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~ OpraHu3auus 34paBOOXPAHEHWs, TUTMEHa W ANUAEMUONOrUs |

T J

'N. E.TYPbAHOBA, 'E. A. TONAKOBA, *A. A. ULLEHKO, 'M. B. BENEBLIEB, 'B. B. TYTAYEBA,
'E.A. CKOMOBEL, '10. C. XAPAHKOBA, 20. U. NYTAY, ’B. U. NEBEQb, '0. B. ANEMHUKOBA

KNMUHUYECKAA SNUOEMUONOIrnAa U MONEKYNAPHASA TEHEANIOINA
BPOXAOEHHOIO AHFTMOHEBPOTUYECKOIO OTEKA

'PHIL peTtckoi oHkonoruu, rematonoruum u uMmyHonoruu, Muxck, benapyce,
2POO0 «Momolib NauMeHTam ¢ HacneACTBEHHbIM aHrMooTekom», MuHck, Benapyce,
*General Medicine Department, ASST-Fatebenefratelli-Sacco, MunaH, Utanus

Uene uccnedoesarus. [Mposecmu KNUHUKO-3nudemMuonozuyeckull U MONeKynspHo-eeHeanoauyeckull aHanus Hacneo-
CMBEeHHO20 aHaMHe3a nauueHmos ¢ 8POXOEHHbLIM aHa2uoHespomuyeckum omekom (BAO).

Mamepuan u memodsl. poaHanusupoeaHsbl daHHbie 50 nayueHmos PHIIL demckol oHkonoauu, 2emamonozuu
u ummyHonoauu, us Hux 7 (14%) umenu mun Il BAO u 43 (86%) — mun |.

Pesynsmamesil. MeduaHa sospacma nayueHmos, kozda npossunuce nepesie cuMnmomsl 3abonesaHus, cocmasuna
12 nem; so3pacma, kozda 6bin nocmasneH duazHoz — 32,5, meduaHa omcpoyku nocmaHoeku duasHosa — 17,5 eoda.
lMpu amom y 6 nayueHmoe duazHo3 BAO 6bin nocmasneH ewe Ha «documMnmomHol» cmaduu Ha OCHOBaHUU 8biserneH-

HoU Mymauyuu, xapakmepHol ons ux cemed.

3aknoveHue. 3asucuMbIX Koppenayul mexdy murnoM mMymauyuu U cmeneHbilo msxecmu nposeneHus 3aboneeaHus,
a makxe Mexdy npoAsneHUeM nepsbix CUMMNMOMO8 U munomM Mmymauyuu He obHapyxeHo. HacnedcmeeHHas chopma
3abonesaHus evisigneHa y 42 (84%) nayuenmos, ymo noomeepxdaem HeobxodUMOCMbL MPosedeHUsi MONeKynApHo-

2eHemuyeckozo obcnedoeaHusa nayueHmos.

Knioyesble croga: HacnedcmeeHHbIld aHeuoHeepomuyeckul omek, decpuyum C1-uHzubumopa, aHauoHeepomu-

YecKkul omex.

Objective. To make a clinic-epidemiological and molecular-genealogic analysis of the hereditary anamnesis of patients

suffering from hereditary angioedema (HAE).

Materials and methods. The records of fifty patients of the RSPC for Childish Oncology, Hematology, and Immunology
including those of seven (14%) children with HAE type Il and 43 (86%) subjects with HAE type | were analyzed.

Results. The median of the patients’ age when the first disease symptoms were observed was 12 yrs; of the disease
diagnosing — 32.5 yrs the diagnosis being 17.5 yrs late. At the same time, HAE had been diagnosed at the asymptomatic
stage at six patients basing on the mutation characteristic for their families.

Conclusion. No correlation was found between the C1 inhibitor function level and the severity score or the age at first
attack. Moreover, there was no correlation between the different types of mutations and the clinical phenotype. Among the
identified patients, the mutation hereditary type was detected in 42 (84%) patients confirming the significance for carrying

out molecular genetic analyzes.

Key words: hereditary angioedema, C1 inhibitor deficiency, C1 inhibitor dysfunction, angioedema.

HEALTHCARE. 2020; 1: 18—23.

CLINICAL EPIDEMIOLOGY AND MOLECULAR GENEALOGY OF HEREDITARY ANGIOEDEMA
l. E. Guriyanova, E. A. Polyakova, A. A. Ishchenko, M. V. Belevtsev, V. V. Pugacheva, E. Ya. Skopovets, Yu. S. Zharankova,

0. l. Pugach, V. |. Lebed, O. V. Aleinikova

AHITMOHEBPOTHUYECKUI OTEK ABMSETCA pe3ynbratom
MHOECTBa NaTohu3MoNorMyecknx NpoLEeccoB, NPUBOAS-
LLMX K KpaTKOBPEMEHHOMY, NOKannsoBaHHOMY Habyxa-
HWIO MNOAKOXKHOTO CNOS UMW NOACNU3UCTOrO CNOS AblXa-
TeNbHbLIX NYTEN UMK XKenyaoYHO-KMLeYHoro TpakTa [1].

BpoxaeHHbIi aHrnoHeBpoTuyeckuii otek (BAO) npea-
ctasnseT cobon peakoe ayTOCOMHO-AOMUHaHTHOE 3a60-
neBaHue, B OCHOBE KOTOPOrO Yalle BCero nNexuT myTa-
uus B reHe SERPING1, kogupytowiem C1-uHruburtop [2].
Paanu4yatot 3 TMna BAO. Tun | xapakTtepuayeTcs Konu-
yecTBeHHbIM AediumTtom C1-INH (=85%), Tun Il — dyHk-
uuoHaneHbIM (=15%). C 2000 r. 6eina BuigeneHa HoBas
dopma BAO ¢ HopmankHbiM ypoeHem C1-INH, koTopas

UMEEeT CXOAHbIN KnuHu4Yeckuin heHoTun ¢ BAO ¢ myTta-
umen B reHe SERPING1 (C1-INH-HAE), — BAO Ttun Il
(<1%) (puc. 1) [3].

YactoTa BctpedaemocTtu Tunoe | u |l BAO oueHuea-
etcsa 1 cnyyai Ha 10 000—50 000 HaceneHus cooTeeT-
cTBeHHO. Tun |l BCTpeyaeTca kparHe pefKo: No cocTos-
Huo Ha 2018 r. Bo Bcem Mupe onucaHo Bcero 208 ce-
Mel ¢ AaHHbIM TUMoM [4].

BAO — ato peakoe 3abonepaHue u cepbesHas npo-
6nema kak ans obLiecTBa B UENOM, Tak U ANs NauveH-
TOB W YNEHOB WX ceMeii. MNaToduranonoriyeckas ocHoBa
BAO — 370 npexae Bcero cocygucTtas peaxkums Ha vpes-
MEepPHbIA MECTHbI CUHTE3 BpaaukuHuHa [5].
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KonwdecTtBeHHoe
CHuxeHne C1-
wHrubuTopa. Tun |

Hedwmuyut C1-
WHrMBuTOpa

Y

DyHKUMOHaNBHOE
cHkeHue C1-
uHrubutopa. Tun |l
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»| C1-uHrMbutop B
Hopme. Tun 1l ANGPT1-BAO
PLG-BAO
h 4

C HEW3BECTHON
aTUoNorMen.
BAO-HEW3BECTHBLIN

Puc. 1. Cxema pasgeneHusi BpOXAeHHOro
aHMMOHEBPOTUYECKOrO OTeKa Nno Tunam

BAO moxeT pa3BUTbCH BHE3AMHO U NPOSABUTLCSH
B nobom Bospacte. ¥ GonblUMHCTBA NaLWeHTOB OebioT
3abonesaHus Tunoe | u Il Bo3HUKaeT B Bo3pacte 4—
11 ner, Tuna lll — B Bo3pacTte nocne 20 net. K ero paa-
BUTWIO MOTYT NPUBECTM NCUXO3MOLMOHANbLHbIW CTpecc,
XUpypruyeckue BMeLlaTenbCcTsa (B TOM YUCNe CTOMAaTo-
noruyeckue MaHunynauum), ynotpebneHne HeKoTopbix
NMPOAYKTOB NUTaHWA, TDaBMbI, CAaBNUBaHWE KOHEYHOC-
Tew, puanyeckoe HanpshxeHue, 6epeMeHHOCTb, MeHCT-
pyauusi, Nnpyem NekapcTBeHHbLIX NPenapaTos onpeaeneH-
HbIX TPYNN (MHTMBUTOPBI aHMIMOTEH3UHNPEBPALLALLEro
hepmeHTa (MAT®);, aHTaroHUCTbHl pPeuUenTopoB
aHruoteHsuHa lI; ubynpocpeH; npenaparol, cogepxaliue
3CTPOreHHbIe ropMOHbI U Ap. ) [6], HO BONBLUMHCTBO NpK-
CTYNOB BO3HUKAIOT CMNOHTaHHO. OTeKU XKenyao4HO-KULLIEY-
HOro TpakTa 4acTo UMUTUPYIOT OCTPbLIA anneHguuuT
W Apyrue BapuaHTbl OCTPbIX COCTOAHUIA BPHOLWHON nono-
CTW, 4TO NPUBOANT K HEOBOCHOBAHHbLIM U 4aCcTO NOBTOP-
HbIM onepaTuBHbIM BMeLLaTenbcTeaMm. [Npy abaoMuHank-
HbiX OTEKax BO3MOXHO Hanu4ue ConyTCTBYHOLLUX CUMM-
TOMOB: B3YTWE XWUBOTA, CNa3Mbl B XXMBOTE, TOLLHOTA,
pBOTa, Avapes, 3agepxkka moyun. OTeku CrnmancToi rop-
TaHW, Hoca, A3blka NOTeHUMansHo ONacHbl ANA XU3HK
BCNeACcTBue TOro, YTO MOXET pa3euTbes acdukeus. [MNpea-
BECTHUKaMM OTEKOB HEpPeaKo ABNSKTCA 3aTpyaHEeHHoe
rmoTaHue, OCUNMNoCTb ronoca, rHycaBoCTb, OXPUNIOCTb,
BecnokoicTBo, ogbiwka [7].

AHIMOHEBPOTUYECKUIA OTEK HAcTO UMEET aCCUMETPUY-
HYI0 bopMy W pasHylo nokanuaauuo. Annepruyeckas
Cblifb OTCYTCTBYET, XOTA ¥ 25% NauMeHTOB MOXET npu-
CYTCTBOBaTh KpanueHuLa 6e3 xapakrepHoro Ans annep-
rMYecKnX peakuui syga. PopMupyrHTCs OTEKM JOCTaTOu-
HO MeaneHHo (B Te4yeHue 12—36 4) M ucyesaloT B TeYe-
Hue 2—5 cyT, abaoMuHanbHbLIe OTEKU — B TeYeHue 12—

24 y. KnuHuyeckve NposiBNEHUs CUINbHO PasnuM4aiTcs:
OT NpaKTU4yeckn 6eCCUMNTOMHOro TeYeHus 3abonesaHus
[0 atak, YrpoXaroLLMX XKU3HN.

MNpu anarHoctuke BAO 04eHb BaXHO NPUMEHATE K-
HUKO-reHeanornvyeckuin Mmetod. [lns nonyyeHus ceene-
HWIn 0 3aboneBaHusix npobaHga U ero PoaCTBEHHWUKOB
NPUMEHSIOT ONPOC, aHKETUPOBaHWE, KNMHUYecKoe obene-
AoBaHWe, AaHHble UCTOPUK BoNesHW unvu amBynaTopHbIX
kapT. C6op uHbopmaLum Bkno4aeT ceegeqns o 3—4 no-
KoneHusix ogHon cembu. CHavana cobupatot uHdopma-
uuto o 3abonesanuu y npobanaa, NPoBOAAT ero KNUHU-
yeckoe v nabopatopHoe obcnegosaxue. Ha ocHoBaHuu
BbISIBMEHHOW MyTauuK y nauueHTa obcneaytot apyrux 6nu-
XKaWnlwmnx poACTBEHHUKOB: ero poauTenen, poaHbix 6pa-
TbeB W cecTep, AeTeil. Npu BbIABNEHUW MyTaLuu
Y OHOro U3 poavTenein nccneayoT POACTBEHHYH NU-
HWIO 3TOro poauTens. MNMpu BoIABNEHUW MyTaumMK y poa-
CTBEHHWKa NPOBEPAIOT HAaNUYKMe MyTaLum y BCEX ero no-
TOMKOB, Aaxe y AeTel 63 NpU3HaKkoB KNMHUYECKon Ma-
HudecTaunm 3abonesaHus.

Ha ocHoBaHuun npukasa MuHucTepcTea 3paBooxpa-
HeHus Pecnybnukn Benapyck ot 28.12.2009 Ne 1201
«O coBepLUEHCTBOBAHUN OPraHn3aLmm MeauLMHCKON no-
MOLLX AETAM C NEPBUYHBIMUA BPOXAEHHBIMU UMMYHOAE-
hrumtamu» Ha 6ase PHIL geTckoi oHkonoruy, remaro-
Norvv 1 UMMYHOMOTMW HAYarnu OKasbIBaTb AWArHOCTUYEC-
Kyto nomoulpb nauuerHtam ¢ BAO. K 2014 r,, korga BCTy-
nun B cuny npukasz MuHWcTepcTBa 3A4paBoOXpaHeHus
Pecny6nuku benapyck ot 15.04.2014 Ne 394 «O cosep-
LUEHCTBOBaGHUM OWArHOCTUKU U NevyeHus nauueHTos
C NepBUYHLIM MMMYHOAEMULUTOM Y B3POCTbIX», B PEIUCT-
pe 6bIno 3acpukenpoBaHo 3 nauueHTa ¢ reHeTUYECKH Nnoa-
TBEPXAEHHbIM AnarHo3om BAO. Takum ob6pazom cdop-
MUpoBanach 3akoHogatenbHasn 6a3a o bonee yrnybneH-
HOW AWarHOCTUMKE MauMEHTOB C NPEANONOXUTENbHbIM
puardosom BAO. Beinu BHegpeHbl HOBbIE MOMNEKyNApHO-
Bronormyeckme METOALI, PACLUMPUIICS NepeYeHs Nnokasa-
HWi1 AN nccneposaHus. OrpoMHYH NOMOLLL MO BbISBNE-
Huto nauuneHTos ¢ BAO B Benapycwu okaasisaeT Pecny6-
nukaHckoe oblecTeeHHoe o6beguHeHne «MomMoLLb na-
LUVeHTam C HacneACTBeHHbIM aHrMOOTEKOMY, KOTOpoe
dyHKunonuposano ¢ 2010 r. B pamkax POQ «Cnacem
UMMYHUTET», U B 2017 1. BbIN0 3aperMcTpUpoBaHo Kak oT-
peneHas obuwecteeHHas oprannzauma. C 2018 r. ana am-
ardoctuku BAO Hamu 66110 BHepEeHO BbICOKONPOU3BO-
putensHoe cekseHupoBaHue (NGS) amnnukoHOB reHa
SERPING1. lNpumMmeHeHUe BbICOKONPOU3BOAUTENLHOIO
CEeKBEHUPOBaHUA AN reHeTu4eckon amardoctuku BAO
nomorno 6onee TO4HO U BLICTPO NPOAHaNM3MPOBAaTL BECh
reH SERPING1, a Takke 3HauMTeNbHO COKPaTUTh pacxo-
[bl [N BLINOMHEHWUS MONEKYNAPHO-TEHETUYECKOrO UCCne-
poBaHus. B peaynbsrarte npoBeneHHo paboTkl B HaUMo-
HanbHOM perucTpe yxxe sapeructpuposaHo 50 nauneHTos
13 21 HepoACTBEHHOW CEMbM C FrEHETUYECKW NOATBEPXK-
AeHHeim BAO (puc. 2).

Lienb — npoBecTu KNUHUKO-3MUMAEMUONOMMYECKMIA 1 MO-
nNeKynsapHo-reHeanorn4eckuii aHanua naumenTos ¢ BAO.
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Puc. 2. KonnyecTeo NnauMeHToB C BbIABNEHHbLIM
BPOXAEHHLIM @HMMOHEBPOTUYECKMM OTEKOM

Matepuwan n meTtoabl

Mo pe3ynsTataMm MMMYHONOTMHYECKOW U MONeKynap-
HO-reEHETUYECKOW AUArHOCTUKKU B UCCNEdoBaHWe BKIMO-
yeHo 50 naumeHToB (32 (64,0%) xeHckoro u 18 (36,0%)
MY>KCKOro nona) ua 21 HepoACTBEHHON CEMbU, KOTOPbLIM
Ha OCHOBaHWUW BbISBIIEHHOIO rEHETUYECKOro HapyLeHWs
1 KITMHWUYECKOI KapTUHbI 0TeKkoB Bbin NoCTaBneH AuarHo3
BAO. U3 Hux 12 (24,0%) nauneHToB Bbinn B BO3pacTe
no 18 net u 38 (76,0%) nauneHToB — B BospacTte 18 net
nctapwe. Y 7 (14,0%) naunueHToB 13 3 HEPOACTBEHHbIX
ceMell BbiABMEeHbl MUCCEHC-MyTauuu, npusogsallne
k dhopmuposanumio Tuna Il BAO. OcTanbHble BoiSBNeHHbIe
MyTauum npusoaunu k opmuposaruio tuna | BAO
(tabn. 1). MyTauwm de novo 6binv BoisiBneHbt y 8 (16,0%)
NaUneHTOB, TO 8CTb UX CEMelHbIA aHamHe3 He Bbin oTs-
rOLeH.

Mo MecTy NpOXMBaHWS NaUUeHTLI pacnpeaenunuce
cneayowmmM o6pasom: us MpoaHeHckon u MuHckomn o6-
nactet — no 13 nauveHToB, U3 Momenbckon — 8,
BuTebckoit — 5, Morunesckon — 4, Bpectckoit — 7.

leHeTUYecKoe HapyLleHre onpegensany nyTem npo-
BEEHUA KanunnspHOro ceKkBeHMpoBaHWsA Ha reHeTu4e-
ckom ananuaatope ABI 3130 (Hitachi). C 2018 r. ans re-
HeTuyeckoi auarHocTukn BAO BHegpeHO BbICOKOMNPOU3-
BoauTensHoe cekeeHuposaHue (NGS) amnnukoHoB reHa
SERPING1 Ha reHeTudeckom aHanusatope MiSeq
(lllumina). Y Bcex nauueHToB W/unn ux ouunanbHbIX
onekyHoB 6bIr1o nony4YeHo MHPOpMUPOBaHHOE cornacke.
CraTtuctuueckyto 06paboTky AaHHbIX BeIMOMHANM NO Crie-
AyIOLLMM NapameTpam: non (MAK); Bo3pacT (Bo3pacT npo-
SABMEHUs NepBbIX CUMNTOMOB, BO3PacT Ha MOMEHT No-
CTaHOBKM AMarHo3a, 0TCpoYKa B NOCTaHOBKE AuarHosa);
NPWYKMHBI aTak (CTpecc, TpaBma, MHMEeKUUs, MeavkameH-
TO3HbIE NpenaparTskl, HEU3BECTHO); OLIEHKY TSXXECTU aTak

onpeaensany no kputepusm BYGUM [8]. laHHble Gpanu
W3 aHKeT, 3anofnHeHHbIX nauveHTamu. Npu sanonHeHun
aHKeTbl OnpalLvBaeMbIM Pa3peLLani 0TMeyaTh HECKOMBKO
BapWaHTOB OTBETOB Ha O[IMH BOMPOC.

[1ns onpenenexus 3aBUCKMOCTH MEXIY TUMOM MyTa-
LMK U TSHKECTHIO MPOTEKaHWA aTtak MCnornb30Bani Kpute-
pui Kpackena — Yonnuca (K — W). 3a H, npuHsanu ru-
foTe3y 0 TOM, YTO CTENEHb TSHXKECTU NPOTEeKaHWA aTak
6yeT pasanuuaTtbcs B 3aBUCUMOCTY OT TUNa MyTauuu.

PesynbTarsbl npeacTasnanu B suge Tabnuu u pucyH-
KOB, BbINOMHEHHBIX B nporpammax Word u PowerPoint.
[lns ycTaHoBMEHUS 3aBUCHMOCTN MEXIY TUNOM MyTaLum
W TSHKECTLIO NMPOTEeKaHUs aTak MCrnonb3oBany onvcarerb-
HYI0 CTATUCTUKY C NOMoLLbIo naketa StatSoft 8.0.

PesynbTtaTtbli M obCcyxaneHue

[loMUHMpYtoLLEe KONUYECTBO NauWeHTOB BbIABNEHO
B MuHckoit, FpoaHeHckoi 1 lomenbsckoi obnactax, 3To
CBA3aHO B TOM 4WCne C TéM, YTO B AaHHbIX obnactax
hyHKLMOHMPYIOT CheLnani3vpoBaHHbie MeauLMHCKmue
yupexaenus (PHIL] geTckoi oHKonorum, remartonoruu
1 ummyHonoruu; PHIL paguaunoHHON MeMLUHbI 1 3KO-
noruv Yyenoseka) u POO «MomoLLb NauueHTam ¢ Hacnea-
CTBEHHbLIM aHMMOOTEKOMY.

CemeiiHas UCTOPUSA U KNWHWYeCcKue AaHHble NauveH-
TOB BbINKU CUCTEMATU3NPOBAHBI U CBeAeHb! B Tabn. 2.

Kak BugHo u3 1abn. 2, B cembe Ne 1 xapaktepHas
cemeiHaa Mytauua 6bina BeiAeneHa y 7 nauneHTos,
B cembsix Ne 2 u 4 — no 5 nauuenTos; B cembsax Ne 5
123 —no 3 naumeHTa; B cembax Ne 7, 12,13, 22 —no
2 naumeHTa; B cembe Ne 9 — y 1 nauuneHTa; B CeMbe
Ne 10 — y 5 naumeHToB; B ceMbsax Ne 3, 6, 8, 11, 14,
15, 16, 17, 18 — no 1 naumeHTy; B cembe Ne 19 —
y 4 naumeHToB. [Ins 8 cemeit MyTauus 6bina BoisiBneHa
kaK de novo, N03TOMY CeMeliHbIii aHamHe3 eLle He Bbin
oTaroweH. B ocTaBlwmxca ABYX CEMbsX C Npeacras-
MEHHLIM B HUX TONLKO OAHUM NaUWEeHTOM CeMenHbIA
aHamHes3 npucyTCcTBOBan, Ho B cembe Ne 9 mama nauu-
eHTa ymepna ot oteka roptanu B 2009 ., B cembe Ne 16
ceMerHan UCTopusa TaKkke npucyTcTeyeT ewle y 12 na-
UMEHTOB, BOCEMb U3 KOTOPLIX YMEPIN OT OTeka elle Ao
noctaHosku avarHosa. OctanbHble 4 nauueHTa oTkasa-
NUChb NPUHUMATL y4acTue B uccnenosaHuu. B kauectse
[oKa3aTenbCTBa TOro, kak BaXXHO NPUMEHATL KINMHUKO-
reHeanorm4yeckuin MeToq B AUarHOCTUKE BPOXKAEHHbLIX
3abonesaHuid, NPOAEMOHCTPUPYEM POAOCNOBHYH Ce-
mbu Ne 1 (puc. 3).

Tabnuya 1
Hemorpaduyeckasn xapakTepucTuka nauveHtos c BAO
[NokaszaTtens Tun | Tun |l Bcero
Konu4ectso nayneHToB 43 (86%) 7 (14%) 50 (100%)
CooTHoLLEHWe Mo Nosy (My)YUHbI/KEHLLIMHBI) 15/28 3/4 18/32
MeawaHa nonHbIX net 31 39 33,5
MegaumaHa Bo3pacta Ha MOMEHT NOCTaHOBKW AWarHosa, net 28 39 32,5
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Tabnuua 2

BoapacT Ha MOMEHT Ortek OleHka OTcpouka
MHM/MHC* | Mon TSOKECTH B NOCTaHoOBKe
NPOBEAEHUA | NMOCTAHOBKM | NEPBbIX | KOMXHbIX BHYTPEHHWX MAFIGaa
UCCneaoBaHusi| auarHosa atak | nokposoe | °PT@M | opranos | (BYGUM) A el
001/1 M 9 7 1 na na HeT 6 6
002/1 M 16 7 4 na na na 8 3
003/2 pS 22 14 14 na HeT HeT 2 0
004/3 M 8 2 Sgﬁo HocumMmnTomHO
005/4 M 25 20 1 na na HeT 7 19
006/5 M 35 34 3 aa na na 9 31
007/6 K 18 13 1 aoa na aa 9 12
008/1 M 40 35 <1 na HeT na 7 34
| 009/9 M 62 57 <1 na na na ] 56
| 010/2 X 68 63 22 HeT HeT na 2 41
| 011/4 M 25 21 3 Aa aa na 9 18
012/4 x 51 46 3 aa HeT aa 7 43
| 013/4 H 46 41 17 na na na 10 24
| 014/7 K 31 27 18 aa HeT aa 5 9
015/1 x 4 1 Gzio [lOCMNTOMHO
016/8 H 20 16 15 aa na na 6 1
017/9 W 29 25 18 na HeT HEeT A 7
018/10 K 15 13 3 na na na 7 10
019/11 M 25 23 12 na na na 6 11
020/2 M 39 37 28 na HeT HeT 4 9
021/12** K 50 48 3 na na na 8 45
022/1 K 35 33 20 aa aa aa 5 13
023/12** K 30 28 12 na HeT na 6 16
024/7 K 58 56 43 na na HeT 4 13
025/2 P 61 59 22 HeT HeT na 2 37
026/2 M 14 12 6:;3 HocumnToMHO
027/13 K 35 33 20 na na na 6 13
028/14 M 14 12 12 oa HeT HeT 2 0
029/1 M 43 41 3 na na aa 9 38
030/10 M 15 13 8 noa HeT na 3 5
031/10 X 35 33 23 HeT HeT na 6 10
032/10 K 55 53 14 oa oa aa 7 39
033/10 K 45 43 18 na HEeT aa 5 25
034/13 K 65 63 31 na HeT HeT 3 32
035/15 K 26 24 17 na na na 9 7
036/5 W 5 4 He JocmnToMHO
Bbino
| 037/5 M 59 59 20 aa aa na 6 39
| o384 | % 2 1 g [locHMITOMHO
BbIno
039/16 K 25 24 4 na HEeT na 4 20
040/17 HK 32 32 15 aa HEeT na 6 17
041/18 K 60 59 5 aa aa HEeT 5 54
042/19 K 61 60 10 aa HeT HEeT 4 50
043/19 H 10 10 9 aa HeT HeT 2 1
044/19 M 17 16 6::ﬁ0 OocumnTomMHO
045/19 K 39 39 10 aa HeT aa 5 29
048/22** K 65 65 10 aa na na 8 55
| 049/22* M 55 55 17 aa HeT na 7 38
| 050/23** K 39 39 13 aa na na 9 26
! 051/23** M 38 38 14 na HeT aa 4 24
| 052/23** M 21 21 9 aa HeT na 7 12

“TMHM — nopagkoBbIi Homep nauneHTa; NMHC — NopRAKOBLI HOMEP CEMBM.
** MaumenTsl ¢ TMNOM || BAO.
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- Co cnoBe poACTBEHHMKOB OTEKM
NpUCYTCTEOBAaNW

Puc. 3. PogocnoeHan cembn Ne 1

BaHo noctaBuTh nauneHtam ¢ BAO ToyHbIA aunar-
HO3 KaK MOXHO paHblue. PUck cMepTu BCneacTeue yay-
LUbA BO BpeMs OTeka B 0brnacTv roptaHu y HeguarHocTu-
poBaHHbIX NaLueHToB MoxeT cocTaenaTe 30—40% [9].
Cpeauv poACTBEHHWKOB HaLLWX NALMEHTOB HACYUTLIBAET-
cA 13 Yenosek, CMepTb KOTOPLIX HACTYNWNa B pesyrnsTa-
T€ aHM’MOHEBPOTUYECKOMO OTEKA 40 NOCTaHOBKM Bpa4yamu
npaBuIbHOTO AvarHosa. B Hawew BbIGopke CMepTHOCTL
OT OTeKa roptaHu coctasuna 26%.

Kak BuaHo 13 Tabn. 2, Bo3pacT naumMeHToB npu npo-
SIBMEHUN NEPBLIX CUMNTOMOB Bapbuposan oT 9 mec Ao
43 net (MegmaHa cocTaBuna 12 net), BO3pacT nauneH-
TOB Ha MOMEHT NOCTaHOBKW AnarHo3a Haxogurica B gua-
nasoHe ot 1 roga go 65 net (MeguaHa cocrasuna
32,5 net). OTCpoYka NOCTAHOBKU AWarHo3a oT MOMeHTa
BO3HUMKHOBEHUA Nepebix 0TeKoB coctasuna ot 11 mec o
55 net (MegnaHa — 17,5 nert). lWectn nauveHTam aunar-
Ho3 BAO 6bin nocTaeneH ewe Ao NOABMAEHUS NepBbIX
CUMMTOMOB.

AHanu3 aHKeTHbIX AaHHbIX NauveHTos ¢ BAO B oTHO-
LeHUN nokanusauuu OTEKOB Nokasasn cneayrllee:
94% nauueHTOB OTMEYanu OTeK KOXHbIX NOKPOBOB; 44% —
oTek ropTaHu; 78% — OTeK BHYTPEHHWX OpraHoB.

B KayecTBe npeaBeCcTHUKOB OTEKOB WM COMYTCTBYHO-
LLIMX peaKkLUun opraHuamMa Ha oTeku onpalvBaemMble yKa-
3bIBanu TOLLHOTY, PBOTY, CHWXEHWE apTepuansHoro Aae-
NeHus, B3gyTue XMBOTA, CrnasMbl B XUBOTE, AWEPEHD,
ofuiee yxyalleHne camo4yBCTBUSA, 0BMOpoYHOEe Unu
npegobmMopoyHoe cocTosiHue. CTpecce Kak Npu4YmnHy artak
Bbibpanu 26,4% nauveHToB, Tpaemy — 32,5%, uHek-
umio — 15,4%, MeaukameHTo3Hble Npenapatel — 33,2%,
npu4nHa HemaeectHa — 68%.

MyTaLMOHHBII CKPUHWUHT KOAUPYtoLLei obnacTu reHa
SERPING1 v npuneratoLmx kK HAM cnnaiic-caiTos, no
pesynsTaTtam KOTOpOoro nauueHTam 6bin BeICTaBneH au-
arHo3 BAO, ebiasun 20 pasnuyHbix myTauuid. Mo Tuny
MyTauuu pacnpegenunuce cregyowmm obpazom: 17

(34,0%) nedekToB B cnnaic-cantax, 20 (40,0%) muc-
ceHc-myTauumin, 8 (16,0%) HeBonbLuKnx aeneumin, npueo-
OALWX K CABUIY paMku cHuTbiBanuA, 3 (6,0%) kpynHble
Aeneunn, 2 (4,0%) HOHCEHC myTaumu.

MockonbKy Npu pacyeTe HenapameTpUYecKoro Kpu-
Tepus Kpackena — Yonnuca ypoBeHb 3Ha4MMOoCTH p co-
ctaeun 0,5153 (n=44), TO0 eCTb ypOBEHb 3HAYUMOCTH
p<0,05 He pocTUrHyT, TO H; MOXHO OTKNOHUTL. Takum
obpasom, 3aBMCMMON KOpPENALMU MeXay TUMom MyTa-
LUK U CTEMNEHbIO TAXECTU NpoABneHnsa 3abonesaHns He
BbisiBneHo. OueHKa CTeneHn TAXeCTV BapbmupoBana oT 2
po 10 6annos, meguaHa coctasuna 6 6annos. Kpome
TOro, He BbIABNEHO 3Ha4YMMOI Koppenaunn Mexay Haya-
NOM NepBLIX CUMNTOMOB U TUNOM MyTauuu (koaduum-
eHT Cnupmena: —0,080 npu p<0,05), Bo3pacT Hayana
nposieneHus 3abonesaHna BapbMpoBar AakKe CPem Ure-
HOB OJHOWM CEMbLMU.

Mony4eHHble pe3ynbTaTthl Nokasanu, 4To Gonbluoe
pasHoobpasue MyTauunin MoXeT NPUBECTU K KNUHUYEeC-
koMy nposieneHuio BAO. 3To noatesepxaaeT runortesy
O TOM, YTO KITMHUYECKan TAKECTb 3abonesaHna He CBA-
3aHa CTporo ¢ TUMNOM MyTaLuK, a CKopee BCero 3aBucuT
OT ApYrux He onpeaeneHHbIX Ha AaHHbI MOMEHT chak-
TOPOB, YTO COOTBETCTBYET paHee onybnmMKoBaHHbLIM AaH-
HbiMm [10—12].

BeiBoAbl

1. B peaynsrate npoBeaeHHOro KNMHUKo-3anuaemm-
OITOTMYECKOro U MONEKYNAPHO-TeHeanoruyeckoro aHa-
nusa ansa 50 naumneHTos (7 (14,0%) nauUeHToB C TUNOM
[l BAO, 43 (86,0%) nauuneHTa c Tunom | BAQ), BeisiBne-
HO, 4YTO MeAnaHa Bo3pacTa, Korga NposBUNUCEL Nepeble
CUMMNTOMBI, cocTaBuna 12 nert, korga 6bin nocTasneH
avarHos — 32,5; meguaHa OTCPOYKM NOCTaHOBKK guar-
Ho3a cocTtaeuna 17,5 roga. MNpw atom ans 6 naumeHToB
Ha OCHOBaHWU BbISBNEHHOW MyTaLMK, XapakTepHoi ans
MX CeMbW, NOCTaBMEH AuarHo3 «HacnefcTBEeHHbIN
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aHrMOHEBPOTUYECKUIA OTEK» eLlle A0 NOSBNEHUS CUMN-
TOoMOB 3a60neBaHus.

2. C TOYKM 3peHns NoKanu3saunm OTEKOB NaLUeHThI
pacnpegenunuck cnegyowum obpasom: 94% ykasanu
OTEK KOXHbIX NMOKPOBOB, 44% — oTek ropTanu, 78% —
OTEK BHYTPEHHMX OPraHoB.

3. CteneHb TAXECTU OTEKOB BapbyMpoBanachk oT 2 Ao
10 Bannos. 3aBUCMMOW KOppensauumM Mexay TUNnom my-
Tauuuy 1 CTEMNEHLI TAHKECTU NposBNeHusa 3abonesanus,
a TalKe 3HaYMMON KOppPensAuMn Mexay Hadanom nep-
BbIX CUMNTOMOB U TUNOM MYTaLWK HE BbISIBMNEHO.

4. HacnepfcTBeHHbIA TUN MyTauuM oBHapyxeH y 42
(84,0%) naumeHToB u3 50, 4To NnoaTBepKaaeT Heobxo-
AUMOCTb MOSMEKYNSAPHO-reHeTUYecKkoro obcnegoBanHus.

Paboma ebironHeHa npu ¢puHaHcosol noddepx ke
Benopycckozo pecnybnukaHckoao ¢hoHOa ¢hyHOameH-
marneHbIx uccnedogarull (zpaHm Ne M18M-004 om
30 mas 2018 2.).
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