bpad, Ne01, 2011 1.

4Pe3ynbTaTbl NPUMEHEHNs MNKaMINIOHA B TEPaNnn HeaepxaHus moyu y aeted, [1.B. Mapywkun, B.J. Metpos, A.B.ManasH. Matepuanbi Poccuiickoii KoHthepeHummn «MinkamunoH — B ne4e6Ho
npakTuke». M., 1994 r.

Ho4Hoe HefiepXkaHne Moy y aetet, A.B. ManasH, [. B. MapywukuH, y4. nocobue, r. Bonrorpag, 1996 r.

SPaccTpoicTBa MoYencnyckanus y aetei, B.M. TpOLLIKMH, T. M. Papaesa, C.A. KypKMHa, y4. noco6ue, r.HmxHni Hosropog, 2000 r.
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*He pekoMeHJyeTcs MpUMeHeHWe AN OpOLLEHNs ropa feTaM 4o 3 NeT BBUAY PUCKA PasBUTIS PEaKTUBHOMO MapuHrocnasma.
1. MutpacentuH-MPO — nepBblii U eOMHCTBEHHbIN Npenapar Ha OCHOBE GEH3UNAUMMETUN-MUPUCTONNAMUHO NPONUNAMMOHUS B
thopme aspo3ons (no paHHbiM [PJIC Ha 26.04.2023 r. Pexum poctyna: https:/gris.rosminzdrav.ru). 2. VHCTpykums no
MeauumnHckomy npumeHedunto Mutpacentun-MfPO. 3. Ali Osmanov, Zara Faroog, Malcolm D Richardson, David W Denning, The
antiseptic Miramistin: a review of its comparative in vitro and clinical activity, FEMS Microbiology Reviews, Volume 44, Issue 4, July
2020, Pages 399-417. 4. TocynapcTBeHHag ®apmakones Poccuniickoin doeaepauun XIV usg. 0PC.1.4.1.0002.15 Aapo3onu u cnpey.

[IeKyTCA MpOTHBONOKa3aHHA. [18DRD MDMNEHEHHEN HEOBXOZMNO O3HAKOMTBA C UHGTYKLIEH
[IKopMauns npeaKasHaiea Ana CnBLMATHCTOB 3ADaBooXpaHeHNS
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