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BBEJAEHUE
3710Ka4eCTBEHHBIMU 3a00JIEBAaHUSAMU KPOBU C TEPBUYHBIM MMOPAKEHHUEM B

KOCTHOM MO3Te, SBISIOTCA 3a00JICBaHMSAMHU JJII HaWOOJBIIETO YycIlexa Tepamuu
KOTOPBIX BAXKHOE 3HAYEHHE UMEET PAHHSS TUATHOCTUKA. DTO CBA3aHO C TEM, YTO YEM
0oJiee aKKyMYJIMPYETCsl OIyXOJIEBBIM CyOCcTpat 3a00sieBaHus, TEM 00JIee TPOUCXOIUT
YITHETEHUE HOPMAJIBHOTO KPOBETBOPEHUA 34 CYET €CTECTBEHHOIO MaTOreHe3a
3a00J1€BaHMs, YTO MIPUBOJUT K PA3BUTHIO OCIOKHEHUH 3a001€BaHMs U YCYTyOJICHUIO
TEUECHUS COIYTCTBYIONIEH MMATOJIOTUHU MMAIlMCHTA.

HN3MmeHeHus B o01IeM aHaJIn3e KpPOBH, crienupuIHbIC JUTST
OHKOTEMATOJOTHYCCKUX 3a00eBaHUN, a WMEHHO HEOOBSICHUMOE JPyTUMH
MAaTOJIOTUYECKUMHM COCTOSIHUSIMM  YTHETEHHE HOPMAJIBHOTO KPOBETBOPECHUS, W
BO3MOXXHO, HaJIMuyuMe HU30BITOYHOTO OIYXOJIEBOTO CyOCTpara Mpe/ICTaBICHHOTO
IOHBIMH ~ KJICTKaMH, TMPEIIISCTBEHHUKAMHU TeMOIlod3a, IPpH OCTPhIX (opmax
3a00IeBaHUs, WIIH 3PEIBIMH KJICTOYHBIMH AJIEMEHTAMHU MPU XPOHUYECKUX (PopMax,
MO3BOJIAT Bpauyy JHOOON CHEeIHATbHOCTH 3aroJI03pUTh 3a00jeBaHUE KpPOBH U
CBOECBPEMEHHO HAIPABUTh NAIMEHTA HA KOHCYJBTAIMIO K Bpady - F€MaToJIOry .

B mnepmoii T1iaBe y4eOHO-METOIWYECKOrO TOCOOMS YJIeICHO BHUMAaHHE
o01ieMy aHain3y KpOBH B HOpME, TaK Kak 0e€3 3HaHUS HOPMBI HEBO3MOXKHO
MMOHMMATh TIaTOJOTHYECKHE OTKIOHEHMs. Bropas riaBa BKiIO4aeT B ceOs
ompeieNIeHUEe, KIaCCU(PUKAIIMIO U TUATHOCTUYECKUN allTOPUTM M €ro 3HA4YCHUe, IS
CJICIYIOIIUX HO30JIOTUM - OCTPBIN JIEHKO3, XPOHUYECKUN MHUETIOJIEUKO3, XPOHUUECCKUHI
auMdorneiiko3. TpeTbsd TIJaBa COACPKUT KIMHUYECKUE MPUMEPHI W3 JIMUHOU
BpaueOHOM MPaKTHKU Bpaya - TeMaToJIora.

[lonnmanne HO30J0THYEeCKOH (Qopmbl  3a00J7€BaHUS W HMHTEPHIpPETAIUSI
JMArHOCTUYECKOTO aJIrOpUTMa NPU OCTPHIX M XPOHUYECKUX 3JI0KaUYE€CTBEHHBIX
3a00/I€BaHUSAX KPOBH, YPE3BBIYAMHO BaXKHBI JUIsI Bpada JI0OOOW CIIEHATLHOCTH,
IIOTOMY YTO HWMEHHO C JXaJI00, OOBEKTHMBHOIO OCMOTpa W HM3MEHEHUH B 0O0IIeM
AHAIN3€ KPOBM  HAYMHAETCS  JTMATHOCTUYECKHMHA  TOUCK  3JIOKAYECTBEHHBIX
3aboneBaHuil  KpoBU. IlogkperyieHne  TEOpeTHYECKOW  YacTH  MaTepuasia
KIMHUYECKUMH 3aJlayaMd M3 KJIMHUYECKOM MPAKTUKU Bpaya - remarosiora JaéT
HanOojiee pa3Bep3HYTOE M pealbHOE IPEJCTABICHHE O TUIMYHBIX IPOSIBICHUIX
ONpeNeNEHHBIX 3a00JieBaHUM Il  CTYACHTOB, OOYYalOIIUXCS MEIUIIMHCKUM
CIICHMAJIBHOCTSIM.



IJIABA 1. OB KJIMHUYECKWA AHAJIN3 B HOPME

O0mumii (kuHuveckuii) anaaus kpoBu (OAK) — onun u3 Hanbojee 4acThIx

U TIPOBCPCHHLIX BPECMCHCM HCCHGI[OBaHI/Iﬁ, IMPOBOAUMBIX B TI'CMATOJIOTHYCCKUX

Ha60paTOpI/IHX. OI_[CHKa JaHHOIO MCTOJa HCCICIOBAHMA Haubojee dYacTo

IMPOBOAUTBHCA IEMATOJIOTUICCKUMHU aHAJIN3aTOPaAMMU. CYIHGCTByIOT Pa3JINYHBIC THUIIBLI

IeMaTOJIOTHYCCKUX aHaJIINn3aTOPOB. PaCCMOTpI/IM OCHOBHBIC THIIBI aBTOMATHYCCKHUX

reMaToJIOTHYCCKUX aHAJIN3aTOPOB M KPATKO OIIMIICM IIPUHIUIIBI UX pa6OTBIZ

1.

QBS (Quantitative Buffy Coat) — KoJuuecTBEHHBIN JIEMKOUUTAPHBIN
MOJICYET, METOJ IIO3BOJIACT KOJWYECTBEHHO OMPEICIATh COJICpKAHUE
JIEHKOIIMTOB, TPOMOOIIMTOB, T€MAaTOKPHUTAa M KOHIICHTPAIIMU IeMOIJIOOHNHA
C UCIOJIb30BaHUEM LIEHTPU(PYTHU U CTCKISHHOU TPYOKH.

DC (direct current- m3mMepeHue COMPOTUBIICHHUS ) — METO/ ITOJICYETA KIETOK
B HM30TOHMYECKOM pacTBOpE, UTO HCKIo4YaeT Jedopmarnuio U
HEMPaBWJIILHOE OIpPEACIICHHEe WX pa3Mepa, HCIOIb3YEeTCs PUHITUI
umnenancomeTpun (KympTepa) - OBICTPBIN MOACYET KJIECTOK KPOBHU ITyTEM
WU3MEPEHHSI SJIEKTPOIIPOBOTHOCTH X CYCIIEH3MH B TIPOBOIAIIECH YKUIKOCTH,
MIPOXOJIAIIEH Yepe3 OTBEPCTHE MAJIOTO TUaMeTpa.

3-diff amamm3aTopepl — O3TO aBTOMATHYECKHE T'e€MaTOJOTHYECKHE
aHanu3aropsel, onpeaesnstomue 10 20 mapaMeTpoB, BKIIIOYAs pacUETHBIC
MoKa3aTead  KpacHOM  KpOBH M TPOMOOILIMTOB,  THCTOTPaMMBbI
pacrpeieneHus JeUKOIIUTOB, SIPUTPOIIUTOB U TPOMOOIIUTOB 10 00BEMY, a
TaKKe 4acTHUHYI TU(hepeHIPOBKY JEUKOIIMTOB HA TPU MOMYJISIUU -
TUMGOITUTHI, MOHOITUTHI (CpeIHUE KIETKH) W TPaHyJOIUTHL [IpubGopbl
ATOM TPYIIIBI UCTOJB3YIOT IS MOJIcCYeTa KJICTOK TOJBKO HMMIIEIAaHCHBIN
METO/I, & TEMOIJIO0MH U3MEPSAIOT (POTOMETPUUECKUM METOIOM.

5-diff ananmuzaTopel — aHaIM3aTOPHI, KOTOPbHIE MO3BOJSIOT IMPOBOJUTH
Pa3BEpHYTHIM aHAIU3 KPOBU, B TOM YHCIIEC TMOJHYIO IuddepeHInpoBKY
JICHKOIIUTOB 10 5-TU MapaMeTpaM (HeHTpoPuiibl, 503UHOGUITBI, 0a30(PHIIHI,
TUMGOITUTEI U MOHOIMTHI), TOJIy4YaTh THCTOTPAMMBI pPACIpEICICHUS
JICHKOIUTOB, IPUTPOIIUTOB U TPOMOOITUTOB IO OOBEMY U CKATEPOTPAMMBI.
Hapsany ¢ merogom Kynbrepa, B JaHHOM aHaIW3aTOPE MCHOJB3YETCS
panuodactoTHbii aHam3 (RF — radio frequency)

5-diff+ u 6-diff ananuzatopel — aHaNMM3aTOPbHI, KOTOPBHIE HCHOIB3YIOT
dboToonTrdecKkuii MeToj (pEerucTparus CBETOPACCESHUS U TOTJIOIICHUS)



AJIEKTPUYECKOE TI0JIE€ 3aMEHEHO MCIOJIb30BaHUEM HCTOYHMKA CBETa (Yalle
BCEro Ja3zepHbIM). ONTHYECKHE AETEKTOPbl OCHOBAaHbI Ha MPOMYCKaHUU
CYCIICH3WH KJIETOK MO KammuIsipy udepe3 cHOKYCHpOBAHHBIA JIyd CBETA,
NOCTYNAIOIMK OT Jla3epa MM JiaMibl. HekoTopele HpPOHU3BOIUTENN
UCIOJB3YIOT (MIIFOOPECIIEHTHBIE KpPAaCUTENIH, YTO CBA3aHO C TEM, YTO
(II0OpPECIIEHTHOE M3ITyYeHHUE MPsIMO MPONOPLHOHATIBHO CIEHU(PUIECKUM
KJIETOYHBIM KOMIIOHEHTaM. M3ydeHue mnomsipuzanuu QuroopecleHlInu
MO3BOJIIET OXAPAaKTEPU30BaTh TAKOE Ba)XHOE OMOJIOIMYECKOE CBOMCTBO
KaK  BSI3KOCTb  WJIM  TEKy4eCTb MEMOpaH, KOTOpPOE€  OTpa)kaeT
(YHKIHOHATBHOE CBOWCTBO KIIETKH.

CryneHTy HEOOXOIMMO 3HaTh O0O3HAUCHMs TOKa3aTeseH, HCIOIb3yeMbIC B
COBPEMEHHBIX T'€MAaTOJOTUYECKUX AHAIU3aTOpax, U UX HOPMAaJbHbIC 3HAYCHHUS, IS
HWHTEpIIpETalNi U3MEHEHUN B 00IIeM KIIMHMYECKOM aHaJIUu3€ KPOBH.

B kimuHMYECKOM aHanu3e KpPOBH MPEACTABICHBI 3HAYECHUS HEKOTOPBIX
(hOpPMEHHBIX AJIIEMEHTOB TEPMHUHAIBHON TUHUN TU(PhEepEeHIIMPOBKH IeMOII0d3a, TAKUX
KaK DJPUTPOIUTHI, JEUKONMHUTH W TpombOonuThl. Jlms ymobcTtBa pacmudpoBKH
0003HaYeHUN, TPEACTABICHHBIX AaHAIM3AaTOPOM, pa3ACIMM  TPEJCTaBICHHBIC
MOKa3aTeid Ha OMpeAcI¢HHbIe (OPMEHHBIC 3JIEMECHTBHI WM IapaMeTPhl, KOTOPHIC
XapaKTepu3yrT ero, JUO0 KaKMMU KJIeTKaMW TPEJCTAaBICH JaHHBIA AJIEMEHT.
IIpencraBum nanuble B TaOmuie 1. HeobXxoauMo MOMHHTB, YTO HOpPMaJIbHbBIC
pedepeHcHbIC 3HAYECHHUS IIOKa3aTelie MOTYT BapbHpPOBAaTHCS B 3aBUCHMOCTH OT
MIPUMEHSEMOI0 aHAJIM3aTopa.

B TaGaune 1 npeacrapiieHpl MOKa3aTeM TeMaTOJIOTHYECKUX aHAIU3aTOPOB, UX
pacmmdpoBKa, XapaKTepUCTHKA, HOPMaIbHBbIC pedepeHCHBIC 3HAYCHHS W €IWHUIIBI
U3MEPEHUS, C YKa3aHUEM JIMTEPATYPHBIX UCTOYHUKOB.

Tabnuua 1
Tloxazamenu cemamonocuueckux anaiu3amopos, ux pacuupposxa,
Xapakmepucmukda, HoOpmMaibHvle peheperHcHble 3HAUeHUsL U eOUHUYbL UBMEDEHUSL

Toxazamens Xapaxmepucmuka Hopmanvusie pegpepenchvie
SHAYeHUs: U eOUHULbL
usMepeHus
OPHUTPOUNTHI, PETUKYJIOIMUTHI M MAPAMETPbl, XapaKTePU3YIOIIHe HX
RBC - red blood cell (kpacubie | KoimuecTBo 3puTPOIKUTOB B V myxuun 4,5 — 6,5 * 10'%/n
KJIETKH KPOBH), S)PUTPOLUMTBI | KPOBH, a0COIIOTHOE YHCIIO V xenmun 3,9 — 5,6 * 10'%/x
HGB — hemoglobin, remorno6un | Konnentpanus remornobuna B | Y myxuun 135 — 175 r/m**

KpOBHU wm 13,5—-17,5 r/nn *
V xenmmd 115 — 155 r/m **

wm 11,5 — 15,5 r/nn*




Tloxazamenws

Xapaxmepucmuka

Hopmanvusie peghepencroie
3Ha4eHUus U eOUHUYbL
usMepetusl

HCT — hematocrit, reMaTOKpUT

[IpouentHas nosst
SPUTPOLIUTOB B LIEIbHON KPOBU

VY myxuns 40 — 52 %**
V xenmud 36 — 48 %**

MCYV — mean corpuscular
volume, cpemuuii 06beM
IPUTPOIIHTA

XapaktepusyeTt cpeHuii o00beM
sputpouuta, popmyia pacyeTa
Ht, %*10/ RBC muH B 1 MM?

80-95 chor**

MCH — mean corpuscular XapakTepusyeT CKOJIbKO 24-34 nr*
hemoglobin, cpennee TeMOTJIOOMHA B CPETHEM
coJiep>KaHue TeMOrao0rHa B COJICP>KUTCS B OJTHOM
APUTPOLIUTE spuTponmte, popmyia pacuera
Hb, r/n/ RBC* 10 '?/n
[{BeToBOI MOKa3aTeNb — cpeiHee | XapaKTepU3yeT CKOJIbKO 0,86 — 1,05*
coJiep>KaHue TeMorao0rHa B reMoriioOnHa B CpeIHEM
sputponute. PacunteiBaercs COJICP)KUTCS B OJTHOM
MaTEeMaTHYECKUM ITyTEeM C spurpouute (kak 1 MCH),
pUMEHEHHEM (OPMYIIHIL. ¢dopmyna pacuera Hb*3/
nepsbie Tpu nudpsl RBC
MCHC — mean corpuscular Xapakrepusyer "miI0THOCTB" 30 — 38 r/pm*

hemoglobin concentration,
MOKa3aTelb HACHIIIEHUS
SPUTPOIIUTA TEMOTJIOOUHOM
(cpenHsisi KOHIIEHTpAIS
reMorjao0uHa B SPUTPOIIHUTE)

3aITOJTHCHUS SPUTPOIINATA
remMoriioonHomMm, (opmymna
pacuera Hb, r/n/ Ht, %

RDW = Red cell Distribution
Width, BapuabenbsHOCTH
APUTPOIMTOB 110 0OBEMY
(mmpuHa
APUTPOILUTOMETPHUECKON
KpuBoii), aBa Tuna RDW —CV u
RDW - SV

RDW —CV — otHOCUTENBHAA
IIMPUHA PACIIpeICTICHIS
SPUTPOLIUTOB MO 00BEMY,
K03 (HUIIMEHT BapuaIuy,
dbopmyina pacueta RDW-CV
(%) =SD/MCVx*100, rne SD-
CTaHJIapTHOE
CPEIHEKBAIPATHIHOE
OTKJIOHEHHE.

11,5-14,5 o /#***

RDW — SV — oTHOCHTEIbHAS
HIUPUHA pacIIpeACIICHHS
SPUTPOLIUTOB IO 00BEMY,
CTaHJapTHOE OTKJIOHCHHE,
PSIMOE U3MEPEHHUE ITUPHUHBI
APUTPOLUTAPHON TUCTOTPAMMBI
Ha ypoBHe 20% nuKa KpUBOH,
He 3aBucsiee or MCV

425 o *HE*

CHCM - corpuscular
hemoglobin concentration mean,
CpeaHss KOHIICHTPALUS
reMOrJIOOMHA B SPUTPOLIUTE

XapakTtepusyeT "III0THOCTD"
3aIOJTHEHHSI DPUTPOLIUTA
reéMOIJIOOMHOM, MOJTy4aeMblil
HETIOCPEJICTBEHHO MPSIMBIM
M3MEpEHHEM, a He PacyeToM I10
dbopmyne, kak MCHC

I/




Tloxazamenws

Xapaxmepucmuka

Hopmanvusie peghepencroie
3Ha4eHUus U eOUHUYbL
usmMepenus

Jpyrue spurponuTapHsie
MHJIEKCBI, II0JIy4aeMble MPSIMBIM
MU3MEPEHHUEM, a HE PAaCYeTOM II0
crienuanbHoM hopmyie

HDW — hemoglobin
distribution width, mupuna
pacripeiesieHus KIETOK I10
KOHIICHTPAILMU TeMOTIIO0NHA

%

CH - cellular hemoglobin
content, cogep;kaHue
reMOrI00MHa B 3pUTPOLIUTAX

IIr

HCDW - hemoglobin
concentration distribution width
IIMPUHA PACIIPEICTICHIS
KOHIICHTPAIUK TeMOTJI001HA B
IPUTPOIHUTAX

T/ 1

Hypo% - hypochromia

Omnpenenenue nporeHTa
TUIIOXPOMHBIX 3PUTPOLIUTOB

Menee 10 Yp****

NRBC — nucleated red blood KomnnyectBo HOpMOOIacTOB B OTcyTCTBYIOT
cells, HOpMoOIacThI KPOBH — SAPOCOICpKAIIIE

SPUTPOLHTHI
FRC fragmentredcells (RBC-F), | KomnuectBo OTCyTCTBYIOT

nojicyeT parMeHToB
SPUTPOLIUTOB

(parMeHTUPOBAHHBIX KIETOK
Pa3IMYHON BEIMYUHBI U (OPMBI
(IIM301TUTHI)

RET — pemukynoyumaot

[IpenmecTBeHHUKH
SPUTPOIUTOB, UMEIOIINE
CETYATYIO CTPYKTYpY U3-3a
octraToyHoro kojmdecrsa PHK

RET% 0,5 — 1,5%%***
RET# 0,02 - 0,11* 10% n

skokokok

IRF — immature reticulocyte
fraction, ¢pakumsi HE3PEIBIX
PETHKYJIOIIUTOB

OO0111e€e KOJIMYECTBO MOJIOJIBIX
PETHUKYJIOIIUTOB, C BELICOKUM H
cpenauMm conepxannem PHK,
OT OOIIEro KOJIUYECTBA
peTI/IKy.HOIII/ITOB

2-12%* %+

MRV — mean reticulocyte
volume, cpenuuii 00beM
PETHKYJIOIUTOB

XapaktepusyeTt cpeHuit o0beM
PETHUKYJIOLIMTOB

102,73 — 124,89 ¢por****

HLR — high light scatter
reticulocyte, KOIHUECTBO
PETHUKYIIOIUTOB C BEICOKHM
CBETOpacCEUBAHUEM

KonnyecTBO peTUKyI0UTOB €
BbICOKUM cojiepkannemM PHK

HLR% 0,07 — 0,71 %****
HLR# 0,003 — 0,050* 10°/ n

kokokok

RPI - reticulocyte proliferative
index- peTHKyIOIUTAPHBII
nposudepaTuBHBIN HHACKC

(PacuuteiBaetcs mo popmyne
Peruxynonutst (%)/Bpems
CO3PEBAHUS PETHKOJYI[ITOB
(mam)*I'emarokpur)/0.45

(0.6-3)***x%




Ilokazamens Xapaxmepucmuka Hopmanvusie peghepencroie
3Ha4eHUus U eOUHUYbL
usMepetusl
JleliKOIUTHI M KJIeTKH NMPEeACTABJIAIONINE UX KIeTKH

WBC - white blood cell (6esibie
KJIETKH KPOBH), JIeHKOUMTHI

KonnuecTBO 1€HKOIIUTOB B
KpOBH, a0COJIIOTHOE YUCIIO

V myxuun 3,7 — 9,5%10 %/ n*
V sxenmuH 3,9 — 11,1*%10°/
.]1*

NEUT — neutrophils,
HEUTPOPHUITBI

KomuuecTBo HelTpoduion B
KpOBH

40-70 %*
2,5-7,0% 10 u*

BAND - band cell (also called
band neutrophil, band form or
stab cell), manoukosaepHbIe
HeHTpoduIBI

KonnyecTBo nano4ykosaepHbIx
HEHUTpo(UIOB B KPOBU

0,00 - 0,50*10°/

SEG - segmented neutrophils, KomngectBo cermentosnepusix | 42 — 70 % *
CErMEHTOSIIEpHBIC HEUTPpOoUIIbI | HEHTPO(DHIIOB B KPOBH 2,5 -7,00%10°/ n*
EO — eosinophils, s03unodunsr | KonngectBo 303MHOGMIOB B 1 —5%*

KPOBH 0,04 — 0,44* 10°/ n*
BASO — basophils, 6azohuis KommaectBo 6a3o¢huios B 0-2%***

KPOBH 0,01 —0,1* 10°/ n*
GRAN - granulocytes, KonunuecTBo rpanynonuTos 41 - 77 %*

IrpaHyJIOOUTbI

(cymmapHo HEHTpoUIIHI,
503UHOQIITBI, 6230 WITBI) B
KpOBH

2,557, 54*%10° xn*

LYMPH - lymphocytes,
TUMQOIIUTHI

KomnyectBo num¢onuToB B
KpPOBH

20 —40 %*
1,5-4,0% 10/ *

MONO — monocytes, MOHOLIUTBI

KonuuecTBo MOHOLIMUTOB B
KpOBH

2-10%*
0,2 —0,8% 10/ m*

(DOpMBI KJICTOK, KOTOPLIC B
HOPMC OOJIKHBI OTCYTCTBOBATH B
O6H.I€M AHaJIN3€ KPOBU:

META — metamyelocytes,
METaMUETOIUTHI

MYELO — myelocytes,
MUEITOUTHI

PRO — prolymphocyte,
poIUMQPOLUT

BLASTS - 6nactel
OTHER — apyrue popmsr

OTtpunarenbHble, IPU
HaJIM4uu u3mepsiercs B % ot
001Iero yuca JeHKOLUTOB
WK B a0COJIFOTHBIX
3Ha4yeHusx #*10° n

JlonoIHUTENBHBIE TAPAMETPBI,
orpeieisieMbIe B
reMaToJI0rM4eCKUX
ananmu3aropax 5 diff+ u 6 diff,
METOAO0M IIPOTOYHOMI
LIUTOMETPHUH, TTO3BOJISIET IO
KOJIMYECTBY HYKJIEMHOBBIX
KHCIIOT CyJIUTh 00
MeTaboIMUeCKON aKTUBHOCTHU
KIJIETKU

rpaHyJIOLHTHI,

- NEUT-RI and NEUT-GI — reflect neutrophil
reactivity intensity and neutrophil granularity
intensity — cTaTyc aKTHBallMu HEUTPODUIIOB,;
- IG — immature granulocyte, He3pemble

- RE-LYMP, AS-LYMP - stands for reactive
lymphocytes and reflects all lymphocytes that X
have a higher fluorescence signal than the
normal lymphocyte population —
aKTHBHUPOBAHHBIC JIUM(OIMTHI M BCE
AKTHBHUPOBAHHBIC IUM(OIMTHI, KOTOPHIC UMEIOT
OoJiee BBICOKHIA CHTHAJ (DIIyOpECHeHIIUH, YeM
HOMYJISIIUSL HOPMAJIBHBIX JIMMQOIMTOB.

% ot
o01rero
qyucia
JIEUKOIINTOB
WJIA B
a0COJIFOTHBI

3HAYEHUSX
#*10%/ n




Tloxazamenws

Xapaxmepucmuka

Hopmanvusie peghepencroie
3Ha4eHUus U eOUHUYbL
usmMepenus

TpoMOouuTHI M MapaMeTPbl, XapaKTepu3yluue ux

PLT - platelet, TpomOounTHI

KonuuectBo TpoMOOLIUTOB B
KpOBH, a0COJIIOTHOE YUCIIO

150 — 450 *10%/ ***

PDW - platelet distribution width
- pacmpeziesieHne TpOMOOITUTOB
110 00BEMY

XapaKTepu3yeT
BapuabeIbHOCTh TPOMOOLIUTOB
1o 00BeEMY

10-15 sk

MPV — mean platelet volume,
cpenHuit 00bEM TpoMOOIIHTA

XapaKTepu3yeT CpeAHUN 00beM
TpoMOOLIHTa

7,4 — 10,4 .=+

LCR or L-PLT — platelet-large
cell ratio, KoaHUueCTBO OOIBIINX
TPOMOOLIUTOB

IIPOLIEHT 00beMa KPYITHBIX
TpomMbOonuToB (> 12 i) ot
BCETro 00beMa TPOMOOIIUTOB,
BEPOSITHO, SIBIISIOIINECS
MOJIOBIMU (hOpPMAMHU

% OT 00LLIEro ynucia
TPOMOOIIMTOB HIIH

a0COJIIOTHOE 3HAYEHUE
#*10% n

IPF — immature platelet fraction,
bpakius He3peIbIX
TPOMOOLIMTOB.

OnpeneneHne J0CTYITHO
(byopecieHTHBIMU
anmu3aropamu (5-diff+ u 6-diff)

OO0111€e€e KOIMYECTBO MOIOIBIX
TPOMOOIIMTOB, PACCYMTHIBACTCS
10 COOTHOIIEHHIO 00BEMA U
COZIEPIKAHHIO HYKIEHHOBBIX
KHCJIOT B KJII€TKaX, MCUYCHHBIX
[TOJIMMETHHOM.

% OT 00LLEero yucia
TPOMOOIIMTOB HIIH

a0COJIIOTHOE 3HAYEHUE
#*10% n

PCT (platelet crit) tpomOokpuT

OTpakaeT JI0JII0 TPOMOOIIMTOB B
o0mieM o0beMe KpoBU

0,15 mo 0,35%****

JloromHUTEIbHBIC
TPOMOOILIUTAPHBIC HHICKCHI
(oTMeuaeTcsi YyBCTBUTEIbHBIEC K
MIPEaHaTUTUUYECKOMY dTaIy)

MPC — mean platelet
component, CpeaHss
KOHIIEHTPAIMsI KOMIIOHCHTOB
TPOMOOIIMTOB

r/mn

MPM — mean platelet mass,
CpenHsis cyxas Macca
TPOMOOILIUTOB

IIr

PCDW — platelet concentration
distribution width. mmpuna
pacnpe/encHus TPOMOOLUTOB
IO KOHLIEHTPaLuu
KOMIIOHECHTOB

I/

PMDW - platelet mass
distribution width, mmpuna
pacnpezeneHus: TpoMOOLIUTOB
10 CYXOM Macce

IIr

*- nannble n3 kaura K. Xurruae PacmmdpoBka KInHUYECKHX TabopaTopHbIX aHan30B/ K.

Xurruue; nepeoy ¢ annL. nox pex. [Ipod. B.JI. Omanyans. — 6-¢ ua. — M.: BUHOM. JlaGopatopus

sHanui. 2014 — 456 c.: ui
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**_ nannble n3 kuuru H.H. Mamaes ['ematosnorus: pykoBoacTBo ams Bpaueit/ mon pea. H.H.
MamaeBa — 2-e u3., nom. u uctp. — CI16.: CrnenJIut, 2011 — 615 c.: nn.

***_ nannble u3 kauru b. Cucuna PykoBoacTBo mo nmaboparopuoit rematonoruu/ b. Cucuna; mep. ¢
aHri. oz oomr. pen. A.U. BopoosBa. — M.: [Ipaktudeckas menunuaa, 2011. — 352 c.: mn

**%%_ nannble 3 crathu 3eanHa M.H., [llunosa E.P., Yepnsim H.}O. CoBpemenHbIe
reMaToJIOTMYECKHE aHATM3aTOPBI — BOBMOXHOCTH U orpanndenust/ 3eanna M.H., [llumosa E.P.,
Yepuspim H.}O./ Bectauk remaronorun @I'bY PocHUUT'T ®MBA Poccuu. — 2021. — T.17. - Ned. —
C.24-31

*adokk. nannple ananu3aTopa Sysmex XN (5+/6-diff)
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I'VTABA 2. 3JIOKAYECTBEHHBIE 3ABOJIEBAHU S KPOBU:
OIIPEAEJIEHME, JMATHOCTUYECKHNHU AJITOPUTM
OBCJIEAOBAHUSA BOJIBHOI'O

2.1 OcTpbiii J1eHK03
Octpsie Jaeiiko3bl (OJI) - rereporeHHas rpynia KJIOHAJIbHBIX OITyXOJEBBIX

3a00/IeBaHUN KPOBETBOPHOM TKAaHH, XapaKTEPU3YIOMIAsCS HEKOHTPOIUPYEMOM
nponudepanueit, HapyieHueM 1udepeHInpoOBKU U HAKOTUICHUEM B KOCTHOM MO3TIe
U mnepudepruueckoil KpOBU HE3PENbIX TEeMOMOITHYECKHX KIETOK. OTH KIETKH
MMEHYIOTCS «OJaCTHBIMH KJIETKaMM», MOCTEIIEHHO 3aMENIal0T U UHTHOUPYIOT POCT U
CO3pEBaHHE HOPMAJbHBIX TE€MOMOATHUYECKUX MPEAIIECTBEHHUKOB U, Onmaromaps
CIIOCOOHOCTH K MUTPALUU, UHOWIBTPUPYIOT PA3IMYHBIE OPTaHbl U CUCTEMBI.

OcTpble JEMKO3bl, B 3aBUCHUMOCTH OT TMOPAKEHHUS MHEIOUIHOW WU
TUMGOUTHON JMHUM TEeMOoIlod3e, JACNAT Ha JBE OOJBIINE TPYMIbl: OCTpPbhIE
auM(}OOITaCTHBIE JICMKO3bI M OCTPBIC MUCTIOWIHBIC JICHKO3bI I HeTuM(OOIacTHRIE
JICUKO3BI.

Knaccugpurkayusa ocmpozo neiikoza paziuyna u npeocmaesnieHa mpems
OCHOBHBIMU HANDPAGIEHUAMU:

- Mmopdonoruueckas FAB, 1976 - B 3aBHCHMOCTH OT MOPQOIOTUYECKUX U
[IUTOXUMHYECKUX XapPAKTEPUCTUK OJIACTHBIX KJIETOK, BBIJCISIIOT MHEIOUAHBIC U
nuM@oOsacTHbIe  BapuaHThl, pa3paboTtaHa DOpaHKO-aMEPUKAHCKO-OpPUTAHCKON
paboueit Tpynmoi;

- UMMYHOJoruyeckas kiaccupukanus (ummyHodenorunuyeckass) EGIL, 1995 r.,
BBIJICJIIIOT 1O pe3yJibTaraM (PEHOTUINHPOBAHUS JICUKOIIMTOB MHEJIOUHbIe, B-
nuHelHble, T-TMHEeHbIe, JTeHK03 CO CMENTaHHBIM (DEHOTHUIIOM;

- kiaccudukanus padboueit rpynmno BO3 Ha BbiieIeHUU MOATPYNI 3a00JIeBaHUs HA
OCHOBE UX KIOHAJIBHOIO  IPOUCXOXKIEHUS,  BBISIBIEHHOTO  MOJIEKYJISIPHO-
T€HETUYECKUMU HCCIIEIOBAHUSMU U MIPOTHO3a, OCIeaHU nepecMoTp oT 2017 1.

Octpblie mumpodaacTHbIe Jgeiiko3bl (qanee — OJIJI)/octprie numdobnacTHbIe
mumpomer (JIBJI) — 310 rereporeHHas rpymnmna 3710Ka4€CTBEHHBIX KIIOHAIBHBIX
3a00/IeBaHUN CHCTEMBl KpPOBH, TMPOHUCXOMANINX U3 KJIETOK-TPEANICCTBEHHUII
reMoIi033a MPEeUMYIIECTBEHHO JIUM(OUIHON HANPABICHHOCTU TUDPEPEHIIUPOBKHU U
XapaKTEPHU3YIOIIUECS Yallle BCEro MCXOIHBIM MOpakeHHEeM KocTHoro mosra (KM),
BBITECHEHUEM HOPMAJIbHOIO KPOBETBOPEHUS U BOBJICYEHUEM B MPOLECC PATHUUYHBIX
OpraHoB M CHUCTEM opraHuzMa (LleHTpajbHas HEpBHAs CHUCTEMA, SHYKH,
nuMdatryeckas TKaHb JI000M JIOKAIM3allii), a TaKKe BO3MOXXKHOCTBIO MCXOHOTO
MOPKEHUS OPTaHOB JTUM(paTHIECKON TKaHu 0e3 BoBiieueHuss KM.

Octpbie muenouaHble Jeko3bl (OMJI) — KIOHaJIbHBIE OIYXOJICBBIE
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3a00/IeBaHUsl KPOBETBOPHOW TKAaHM, CBSA3aHHbIE C MyTalueil B  KJETKe-
OPEIIECTBEHHULIE  TEeMONO033a,  CIEACTBUEM  KOTOpPOH  CTaHOBSATCS  OJIOK
G GepeHIUPOBKM W OECKOHTPOJbHAS Mpoiudepanusi HE3PENbIX MHEIONIHbBIX

KJIETOK.
JAnarHocTu4ecKkuii aJIrTOPUTM OCTPOIO JIeHK03a

1. ZKanoObl u aHamMHe3 - BapuaOeabHbl U HecTieUU(pUUHBIE AJI1 JAHHON TPYIIIbI
3a0oneBannii. Kmnmnanuyeckune mnposiBaenus 1npu OJI oOblyHO CBsA3aHBI C
YMEHbBIIIEHHEM TPOAYKIIMA HOPMaJIbHBIX T€MOMOITHIYECKUX KIETOK - IIUTONECHUEH
¥ TIOPaKCHUEM JICMKO3HBIMU KIJIETKAMU JAPYTUX OPTaHOB.
XapaxmepHvle nposenenus
Kanobbl Ha JMXOpagKOM, B CBSI3M C HEUTPONEHUEH; HEMOTHMBHUPOBAHHAs
c1abocTh, YTOMIIIEMOCTh B  CIEACTBUM AHEMHUHU; KPOBOTOYMBOCTH JIECEH,
PELUIMBUPYIOIIUX HOCOBBIX KPOBOTEUEHMH, MEHO- M METpopparuu, HaJIuduu
NeTeXUaJbHbIX BBICHIIAHUM B CIEACTBUM TpoMOonuToneHuu. MoryT HaOmroaThbes
occainrud, B-cuMOTOMBI (JUXOpajaka, CHHKEHHE MacChl Tena, BBIPAKECHHAsS
MTOTJIMBOCTB ).
AHaMHe3 3a00jeBaHMs: 3a00J€BaHUE MOXKET Pa3BUBATHCS 32 CUYMTAHHBIC THU
WIM B TEYEHHE HECKOJIBKUX HEJENb, BOBMOXKHBI PELIUIUBUPYIOLIUE OaKTepUalbHbIE,
BUPYCHBIE, TpUOKOBBIE HH(DEKITNH, ¢ TUIOXUM 3((HEKTOM Ha MPOBOIUMYIO TEPAITHIO.

2. ®du3ukanbHOE 00c/IeI0BaHHE

O0bEeKTHBHO:

Koorcuvie noxposwl u suoumvle cruzucmule:
- Pa3JINYHON CTENEHH BBIPAKEHHOCTH OJI€HOCTh KOKHBIX TOKPOBOB;
- IETEXUaJIbHbIE BHICHINIAHUS, CUHSAKH, KPOBOTOUHBOCTb JIECEH;
- IOBBIIEHUE TEMIIEPATYPHI TENA;
- runepruiasus A€ceH 3a cu€r creuuduuecko MHPWIbTpauuu OAJICTHBIX KIIETOK
(mpu OCTPOM MHUEIOMOHOLUTAPHOM JIEHKO3€ U OCTPOM MOHOLIUTAPHOM - BapUAHTHI
OMIJI); BoBieuenue koxu ObiBaeT penko npu OJIJL, m ecnu guarHoctupyercs, TO
accouuupyercs ¢ npe-B-ummyHopeHoTUIIOM;
- YBEJIMYEHUE HEOHBIX MUHAAJINH;
- cnenupuUecKoe NOopaKeHUE KOXKU B BUJE YIUIOTHEHUH, Y3€JIKOB, MATHUCTOMU CBINU
10 10% (mpu MueIoMOHOOIACTHBIX WJIM MOHOOJIACTHBIX JieiKko3ax - BapuanTel OMJI),
KOYKHBIE JIEMKeMU bl (BBISIBISIOT B 13% ciyyaeB v MMEIOT BUJ y3JI0B C U3MEHEHHBIM
IIBETOM KOXH HaJl HUMH) Takxe pu OMJL.
[lepudepuueckue numpoysnsl: mumdpoanenonatus (1o 75% npu OJUI), peaxo npu
OMUJIL.

lleuenv u cenesenxa: 4dacto npu OJIJI, cruieHOMeranus, renaToMeraius, y
yacTu nanueHToB ¢ OMJI (B OCHOBHOM, C OCTPBIM MHUEIOMOHOIIMTAPHBIM JIEUKO30M,
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OCTPBIM MOHOIUTAPHBIM HCﬁKOBOM, 0J1aCTHBIM KPpHU30M XPOHHYCCKOI'O MHGHOHGﬁKOS&)
BbIABJIAOT ITPU3HAKH «HpOJ’II/I(bepaTI/IBHOF 0» CUHApOMa — CIUNICHOMCrajlinAa, pPCIKO
rermaTomMeraians.

Mooicro evioenums omoebHble CUMNIOMbL:

- Heiiponeiiko3 - wuHQUIbTpamus OJICTHBIMH KJIETKAMH MO3TOBBIX OO0OJIOUEK,
BELIECTBA MO3ra, Y€pErmHO-MO3TOBbIX HEPBOB M nepudepuueckux HepBoB (5-20 %
pu OCTpoM JUM(POOIIACTHOM JiekiKo3e, 10 5 % Mpu MHETOUAHBIX (hopMax OCTPOTO
Jeiiko3a), XapaKTepHa HEBPOJIOTMUYECKas CUMIITOMATHKA;
- DKCcTpaMenyIIsipHbIE OIyXOJeBble OOpa30BaHUS PAa3IMYHOMN JIOKATH3AIUH MOTYT
BBIABJISITHCS IIPU MUEJIOUTHOM capkoMe - BapruaHT OMUJL.

3. O6mwmii anaau3 kpoBu (OAK) ¢ moacuérom seiikonuTapHoi Gpopmyabl U
onpeeJeHUeM YUCJIa TPOMOOIUTOB - TIO3BOJISIET 3a110/I03pPUThH 3a00JIeBaHKE, HO
HE SIBJISIETCA KPUTEPUATBHBIM JIJIs1 TOCTAHOBKH JIMArHO3a.

XapaxmepHvle usmeHeHUs npu OCMpPOM JetKo3e:

a) Hopmoxpomuass anemus B 50-80% ciydaeB, pETUKYJOIMUTHl MOHHUYKEHBI,
BO3MOYKHO B IpeJierax HOPMBIL;

b) Uwumcno neikoruToB MoxkeT BapbupoBaTh oT 0,5 X 109 /m go 700 x 109 /m;
yBenuueHue yucia JjedkouutoB Bbime 10,0 x 109 /m ormewaercs y 60 %
narueHToB, Beime 100,0 x 109 /m —y 10 % npu OJUL; mpu OMIJI cpennmii
YPOBEHb JIEMKOLIMTOB HA 3Talle YCTAaHOBJIEHUS JUArHo3a COCTaBJsIeT okojo 15%*
109 /m; 20 % maruenToB uMeroT JieiikormTo3 >100* 109 /n;

c) TpomOoruronenus meHee 50,0 x 109 /n onpenensiercs y 60 % manueHToB;

d) Hamuume OGmacTHBIX KJIETOK BEPOSTHO, OAHAKO MOTyT OoTcyTcTBoBaTh B OAK B
ne0roTe 3a00JeBaHusl, U BO3MOXKHO HAJUYME OINpPEACIEHHBIX MPOMEKYTOUHBIX
¢dbopM, KOTOpBIE SIBISIFOTCS OIMyXOJIEBHIM CYOCTpaTOM IPH BapHUaHTaX OCTPOTO
MUEJIONTHOT O JIENKO03a;

e) Jlelikemuueckuii poBaj - OTCYTCTBHE MPOMEXKYTOUHBIX (POPM JIEHKOIIUTOB, 32
UCKJIIOYEHHEM IMPOMEKYTOUHBIX (POPM, KOTOPHIE MOTYT SBISATHCSA OIYyXOJEBBIM
cyocTparom;

f) VYwmenblieHue coaepx aHUs JPYrMX HOPMAIbHBIX KJIETOYHBIX 3JEMEHTOB IIO
npuyuHe OJacTHOM HMH(UIBTpAIMKM KPacHOTO KOCTHOTO Mo3ra (HEUTpOIEHHS,
TUMQOTICHHUS, U IPYTHUE).

4. BUOXMMHUYECKUH aHAJIM3 KPOBM M KHCJIOTHO-IIEJOYHOE COCTOSIHHE
(KHIC)- mnoBelllieHUE JAKTaTACTUAPOreHa3bl, MOUYEBOM KHUCIOTHI (XapaKTEpPHO
JUTSI TUTIEPIIEHKOIIMTO32), TTOBBIIICHUE COJIEPKaHUs Kallus, Kaiblus u gocdopa,
3a CYET MAaCCHBHOW WHOPWIBTPAIMK KOCTHOTO MO3ra OJIACTHBIMHU KIIETKaMH,
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MOBBIINICHHON MPOAYKIIMEH B HHUX IMOXOXKEW Ha MapTrOPMOH CYOCTaHUUU H
MOBBIIIIEHHBIM PacIajoM CaMUX KJIETOK.

5. IlyHKUHMOHHOE HccjieqoBaHue (acnmupanus) Ma3Ka KOCTHOIO MO3ra
(Mmuesiorpamma) ¢ MOpPQOJIOTMYECKOM OLEHKOM SBIISIETCS KPUTEPHUAIBHO
3HAYMMBIM TTOKa3aTeneM s guarHocTuku OJI.

JAunarno3 OJI ycTaHaBJAMBAKT NPH 00HAPYKEHUH B KOCTHOM Mo3re 20 % u
0oJ1ee 0JIACTHBIX KJIETOK, C COOJIIOeHUEM CJIeXyOIUX MPUHIUIOB:

- muarHo3 OJUJI (B-knmerounoro wnu T-KJIETOYHOr0) yCTaHABIMBAIOT MpU
obHapyxeHun 25 % u Oonee OnacTHbiX KiIeTok B KM. Eciau mponeHT Os1acTHBIX
kietok B KM wmenee 25 % wunm OnacTHble KIETKH OTCYTCTBYOT B KM, HO
MPUCYTCTBYIOT B WHBIX oOdarax HOpaxeHus (IuMdaTudecKkue y37abl JTHO00M
JOKalu3aluy, TUMYC, KOXa, U T. J.), TO ycTaHaBinuBaroT auarHo3 T- wmu B-JIBJI,
OJIHAKO Yallle BCEro 3TU TEPMUHOJOTHUYECKUE CI0KHOCTH HE UMEIOT MPAKTUYECKOTO
3HAYEHUS, IIOCKOJIbKY TEpaNus JaHHBIX HO30JIOTUH OJIMHAKOBA;

- nuarHo3 OMJI ycraHaBiMBalOT HAa OCHOBAaHMHM OOHApY>KEHUS B IyHKTaTe
KOCTHOTO MoO3ra Wiu B mepudepudeckoir kpoBu He MeHee 20% OIacTHBIX KIIETOK,
TM00 HE3aBUCUMO OT MPOIEHTHOTO COJECP)KaHUS OJIACTHBIX KIIETOK IMPU HAIWYUU
NaTOrHOMOHWYHBIX s  OMJL  XxpomocoMHbIX aHoManmuit:  #(8,21)(q22;q22)
RUNXI::RUNXITI, t(15,17)(q24;q21) PML::RARA, inv(16) unu t(16,16)(p12,;923)
CBFB::MYHI1. Mueno6mactel, MOHOOJACTBl M METaKapruoOJIacThl BKIIOYAIOT B
oOmee umcino OnmacTHeIX KiIeTok. B cioydasx OMJI ¢  MoHouuTapHOM u
MHEJIIOMOHOIUTAPHON i pepeHInpOBKOM IIPOMOHOLIUTHI (HO HE
ATUITUYECKUE/3PEIIble MOHOLIUTHI) TAKKE CUUTAIOT SKBUBAJICHTAMH OJIACTHBIX KJIETOK.
OpuTpoOaacTsl HE BKIIOYAIOT B 00III€e YUCIIO OJIaCTHBIX KIETOK.

Masxku kocmmo20 Mo32a WCCIAEAYIOT C TOMOIIBIO OKpacku no Maro—
I'pronBanibny, [lanmenreimy wnm Panty—I nm3se.

Tpenanodbuoncus - THUCTOJIOTHYECKOE HCCIEJOBAaHUE TpPEMaHOOHoNTaTa
(kocTHOTO cTOJIONKA) U MOPGOIOTUYECKOE UCCIIEOBAHUE JKUIKOW YaCTH KOCTHOTO
MO3Ta, He SBIISIETCS 00s13aTeIbHOM, 32 UCKIIOYECHUEM CUTYaIlui C TaK Ha3bIBAEMbIM
«CYXHM TPOKOJIOM» WM OYE€Hb CKYJIHBIM IIYHKTaTOM KOCTHOTO MO3ra,
PEKOMEHJOBAHO UCCIEA0BaTh Kak MUHUMYM 500 sigpocoaepKaliux KIETOK B Ma3Ke
KOCTHOT'O MO3ra.

6. lluToxumMmu4yecKuii aHAJU3 KJIETOK KOCTHOI0 MO3ra - TIPOBEICHUE

[IUTOXUMHUYECKUX PEaKIMi Ha MHEIONEPOKCUAA3y, HeCTICIM(DUIECKYIO 3CTepa3y
U TJIUKOTCH SBIISICTCS 00S3aTEIBHBIM ISl KOMIUIEKCHOTO OMpPEICNICHUS JIMHHUH
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nudpepeHIUPOBKH OJIACTHBIX KIETOK.

Ucnone3ytor peaknuu Ha wMuenonepokcuaazy (MIIO) unu cynaHoOBbIN
yepHbld  (mpoBoguTcss mpu  orcyrctBum  MIIO, wmenee cmeneduuen),
Hecrrenuduaeckyro 3ctepasy (anbbhaHadTrmaneraTdcTepasy, MOAABISIEMYIO WU
Het ¢ropunom Hatpusi) u IIUK (mmdd-tiognyro kucnory) uinum PAS (Periodic
Acid Schiff). [1]

O6uapyxenue MIIO B 3% OmacTHBIX KJIETOK W 0Oojiee yKas3bIBaeT Ha
MUETIOUIHYI0 JIMHUIO AU EepeHIupoBKH, B TO K€ BpEMs €€ OTCYTCTBHE HE
HCKJIIOYAET MUEJIOUIHYI0 HAMNpaBJICHHOCTh KJETOK, I[MOTOMY UYTO B pPaHHUX
MuenobIacTax W MOHOOJAcTaxX, a TakKe MerakapuoOjacTax W IpHTpoOIacTax
MIIO <3% wunu He omnpenenseTrcsa, Ha OCHOBAHUHM JaHHOTO HCCIICTOBaHUS
OMaCTHBIX  KJIETOK, TMOCIEAYIOIUM 32 MOP(OJOTHYECKHM, MOXET OBITh
JMarHOCTUPOBaHO 0k0JI0 90% ciaydyaeB OMJL. [1]

[Ipu OJIJI OnacTHble KIETKM OIIEHHMBAIOT Kak HeauddepeHnupyemsie,
MOCKOJIbKY ~aKTHBHOCTh MHEJIONEPOKCHIa3bl B HHUX HeraTuBHas, a PAS-
MMO3UTUBHBIE TPAHYJbl, KOTOPHIE YAaCTO COAEPKATCSI B HUX, HE SABISIOTCS
cnenuUIHBIM  MapKepoM, OTMPEISISIONIAM TMPUHAICKHOCTh K JTUM(OUTHOM
nuaun tuddepeHnrpoBky U guarHocTuku OJI co cMenranabiM (eHOTUTIOM. [2]

7. AMMYHO(eHOTUIIMPOBAHUE (ADT) reMomno3THYeCKHX KJIETOK-
npexmectBeHHuly B KM - HeoOXoauMo isi onpenesieHus] TpUHAIICKHOCTH
OJIACTHBIX KJIETOK K JIMHUM KJIETOYHOU NudhepeHIIMPOBKU MOCIE YCTAaHOBICHUS
Mopdomorndeckoro awaraoza OJI. HcciaemoBanwe TPOBOAAT C IMOMOIIBIO
MYJIbTUIIAPAMETPUYECKON  MPOTOYHOM  IuTOQuyopuMeTpun  (0OOBIYHO  Kak
MUHUMYM 6-1IBETHOM).

8. LluToreHernuyeckoe uccjeJoBaHue (KapuOTHII) aCMPATa KOCTHOI0 MO3ra
- BBINOJHAETCSA JUISL BBISIBJICHUS AQHOMAJIUM KapUOTUIA W CTpaTHU(UKALNH
NAlMEHTOB MO TpyHnaM pHUCKa, a TAKXKE ISl ONpPEACNICHUS TAKTUKHU JICYEHUS.
Bxmrouaer B ce0sf  KapUOTUNIUPOBAHME M HUCCIEIOBAaHUE  METOJIOM
bayopecuenTHoil rubpuauzanuu in situ (FISH) mist BeIsIBIEHUS XapaKTEepHBIX
LUTOT€HETUYECKUX aHOMAJIHM.

[Ipu OMJI mpumenenneM MeToaa (IIyOpPECHEHTHONW THOpHAM3AIHMH in Situ
(FISH) na wanuuue TpaHciokauuu #(8,21) Wiu WHBEPCHUU XPOMOCOMBI 16, mpu
onpeneneHun uaBepcuu inv(16), RUNXI::RUNXITI, CBFB::MYHI11, PML::RARA,
KMT24 w EVI] vmu noteps xpomocoM Sq u 7. FISH 3avactyro HeoOxomum msis
uaeHTuukanun coustanii KMT2A nipu TpaHcimokaiusx peruona 1123, myrammii
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renoB NPM1, CEBPa, FLT 3(8 cene FLT3-ITD u FLT3-TKD c 1ienpto onpeacieHus
HEOOXOJIMMOCTH Ha3HAYEHUsS WHTUOUTOPOB TUpo3uHkuHA3), TP53, ASXLI, BCOR,
EZH2, RUNXI, SF3B1, SRSF2, STAG2, U2AF1, ZRSR2.[1]

Haubonee 3HAYUMBIMU TCHETUICCKUMU TTUATHOCTUYCCKUMH u
MIPOTHOCTHYECKUMU (bakTopamu B-OJIJI y B3POCIBIX SBJISIFOTCS
1(9,22)(q34,q11)/BCR::ABLI; t(11q23)/KMT2A (MLL) u

t(1,19)(q23;p13)/TCF3::PBXI. llpu oOHapyXeHUU TMEPECTPOMKH B JIOKyCE€ TIeHa
KMT2A merogom FISH, nmpu BO3MOXKHOCTH, CIEAyET MPOBECTH MCCIEAOBAHUE HaA
HAJIMYME  CaMbIX  YacTO  BCTPEYAKOIIMXCA  TPAHCIOKAIMK,  TAaKAX  KakK
1(4,11)(q21,923)/KMT2A::AFF1I, t9;11)(p21,q23)/KMT2A::MLLT3,
t(11;19)(q23,p13)/KMT2A::MLLT]I, 16,11)(q27,923)/KMT2A4::AFDN,
t(10;11)(p12;q23)/MLLTI10::KMT2A u t(11,19)(q23;p13.1)/ KMT2A::ELL. Tlpu B-
OJUJI co 3penbiM IMMYHO(DEHOTHIIOM - OTIPeIeTICHHE TPAHCIOKAIIUNA C BOBJICUCHHEM
nokyca reHa MYC, a B ciy4yae uX OOHapy>KE€HUS MPOBOAUTH JOIMOJIHUTEILHOE
HCCIIEIOBAHNE HA HAJIIMYKME TPAHCIOKALMN C BOBJIEYEHUEM JIOKYCOB TeHOoB BCL2 u
BCL6 — c uenvto Bepudukauuu double-/triple-hit B-OJIJI (moxoil mporHO3).
Herexuus 1(9;22) (q34,q11) — BCR-ABL u t(4;11) — MLL-AF'4 Bo BpeMs IpOBEICHUS
npeadasbl onpeaenseT BCIO JalbHEHIIYI0 TepaneBTUYeCKyto TakTuky mpu B-OJIJL
[Ipu T-OJUUI u3 pannux npenmectBeHHUKOB (E7P OJIJI) xenaTenbHO BBITOIHHUTH
uccnenoanne Merogom FISH Ha Haimnume mnepecTpoWKM B JIOKyCE Te€Ha
TpaHCKpUTIIIHOHHOTO (akTopa T-kmerounoit muuaun BCLIIB/14g32 (xopormuit
MpOTHO3).[2]

9. luarHocTUKAa HeilipoJieiikeMHN - TPOBEICHHUE JEUeOHO-TMArHOCTUYECKOM
CIIMHHOMO3TrOBOM (JIFOMOAIbHOM) MYyHKIMHA C BBITIOJHEHUEM ITUTOJIOTHYECKOTO
UCCJIEIOBAHMUS KJIETOK CIUHHOMO3TOBOM  JKHMJIKOCTH, MHKPOCKOIHYECKOTO
UCCIIEIOBAHUSI CTUHHOMO3TOBOM JKMAKOCTH, MOJICUETa KJIETOK B CUETHOU Kamepe
(ompeneneHue 1UTO3a) U OOIIET0 (KIMHUYECKOr0) aHaliu3a CIIMHHOMO3TOBOM
KUJIKOCTH. MUKPOCKONIMYECKOE HCCIEOBAHUE CIIMHHOMO3IOBOM >KHUJIKOCTH
HE0OXOMMO BBITIOJIHATH BCEM MallMEHTaM Mpu 1uTo3e >5/Mki1. Helponeiikemuto
JTUATHOCTUPYIOT TIPH OOHAPY)KEHUH B CIIMHHOMO3TOBOM KUIKOCTH, TMOTYy4YEeHHOMN
IpU TIEPBOM AMArHOCTUYECKON CIIMHHOMO3TOBOM MYHKIMH, JTFOOOTO KOJIMYECTBA
OJIaCTHBIX KJIETOK TIPH JIF0OOOM IUTO3€¢ Wi IuTo3a 15/3 m Goinee (T.e. Oomee 5
KJIETOK B 1 MKII).
Ilpu OMJI, B uenoM, BOBJIEYEHUE LEHTPAIbHOM HEPBHOM CHCTEMBI
BCTpeyaeTcs: MeHee ueM y 5% MaiueHToB, OJHaKo Ipu psae BapuantoB OMII,
0COOEHHO ¢ MOHOIUTapHOW U PEPEHINPOBKON, BEPOSITHOCTH BOBIICUCHUS B
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mpoiiecc 000JIOYEK TOJIOBHOTO Mo3ra Beime. [lpodunaktuka HelposaehnkeMun
npoBoauthess mpu OMIJI mpomMuenonuTapHeix ¢ Jaeiikomurozom >10 109 /m,
MHUEJIOMOHO- U MOHOOacTHBIX, OMJI ¢ 3kcTpaMenysspHbIMU nopaxkeHusamu, OMJI
C WHUIMANBHBIM JeiikonuTozoM 30 109 /m m Gonee win, mpu HEOOXOIUMOCTH,
JIeYEHHe.

Bcem nayuenmam ¢ OJIJI neodxonuma npodunaktuka nopaxenus [[HC. B
OTCYTCTBUE MPOGUIAKTUKU TMOPAKEHUS] MO3roBbIX 000jouek peuunussl B [THC B
TEYEHUE HECKOJIbKMX MECSALEB C MOMEHTa pETUCTpalUu IIOJHOM PEMHUCCUU
BO3HHMKAIOT MPUOJIM3UTENBHO Yy TPETH MALMEHTOB, YTO XapaKTepHU3yeTcs
HEONAronpusTHbIM  MPOTHO30M, IOCKOJBKY 32 HUM  OOBIYHO  CIIEyEeT

reMAaTOJIOTUYECKUAN PEIUIB.

10. Ilpu Owmoncuu JirO0Or0 OpraHa M TKAHH He00X0AMMO IPOBECTH
auddepeHUIMAIBHYI0 JUATHOCTUKY CHeuU(pPUYECKOro JIEHKO3HOI0 M HHOIO
THIIA  TOPA’KeHHsA,  METOJOM  IUTOJOTMYECKOro,  LIMUTOXMMHUYECKOTO,
UMMYHO(EHOTUIIMPOBAHUS OMOJIOTHYECKOT0 MaTepuaga U METOJIOM MPOTOYHOM
UTO(DITyOPOMETPHH TSI BBISIBIICHUSI MApKEPOB reMOOIaCTO30B.

Omnako mnpu OJIJI He pexkoMeHAyeTCs BBIIOJHATh MTYHKIUOHHYIO
(acimpanoHHyr0) OMOTICHIO ouara MmopakeHus (OIMyXOJIEBOT0 dKCTpaMEAyILIIPHOTO
oOpa3oBaHMsI) B CBSI3U C Majloil MH(OPMAaTUBHOCTBHIO HCCIEIOBAaHUN JaHHOIO
matepuana. Ilpu oTCcyTCTBHHM TOpaXeHHs KOCTHOTO MO3Ta, KOTOpoe OBIBaeT y
NAlMEHTOB C JUMQOOIACTHON NUMQPOMOH, IUTONEHETHYECKOE HCCIEI0BaHUE
JIOJDKHO OBITh  BBIMIOJHEHO Ha CyOcTpare OHOICHPOBAHHOTO  OITyXOJEBOTO
00pa3oBaHUs.

11. UccoienoBanue Kajna Ha CKPbITYI0 KPOBb - HEOOXOIUMO NIl UCKITFOUECHMUS
KHIIIEYHOTO KPOBOTEYEHHS KaK OCIOKHEHUS TpomboruTonenuu mpu OMJL

12. Apyrue HUCCJICOBAHUS (OnoxmMmuIecKue TOKAa3aTeIn KpOBH,
KoaryjorpaMma, aHajau3bl MOYM, MCCIIEIOBAaHUS HAa BUPYCHI, JIONOJHUTEIbHBIC
Ja00paTOpHbIE M HWHCTPYMEHTAJIbHBIC TECThl) M KOHCYJbTAMM Bpauvei,
CMEXKHBIX CHEeNUATbHOCTEeH, HEOOXOAUMBI ISl JUATHOCTUKHU COMYTCTBYIOIIEH
naToJIOTuH (3a00JIeBaHUI) U ONPEACICHIsS] KOMOPOMIHOCTH MAMEHTA U TAKTUKH
COITPOBOJUTENILHOM TE€PAIIUH.
[Tatmentam ¢ guarHoctupoBanHor JIBJI  mpumeHeHWe  MO3UTPOHHO-
AMUCCHOHHOM KoMIbloTepHOM Tomorpaduu (II9T/KT) nokazano ist cTaaupoBaHus
3a00JIeBaHUA.
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13. Onpenesienue rpynnsl pucka npu OJI - HeoOX0AMMO HHIWBHIYaTbHOE
onpenenenre Bapuanta OJI ¢ 1enpr0 OLEHKM TPyNIIbl PUCKA W BBISBIICHHS
MOKAa3aHUK K MCIIOJB30BAHUIO B MEPUOJ MEPBOM MOITHOM PEMUCCHU AJIIOTE€HHOU
TPAHCIUIAHTAIIMM TEeMOIOATUYECKUX CTBOJIOBbIX KieTok (amio-TT'CK) B
COOTBETCTBUU C KOHKPETHBIM IIPOTOKOJIOM JICYECHUS.

Ilpu OJUJI 0na  63pocnbix  nayueHmos 8adiCHbl  (AKmopvl  pPUckKa,

accoyuupogartvle ¢ dQHexmueHocmpo eyeHus 3a uckuroyeHuem Ph-nozumuenvix
OJIUT u B-OJUJI co 3penvim umMmMyHOpEeHOmMUnom, Komopbsle HyHcOaromes 8 ocobom
mepanesmuieckom 6030eucmeuu (NpumeHeHue UHUOUMOpPO8 MUPOSUHKUHA3LL U
OJ10K08ASL UMMYHOXUMUOMEPANUSL).
THpunyunuanbrho Heobxo0umo evioensimes yemoipe Kiurouesvie epynnol OJLI [2]:
1. B-3pensie OJIJI (nns ummyHonoruyecku B-3penoro Bapuanta OJIJI (bepkutt-
Jeiiko3a/muM(poMBI)  HCTOIB30BaTh HWHTEHCHBHOE HWMITYJIbCcHOE  (OJIOKOBOE)
BO3J/ICIICTBUE XUMHUOIIpENapaTaMu B couyeTaHuu ¢ aHTU-CD2(0-MOHOKIOHAIbHBIMU
aHTUTEeNaMu (PUTYKCUMaOOM), TIOCJie BBINOMHEHUS 4—6 OJOKOB TAIMEHTHI
CHHUMAIOTCSl C TEpaluy, UM HE MPOBOJUTCA MOMJICPKUBAIOLIEE JICUEHUE, OHU HE
HY>KJAI0TCsl B BBIITOJIHEHUH ayTO- WK aio-T1T'CK,
2. Ph-nozutuBueie OJUJI (ipu Ph-no3utuBubix OJIJI ucnosib3oBaHue HHTHOUTOPOB
THpPa3WHKWUHA3bl B |- JWHWHW, ¢ [JambHeWmed wmoaudukamyueid TapreTHOTOo
(11e1eBOro, TOUEYHOT0) BO3JACUCTBUS HA OCHOBAHUM MOHUTOPHWHIAa MUHUMAIbHOU
OCTaTOYHOW TMOMYJISIAUA OIyXOJIEBBIX KJIETOK M HAJIMYUSI MYTAllUid KUHA3HOTO
nomena BCR-ABL, o6bem xumuotrepanuu npu Ph-mosutuBneix OJIJI 1o cux mop
OCTAa€TCsl BO3MOXKEH OT MHUHHMMAJIBHOIO LUTOCTATHYECKOTO BO3ACUCTBUS (JIMOO
OJIHU TTFOKOKOPTUKOUIBI, TUOO TITIOKOKOPTUKOUIBI B COUETAHUU C BUHKPUCTHUHOM)
10 Ooree WHTEHCHUBHOTO (KJIACCHUECKHE XHMHOTEPAleBTUYECKUE TPOTOKOIBI
neuenust OJIJI, BBICOKOI03HBIE UMITYJILCHBIE TTPOTOKOJIBI).
3. Ph-neraruBnsie OJIJI - hakTopamu pucka mpusHarOTCs: 60jee cTapinii BO3pact
(30 ner u Oonee), unuIMaNbHbIA JeiikonuTo3 (30 x 109/1 m OGonee), paHHMIA
denotun (pamuuit npe-B mimm Bl mo wmaccudukammm EGIL), yBenmuenme
nokazarens JIJII' B 2 pasa u Oonee, mosguee (Ooinee uem Ha 35-U JCHB)
noctuxeHue noiaHoit pemuccuu (I1P) o6napyxenue t(4;11).
4. T-xnerounnbie OJUJI - dakTtopamu pucka TpPU3HAIOTCS paHHUE U 3PEIIbIi
ummyHodenorunsl (TI/II u TIV mo xkmaccupukammm EGIL), wHUIMaNbHbIM
neitkoruTo3 (100 x 109/1 u 6onee), nozauee noctuxenue [1P. A Takke oTnenbHO
BbACIAOT T-OJIJI u3 paHHuX npeaecTBeHHUKOB (£7P BapyaHT), MallUEHTHI ATOU
TPYIIIBI TOJDKHBI pACCMATPUBATHCS KaK IPYIINa OYeHb BHICOKOTO PUCKA.
HezaBucumo oT BEIOpaHHOTO MpOTOKOJa Tepanuu nanuentoB ¢ OJIJI ¢ #(9;22),
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t(4,11), ETP BapuaHT HEOOXOJUMO OTHOCUTH K TpyIIe OYEHb BBICOKOTO PHCKA U Y
BCEX C CaMOro Hayajia pacCMaTpuBaTh BO3MOKHOCTh BhInoiHEHUS amio-T1' CK.
Ilpu OMJI mebnazonpusmmusle npocHocmuyeckue @Gakmopbl mo2ym_ Ovlmb

noopazoenenvl Ha mpu cpynnot [1]:

1) dbakTOphl, OCHOBaHHBIC HA XaPAKTEPUCTUKAX MAIMEHTA U COCTOSHUU €r0 OOIIEro
3I0pOBbsi: BO3pacT cTapiie 60 JeT, NMpeaumecTBYIOUUNH MHEIOAUCILIACTUYeCKHM
cuaapom (MJIC), npucoennHeHne COMyTCTBYIOMINX 3a00I€BaHUT;

2) dakTopbl, 00YCIOBICHHbIE OMOIIOTMUYECKUMHU XapaKTEPUCTUKAMU JIEHKEMHYECKOTO
KiIoHa: Jeikorurod  >100 109 /m, mHemoctmwkenwe IIP mociae mepBoro
MHIYKIMOHHOTO Kypca, KAPUOTHUI JIEMKEMUYECKHUX KIETOK (Tabi.2);
3) aneKkBaTHOCTH MPOBOUMON XMMHOTEPAITHH.

Tabnuya 2

IIporaoctuueckas MonekyJIIpHO-T€HETUYECKAsT XapaKTEPUCTUKA
KaTeropusi

braronpusiTHbIN 1(8;21)(q22,922.1);RUNXI::RUNXITI inv(16)(p13.1q22)
MIPOTHO3 unu t(16;16)(p13.1;,q22); CBFB::MYHI11

Mymayuu NPM1 6e3 FLT3-1TD unu ¢ FLT3-ITD u Huzxkum
AJLIeIbHbIM OMHOULEHUEM

buannenvnas mymayuss CEBPA

[IpomexyTOoUHBIN Mymayuu NPM1 u FLT3-ITD c évicokum annenvHbim
MIPOTHO3 omHoweHuem

Juxuit mun eena NPM1 6e3 FLT3-1TD unu ¢ FLT3-ITD u ¢
HU3BKUM QJIIeTbHbIM OMHOWEHUeM (npu omcymcmeuu
YyumoezenemuiecKux Kpumepues Hebaa2onpusimio2o
npoeHo3a)

1(9;11)(p21.3;,q23.3); KMT2A::MLLT3
Llumozenemuueckue anomanuu, Komopbule He OMHOCAMCSL K
Kamez2opuu 01a20NPUSMHO20 NPOSHO3A UNU
Heb1a2onpusimHo20 NPOSHO3A

He6naronpustHsIi 16,9)(p23;q934.1); DEK::NUP214

MIPOTHO3 t(v;,11g23.3); nepecmpoiixu KMT2A
1(9;22)(q34.1;,q11.2); BCR::ABLI
inv(3)(q21.3q26.2) unu t(3,3)(q21.3,q26.2); GATA?2,

MECOM(EVII)

-5 unu del(5q), -7; -17/abn(17p)

Komnnexkcuwit kapuomun

Monocomublu kapuomun

Jukuu mun cena NPM1 u FLT3-ITD c ebicoxum
AJLeNIbHbIM OMHOULEHUEM

Mymayuu RUNXI unu ASXL npu omcymcemuu
O.1a20NPUAMHBIX YUMO2EHEeMUYECKUX AHOMAIULL
Mymayuu TP53
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14. Onpenesienne MoJieKyJIsipHOii ocTtaTo4yHoil Oosie3nn (MOB) merogom
npoToyHor  murodayopomeTpun  (aOEppaHTHBIH ~ HUMMYHO(MEHOTHI)  WIH
MoJiekyisipHoe  ucciaenopanue MObB  wmeromom  IIIIP  mpoBomgutTcs st
MOATBEPKACHUS MOJHOTHI JIOCTUTHYTOTO OTBE€TAa Ha TEpPaNMl0 U  €ro
coxpaneHue.[1]

Baxupii npuHOMI B HccuenoBaHum B ucciaenoBamnu  MOb  — 2310
MHOT'OKpPaTHOE UCCJIEI0BAHUE, OLICHKA B JUHAMUKE, C TEYCHUEM BPEMEHU. MeETombl
netekuuu ©U  MoHuTopuHra MODB mno3BonsAOT  oueHuBaTh  APGHEKTUBHOCTD
MPOBOJIUMOTO JIEYEHHUSI HA MOJIEKYJIsIpHOM ypoBHE. Onienka MObB ocyiiecTBisiercs y
MAIMEHTOB, Y KOTOPBIX IOJy4Y€HA MOJHAA KIMHHUKO-TEMATOJIOTMYECKas PEMHUCCHS.
ITepcuctupoBanue MODB mnocine WHIYKIMOHHOW W KOHCOJUJALMOHHOW TEpamuu
aCCOIIMUPYETCSl C HEOJAroNnpHUsATHBIM MPOTHO30M M BBICOKOM YacTOTOW PEIUIUBOB,
HecMoTpss Ha mpojomkeHue XT, u npu Ph-mo3utuBHbIX U Ph-#HeratuBubix OJLJI.
Taxxe kpaitHe HEOJArompUATHBIM (DAKTOPOM SBIISICTCS MOJICKYJISPHBIM PEIHINB.
Mennana Bpemenu oT gerekuun MODB B KOCTHOM MO3re 10 pa3BUTHSA
reMaToJIOTMYECKOr0 pa3BEpHYTOr0 PEUUIUBa COCTABISAET 0Koyo 2—4 Mecsues. MOb
npu OMJI u OJUI: npu ee oOHapykeHUH B TeueHHUE 6 MECAIEB JICUYCHUS! MPOTHO3

OIIPCACIIACTCA KaK HCT AQTUBHBIN.

15. MoJieky/isipHO-TeHeTHYeCKoe ncciaeaoBaHue rucrtocoBMmectumoctu (HLA)
nii HLA-aHTUIeHOB BBICOKOTO pa3pelleHusl IPU MIOMOIIY CEKBEHUPOBAHUS IS
noxdopa  JI0HOpa  KOCTHOIO  MO3ra W IUIAHUPOBAaHMs  JlajdbHEHIen
TpaHCIIaHTALIMU F€MOIO3TUYECKUX cTBOJIOBBIX KieTok (TI'CK).

[TannenTam c OJI BBIIIOJIHEHUE ayTOJIOTUYHOU TI'CK
(aytoTI'CK)/ayTonoruunoit TKM He pexomeHmyeTcs, TOTOMy 4TO 3()pPeKTUBHOCTD
IIPUPABHUBACTCA K ITOAACPKUBAIOIIEN XUMUOTEPAIIUH.

OJLJI: manmentam ¢ OJUJI B Bo3pacte 10 55 neT, U3 TpyIIibl OYE€Hb BBICOKOTO
pHUCKa, KOTOpas YyCTaHaBIUBAaeTCs B Je0r0Te 3a0osieBaHUs (LIMTOTCHETUYECKHUE
Hapymenus t(4;11) umm t(1;19), a taxwke Ph+ OJIJI (t(9;22/BCR-ABL) u ETP
BapuanT T-OJIJI), B CBSI3M BBICOKMM PHCKOM pa3BUTHS peLMIUBA 3a00JEBaHUS
pexkoMenayercst BblnojgHeHue awio-TI'CK oT COBMECTMMOro pOJCTBEHHOTO WU
HEPOACTBEHHOI'O JJOHOPA B MOJIEKYJIIPHOM peMuccuu 3a0ojieBaHus. Y MalEHTOB B
BO3pacTe crapuie 55 JEeT W3 TPYyHIbl OYEHb BBICOKOIO pPHUCKA MPU HAJIUYUU
nosHocTei0 HLA-coBMeCTUMOro 10HOpa M TOJBKO MPU OTCYTCTBUU 3HAYMMOM

KOMOPOMJIHOCTH, TPU KOTOPOM PHUCK TPAHCIUIAHTAIIMOHHOW JIETAIBHOCTH HE
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npeBbILIaN Obl PUCKU PAa3BUTHS PELUINBA.

OMJI: amio-TI'CK B 1-i mepuon pemuccun OMJL, kak 3rtana
ITIOCTPEMUACCUOHHOW TEPANMUM, NAlUEHTaM TPYIIl BBICOKOro, B ToM uucie ¢ FLT3-
ITD, n mpomMeXyTOYHOTO PUCKa C HOPMAIBHBIM KapUOTHUIIOM U HEOJIaronpusTHBIMH
MOJIEKYJIIPHBIMU MapKkepaMu JM0O mMalueHTaM, KOTOPbIM IMpPU YCTaHOBJICHHUH
IMarHo3a HE BBIIOJHEHbl LHUTOTEHETHYECKME M MOJIEKYJSIPHO-TEHETUYECKUE
UCCIIEIOBaHMsI, a TAK)KE NAlMeHTaM rpynnsl 6naronpustHoro pucka ¢ OMIJI ¢ t(8;21)
u ¢ inv16, Takxke y kotopsix IIP Obula momydena He mocie 1-ro Kypca MHIYKIUH,

60 nipu nepcucteH MOB Ha BBICOKOM YPOBHE.
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2.2 Xponnieckoe muesionposmgeparnBHoe 3a00J1eBaHueE:
XPOHMYECKHH MUEJIOWIHBIN JICHKO03

XpoHnveckuid mMuegouaHbIH Jeiiko3 (XMJI) — KIOHaJIBHOE OITyX0JIEBOE
MUETOPOoTH(PEPATUBHOE HOBOOOpa3oBaHWE, OOYCIOBICHHOE 3JI0KAY€CTBEHHBIM
MEPEPOXKICHUEM CTBOJIOBBIX T'E€MOIMOATHYECKUX KIETOK M XapaKTEePHU3YIOIIeecs
YCUWJICHHEM MpOH(Epai IPaHYJIOMUTAPHOTO POCTKA 0€3 MOTepU CIOCOOHOCTH K
muddepeHurpoBKe, TUNEPILIA3He MUEIOUIHOW TKaHU, MHUEJIIOUIHOM MeTaria3uen
KPOBETBOPHBIX OpPraHoOB, aCCOLUMHPOBAHHOE C XPOMOCOMHOW aHOMaJIUEN —
TpaHcnokarment t(9;22)(q34;ql1), B pe3ynbprare KOTOpoil 00pa3yeTcss XUMEpPHBIN TeH
BCR::ABLI.

Knaccuguxayus 3aoonesanusn no ¢pazam (ELN) - maon.3 [3]

Tabnuya 3
®aza XMJI Kuaaccupuxkanus ELN
XpoHnueckas - XD OrcyrctBue npuzHakoB @A nim bK
Akcenepanuu - DA -15-29 % 6nacTHBIX KJIETOK B IIepudepuIecKoit
(ycTaHaBIMBAIOT IIPH KpPOBU U/WJIU KOCTHOM MO3T€;
HaJIMYUH XOTs ObI OJTHOTO -cyMMa 0J1acToB U npomMuesnonutoB >30 % (mipu 3ToM
KpUTEPHS) omactoB <30%);

-KoNM4ecTBO 6a30QuoB B KpoBu >20 %;
-IIEPCUCTUPYIOIAs TPOMOOIIUTOTICHNS,
-IOTIOJTHUTEIIbHBIE XPOMOCOMHBIE aHOMAJIUH
BBICOKOTO pricka B Ph+ kiieTkax, BBISIBIICHHBIE B XOJI€
Tepanuu: Tpucomuu 8, 19; ynsoenune Ph-xpomocomsr;
n3oxpomocoma 17; moHocomus 7; neneuuns 7q;
MEPECTPOMKH XPOMOCOMHOTO paiioHa 3q26.2, a Takxke

KOMILJIEKCHBIE abeppanuu, Bkitovarotue 2 JIXA u

Oornee.
biactaeiii kpu3-bK -HaJIM4YME B epu(pepruiecKoil KpOBH UM B KOCTHOM
(ycTaHaBIMBaroT MpU mo3re >30 % O01acTHBIX KIETOK;
HaJIMYUU XOTs ObI OJTHOTO -TIOSIBJIEHUE SKCTPaMEAYJUIIPHBIX HHPUIBTPATOB
KpUTEpHs) 0JIaCTHBIX KJIETOK.
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JAuarnocruyeckuii aaropurm XMJI

1. ZKas100b1 1 aHAMHE3 - HE SBJISIIOTCA CIIEUU(PUUECKUMU.

Kanoowl Ha c1aboCTh, CHIDKEHUE aTNIETUTA, TIOTEPSI MACCHI TeJa, MOTIUBOCTD,
cyOdebpunbHas  TemmepaTypa  (CBSI3aHHBIE C  CHHIPOMOM  OITyXOJEBOMU
WHTOKCHUKAIIMU), OOJb M YYyBCTBO TSKECTH B MOApeOephsx (IpW Tremaro- W
CIUICHOMETAJINH - CUHAPOM OIYX0JIEBOM mposindepainn), 001as ciadbocTh, OJIbIIIKa,
CHUKEHUE TOJIEPAHTHOCTU K (PU3MUECKOW Harpyske, OJIETHOCTh KOXKH U CIU3UCTHIX,
TaxuKapaus (3a C4eT aHEMUYECKOTO CHHApPOMa), OOJIM M OTEK HW)KHEW KOHEYHOCTH,
onplmka (M3-32  TPOMOOTHYECKUX  OCIOXHEHHH TpPU  TUIEPTPOMOOIUTO3E,
reMOpPparuueckoro  CHHJIPOMa,  OOYCIIOBJIEHHOIO  TPOMOOLMTOINEHUEH WM
TUNEPTPOMOOIIUTO30M U HEBPOJIOTUYECKAS] CUMIITOMATHKA.

Anamne3 3aboneeanusn. Y OONBIIMHCTBA MAIMEHTOB B XPOHUUYECKYIO (hazy
KAIOOBl W KIMHWYECKas CHMITOMATHKAa OTCYTCTBYIOT JHOO  SIBIISIOTCS
HeCHeIM(PUIECKIMH, U TTPU3HAKK 3a00JIeBaHUsI HA MOMEHT yCTaHOBJICHHSI TMAarHO3a
MOTYT OBITh MPEJCTABICHBI JIMIIIb U3MEHEHUSIMU B KIMHHUYECKOM aHajIu3e KPOBH.
JlanHbie >kanoObl HanboJee XapaKTepHBI I MPOJABUHYTHIX (a3 3aboneBanus (dasza

akcenepaluu 1 gaza 61aCTHOTO KpH3a).

2. ®u3ukanabHOe 00c/IeJ0BaHNe - BEIyIIMM BBISABISIEMbIM MIPU3HAKOM SIBIISIETCS
CIUIEHOMETaJIusl, FenaToMerains BO3MOKHa BTOPUYHO.

Jlpyrue nposiBIeHus Majocneun(GuyuHbl U BKIIOYAIOT XapaKTepHble MPU3HAKHY,
CBSI3aHHBIC C aHEMHUEH UM TPOMOOLMTONEHHUEH, KOTOpbIE MPOSBIAIOTCA yaule B (asy
aKceylepaudd M OJACTHOrO KpH3a, B XpOHHYECKOW (pase 3a0osieBaHUS MOXKET
BcTpeuatsess y 10 % OGompHBIX. s xpoHudeckoit (as3pl 3a00eBaHUsl XapaKTepeH
TpoMOOLIMTO3, Ha (OHE KOTOpPOro mpu (UBUKAIBHOM OOCIEIOBAaHUM MOTYT

BBIABJEATHCS ITPU3HAKH KPOBOTCUCHUS UIIN TpOM60321.

3. O0mwmii ananu3 kposu (OAK) ¢ noacuérom JeiitkouuTapHoii ¢popmyJibl U
onpejieieHHeM 4YHCJIa TPOMOOUMTOB - TO3BOJIAET 3amMoOA03pUTh 3a00JieBaHNE,
HO HE SIBJISIETCS] KpUTEPHUAIbHBIM IS IOCTAHOBKH JIMArHO3a.
- Jletikoturo3 g0 100-300* 10 9/n, B neiikonuTapHoil hopmysie - TpaHyIOLUTAPHBIC
DIIEMEHTHI:  HEUTpodWIMs  pPAa3HOW  CTENEHHM BBIPAKEHHOCTH, BIUIOTH  J0
MPOMHUENIOIUTOB, €IWHUYHBIX  OJacToB;  Oazopwius; pexe  DO3UHODUIHS,

»03uHOpUIBEHO-0a30¢MIbHAS acconranus. BosMoxHa oTHOCHUTEbHASI TUM(POTICHHS
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- TpombouuTo3 HaOMOIaeTCs y IMOJIOBUHBI NAIlMEHTOB C XPOHHUYECKOH (has3oi
3a0o0JieBaHus, TPOMOOLMTONEHNUS B (pa3e akcelepaluy U 0JJacCTHOrO Kpu3a.
- AHemus, yalle HOPMOXPOMHAs HOPMOLIMTApHAs, BO3MOXHA, PEIKO, YXKE C

XpOHHUYECKOH (a3l 3a00IeBaHMUS.

4. BUOXUMHYECKUIl aHAJM3 KPOBM -  TOBBIIIEHUE JAKTATACTUAPOTrE€HA3bI,
MOYEBOM KUCJIOTHI (XapaKTEPHO JIJIsl TUIIEPIICHKOIINTO3a), IIeJI0uHO0M dhocdaTassl,

BuTtamuHa B12

5. IlyHKkuMoHHOE Hccae0BaHue (acmupanusi) Ma3Ka KOCTHOI0O MO3ra
(Muesiorpamma) ¢ MOP(GOJOrHYeCKOM OLEHKOM SBISETCS KPUTEPUATBHO
3HAYMMBIM MOKa3aTesIeM JJIs1 fuarHocTuku XMJI.

B KOCTHOMO3roBOM  MYHKTar€ ONPEACISIETCS  YBEJIMYEHUE  YHCIIA
MHUEJIOKAPUOLIMTOB U  TPOIEHTAa HE3pEeNbIX TPAHYJOIUTOB C TMOBBIIICHUEM
MHETOUIHO-3PUTPOUAHOTO cooTHOmEHus a0 20-25:1, Bmecto 3-4:1; yBenuueHue
WHJEKca co3peBaHus HelTpodunoB Oonee 1 (pacuuthiBaeTcs 1o  dopmysie
MPOMUENIONUTHL Y% + MUeIouuThl,% / NanodkosaepHbie,% + cerMeHTosiepHbIe, %,
Hopma 0,6-0,7). OCHOBHBIMH KPUTEPUSIMH B MHUEJIOTpaMMe, I CTaJAUpOBaHUS
3a0oneBaHus, OyayT KOJWYECTBO ONACTHBIX KIETOK M CymMMa OJacCTHBIX KIIETOK C
npomMuenonuTaMu. |3 ]

Tpenanobuoncua ¢ TUCTOJIOTMYECKON OLICHKOM Mpemnapara MPOBOAMUTCS IS
ompeeeHus] pacupoCTpaHEHHOCTH (PUOPO3HBIX U3MEHEHU B KOCTHOM Mo3re. [Ipu
TPENaHoOHOIICUY OOHAPYKUBACTCS BhIpaXKEHHAs THUIIEPIUIA3Us MUCTOUIHOTO POCTKA,
pe3KOe YMEHBIIICHUE COAepKaHusl >KUpoBoW TkaHu, y 20-30% paznuuyHas CTENEHb

Muenodudposa.

6. liluToreHeTu4eckoe Mccjie0BaHue (KAPHOTHUII) ACMMPATA KOCTHOI0 MO3ra
- SIBIIAETCA KPUTECPUAIBHO 3HAYUMBIM HCCIIECIOBAHUEM, BBITIOJHACTCA JJIs
BBISIBJICHUSI aHOMAJIUM KapUOTHUIA U CTpAaTU(UKAIMU MAIUEHTOB IO TPyIIam
pUCKa, a TarKkKe Uil ONpENeNeHUS TAKTUKH JieueHHs. BxmouaeT B cels
KapUOTUIIMPOBAHUE U UCCIEIOBAHUE METOAOM (DIIyOpeCIEHTHON TuOpUAN3aT

in situ (FISH) nns BeISIBICHUS XapaKTEPHBIX IIUTOICHETHYSCKUX aHOMAITHM.
JAuarno3 XMJI mMoxker ObITb OKOHYATEJbHO YCTAHOBJIEH TOJBKO IMPHU
BbISIBJICHMH CcHelu(PUYeCKOH JJs [JaHHOr0 3200/IeBAHUSA TI'€HETHYeCKOM

aHoOMaJIuM: TpaHcjaokauuu 1(9;22)(q34;q11) meronom CHU w/mam XuMepHOro
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reHa BCR::ABLI1 wmeronamu mnoaumepa3Ho-uenHo peaxkmum (IIIP) wiam
FISH.[3]

HccnenoBanre (KapuoOTHUI) KIETOK KOCTHOTO MO3ra Ui MOJTBEPKICHUS

Hanmnuus Tpanciaokammu ¢(9,22)(q34,q11) (Ph-xpomocomsr).
Omnpenenenue tuna xuMmepHoro Tpanckpunrta BCR::ABLI metonom IILP, a taxxke
onpenenenue 3xcnpeccut MPHK BCR-ABL p210 (KOIW4eCTBEHHOE) JI1 XUMEPHBIX
TPaHCKpPUNTOB e/3a2 wnu el4a2 ¢ Uenpl0 NAIBHENIIETO KOPPEKTHOTO MOHUTOPHUHTA
MOJIEKYJISIPHOTO OTBETa Ha MPOBOAUMMYIO Tepanuto. XMJI XUMEpHBIX TPAHCKPUIITOB
BCR::ABLI p210 cnenyer BBINOJHUTh KAYE€CTBEHHOE OIpPEACICHUE ATHUIUYHBIX
TUoB TpaHcKpunToB BCR::ABLI p190 n p230), a B ciny4asix UX OTCYTCTBHS U IPYTUX
0osiee peaKUX B J1aOOpaTOPUSX, BIAJCIOUINX JaHHBIMU METOJUKAaMH, JU00 MPOBECTU
MoJIeKyJsIpHO-LIuToreHeTnueckoe uccinenopanve (FISH wmerton) Ha onny mnapy
XPOMOCOM JIJ151 BBISIBIIEHUSI XUMepHOTo reHa BCR::ABL1.[3]

B 3aBHCHMOCTH OT JOKaJIM3aIMd TOYKHA Pa3pbiBa MOTYT BBISIBIATHCS Oomee 10
pa3HbIX BapUMaHTOB XHMMEpHOro TpaHckpunta BCR::ABLI ¢ pa3nu4Hoi
MOJIEKYJISIpHON Maccoil. HawuOonee pacnpocTpaHEHHBIM SIBISIFOTCS  XUMEPHBIE
TPAHCKPUIITHI 00pa3yronuecs npu ciustHuu 13-20 wnu 14-2o0 3x30H0B reHa BCR co
2-M 5K30HOM reHa ABLI. B mepBoMm ciiydae oOpa3yeTcss XUMEpPHBI TPaHCKPUIT
el3a2 (panee u3BecTHbIN Kak b2a2), BO BTOpoM el4a2 (b3a2), Ha naHHbBIE BapUAHTHI
npuxogutcsi 6onee 98% cmygaes XMJI. O6Ga oHM TNPUBOAAT K OOpa30BaHUIO
XUMepHoro Oenka ¢ moJekyssipHoit maccoi 210 k/la, o6o3nagaemoro 10 kak p210.
OcranbHble BapuaHTbl TpaHCKpunToB BCR::ABLI y mnauumentoB ¢ XMJI HoOCAT
Ha3BaHWe arunuuHble. Cpeau HUX Yalle JIpYyrux BBISBISIIOTCA BapUaHTHI,
obOpazyromuecs npu ciusauu 1-ro sx3oHa BCR co 2-m 3x30HO0M reHa ABLI (ela?),
BeaylMi K o0pa3zoBaHuio Oenka ¢ MoJiekyispHoi maccol 190 x/la (p/90) unu 19-ro
sk30Ha BCR co 2-M 3k30HOM ABLI (el9a2, p230).

JIONOJIHUTENbHBIE XPOMOCOMHBIE AHOMAJIMUA - JIOMOJHUTEIbHBIE aHOMAaJIUU
kapuotuna B Ph+ kieTkax, BBISBISEMBIE MPH CTAHJAPTHOM IIUTOTCHETUYECKOM
uccnenoBanun. Omnpexpensitorcs Tpucomuun 8, 19, ynBoenue Ph-xpomocomsr,
n3oxpomocoma /7; MOHOCOMHS 7; EJIennsl /q; MEPECTPONKN XPOMOCOMHOIO palioHa
3g26.2, a TaxKe KOMIUICKCHBIC alOeppamuu, BKJIIOYAIONE 2 TOMOJHUTCIHHBIC
xpomocomHble aHoManuu (JIXA) u Oonee, U3 BbIIIENEPEUUCICHHBIX Haubojee
MIPOTHOCTHUYECKU HEOJIaronpusATHBIME SIBIISIOTCS -7/7q-; mepecTtpoiiku 3g26.2, a

Tak)kKe KOMIUIEKCHbBIE abeppannu, BKrodaromme 2 JIXA u Oornee.
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7. YabTpa3BykoBoe mncciaenoBanue (Y3U) cene3eHKHM - OmpeeicHUE e€e
pa3MepoB JIA OLIEHKH 00bEMa OMyXO0JIEBOM MacChl M CTaIMPOBAHMUSI Mpoliecca.
XapakTepHbIM  KJIMHUYECKUM  mOposiBienueM aus XMJI  gBusercs
CIJICHOMETAIUsl B pe3ysbTaTe MHEJIOUJIHOW MeTaIula3uM CEJE3€HKH, MPU BBICOKOM
YPOBHE JISHKOIIUTO3a BO3MOKHBI MH(APKTHI CEIIC3CHKH.
V31 neuenu B 20-40% ciyyaeB BBISIBISIET T€NATOMETAIHMIO B PE3YJIbTaTE

HOpTEU'IBHOﬁ TUIICPTCH3NHN HaA (bOHG Bpra}I(CHHOP'I CIINICHOMCT aJINH.

8. JlomoJIHUTEIbHBbIE HMCCACA0OBAHMSA NManueHTaMmM B ¢aze akcesjepanuu WIH
O01acTtHoM kpu3e XMJI, ¢ 11enbro onpeaesieHusl ONTUMAIbHON TAKTUKU TEPAUU
10 TIOKa3aHUsAM
- IUTOXMMHYECKOE  HCCIENOBAHME  MHKpompemapara  KOCTHOIO  MO3ra:
MUeJonepoKcHuIasa, Junuabl, PAS-peakmus, anbha-HadTtuimdcTepaza npu 0JaCTHOM
kpuze XMJI st onpeseneHusi TMHEWHONW HAINPaBICHHOCTH OJACTHBIX KJIETOK MPH
HEBO3MOKHOCTH BBIMIOJTHEHUSI UMMYHO(GEHOTUITUPOBAHUSI KOCTHOTO MO3Ta;
- IMMYHO()EHOTUTTHPOBAaHUE OMOJOTHIECKOTO MaTepHraia sl BBISIBJICHUS MapKEpOB
remMo0JacTo30B mpu OmacTHOM Kpuze XMJI mis omnpeneneHus JTUHEHHOM
HAIPaBIEHHOCTU OJIACTHBIX KJIETOK.
- TATOJIOTOAHATOMUYECKOE  HCCJIEJAOBaHHE  OMOMCHIHOrO  (ONeparuoOHHOTO)
Marepuaia KOCTHOTO MoO3ra (TpenaHoOOMOIICHsI) C OMpEJeTICHUEM KIETOYHOCTU U
creneHu GuOpo3a Mpy MUTOTICHUH.
- y nanpeHToB ¢ BK XMJI — crnuHHOMO3roBas NIyHKIHUS C TOCJIEIYIOIIAM
LUTOJIOTUYECKUM UCCIIEIOBAHUEM W/ UMMYHO(GEHOTUITUPOBAHUEM
OMOJIOTUYECKOT0 MaTepuaa Jijisl BBISIBIICHUS MapKePOB TeM0O01acTO30B.
- onpenenenne HLA-aHTHUT€HOB WM MOJEKYJISIPHO-TEHETUYECKOE HCCIIEIOBAHUE
ructocoBMectTumoctu (HLA) BbICOKOTO pasperieHus: mMpu MOMOITU CEKBEHUPOBAHUS
sl moadopa JoHopa KocTHoro mosra. Y OonbHbix ¢ BK XMIJI uccinenoBanue

MIPOBOJIUTCS TIPU TOCTHXKEHUHU 2-i XD, B cllyyae, €Clii MalydeHT MoJIoxe 635 JeT. [3]

9. ipyrue uccjenoBanus (OMOXUMHUYECKUE NTOKA3aTENN KPOBU, KOAryJlorpaMma,
aHaJM3bl MOYM, MCCIEIOBAaHUS HAa BUPYCHI, NOTOJHHUTENbHEE Ja0OpaToOpHbBIE U
MHCTPYMEHTAJIbHBIE  TECThl) W KOHCYJbTAUMH  Bpadeil, CMeKHBIX
cHenMaJbHOCTel, HEOOXOAUMBI ISl TUATHOCTHKU COMYTCTBYIOMICH MATOJIOTUU

(336OHCBaHI/II>'I), OIIPCACIICHUA KOMOp6I/II[HOCTI/I InanmucHra MW HA3HA4YCHHH
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ONTUMAaJIbHOTO BbIOOpa Tepanuu XMJI U comyTCTBYIOIIEH MaTOJIOTHH.

Oco0oe BHUMaHHE CIEAYEeT yACIUTh OIIEHKE KapIMOBACKYJISIPHBIX PUCKOB.

10. Onpenesenne mporHoza XMJI ocymecTBaseTcs IO NPOTrHOCTUYECKUM
Mozaeinsm Sokal (1988), Hasford (Euro, 1998), EUTOS (2011), ELTS - omnenka

nonrocpounoit BepkuBaeMocT EUTOS, npencrasnens: B Ta01.4.

Tabnuua 4

HUccaenoBanue

Boruuciaenue

Omnpenenenue pucka

Sokal et al 1984

Exp 0.0116 x (Bo3p. - 43.4) +
0.0345 x (cenes. - 7.51) + 0.188 x
[(Tpom6./ 700)2 - 0.563] + 0.0887
X (6macTsI - 2.10)

Huskwuii menee 0,8;
poMexyTouHbIH ().8-
1.2; BeICcOKHIT Ooee 1.2

Euro Hasford et al.
1998

0.666 ecu >50 et + (0.042 x
cenes.) + 1.0956 korma

tpomborir. >1500 x 109L +(0.0584
omactel) + 0.20399 korna
6azodunos >3% + (0.0413 x
s03uHOG MBI X 100

Husknii menee 780;
MIPOMEXYTOUHBIN 781-
1480; BICOKHIT OOJICE
1480.

EUTOS, 2011

CeneseHka (pa3mep B CM HHUKE
Kpast pedepHoit 1yru) x 4 +
0azoduisl X 7

Huskwmii - menee 87;
BBICOKHH - Oostee 87.

ELTS - onenka
JOJITOCPOYHOM

BBDKABAEMOCTH
EUTOS

0.0025 x (Bo3pact/10)3 + 0.0615 x
cenesenka + 0.1052 x 6mactsl +
0.4104 X (KOIUYECTBO
TpoM6o1ToB/1000)-05

Hwuskuit puck: <1,5680
Cpennnii puck: 1,5680-
2.2185

Bricokuit

puck: >2,2185

11. MOHUTOPHHT 00IIIEr0 COCTOSIHHE MAIMEHTA W OTBETA HA Tepamnuio s
CBOEBPEMEHHOM OIICHKH PE3YyIhTAaTOB M BO3MOKHBIX HEKEIATEIBHBIX SBICHHM
TepanuM, JOJDKeH BKIOYATh: OOmUNA  (KIMHUYECKUH) aHaIU3 KPOBH;
IIUTOTEHETUYECKOE MCCIIeIOBAaHUE OMONCUHHOrO (OmMepalmoHHOTO) MaTepuana
KOCTHOro mo3ra (kapuotun (He meHee 20 metadas), ompeaeicHue dKCIPEeCcCun
MPHK  BCR-ABLp210 MPHK  BCR-ABLp190

(KONIMYeCTBEHHOE) — B Cily4yae TpaHckpumnta pl90; MONEKyIsIpHO-TEHETHUYECKOE

(KOJTMYECTBEHHOE)  WJIU
HCCIIeIOBaHNE TOYCUYHBIX MyTalluid reHa bcr-abl (XUMEpHBIN TeH, 00pa30BaHHBIN
CIIUSIHUEM O00JIaCTH KjacTepa pa3pblBOB Ha 22 XpOMOCOME U TIeHa THPO3WH-
K1Ha3bl AOGenbcoHa HAa 9 XpoMocoMme), B cliydyae HeyJaud Tepanuu Uid IeOroT
3aboneBanus ¢ @A win BK; MOHUTOPUHT OMOXMMHMUYECKHUX IOKa3aTeseld KpOBU;
OKT, pentrenorpadus OI'K
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12. Onpenesnenne HLA-aHTHUTeHOB WJIH  MOJIEKYJISPHO-T€eHETHYECKOE
ucciaenopanue rucrocopmectumoctu (HLA) BbeicOkOro paspemeHus npu
MOMOILIM CEKBEHUPOBAHMS JJs 1oadopa JOHOpa KOCTHONO MoO3ra |
IJIAHUPOBAHMS JalbHEHIIEH TPaHCIUIAHTALIMM TE€MOIOATUYECKUX CTBOJIOBBIX
kierok (TT'CK).

Amnorennass TI'CK: npu Heynmaye Ttepanuu 2-X JIMHUA HMHTHOUTOPOB
tupasunkuHazel (UTK) wim npu Heygaue HMHTMOMTOPOB THPa3WHKHUHA3BL 2
noxosieHust (MTK2) B nepBoil 1MHUM; TPH 3aTSHKHBIX PELUANBUPYIOMIUX IIUTONEHUSAX
Ha (oue teparmmu UTK; mpu nanmumm mytamuu 73751 m HedhHEKTUBHOCTH WIH
OTCYTCTBHSI BO3MOKHOCTH Ha3HAauY€HUs TOHAaTWHUOA n/mnu acuumuanOa; npu bK B
ne6rore XMJI wnm B cimydyae mporpeccupoBanus 10 bK Ha ¢onHe Tepanuu (TOIBKO
nociie JOCTIKeHnU BTopoil X®); B ciydae mporpeccupoBanus 10 @A Ha ¢one
Tepanuu (TOJIbKO NOcie JOCTUKEHUH BTOpoid X D).
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2.3 Xponuneckoe iumbonpomdepaTuBHoe 3200/1€BaHIE: XPOHUUYECKHU
JIMM(OLMTAPHBIN JIEHKO03 WM JIMM(OMA U3 MAJIBIX JIMM(POLIUTOB.

Xpouunveckuii uMpouuTapubiid Jgeiko3 (XJIJI) n aumpoma u3 majbix
JumounutoB (JIMJI) — 310 B-kierounsie omyxoiau W3 Maibix B-mumdonuTtos.
XJUI u JIMJI OGuonorudeckyd IMpeAcTaBiIsSIOT cO00i OJHY HO30JIOTHYECKYIO (opMmy.
OTnauyue MeXIy HUMU COCTOMT B ToM, yto mpu XJIJI B KpoBHM HaOmromaercs
3HaUUTENbHBIN TuMdonnTo3 (=5000 MOHOKIOHANBHBIX B-muM(dOIIMTOB), TOTIa Kak
npu JIMJI BeisIBIS€TCA TOpaKeHUE JIUMQPATHUECKUX Y3JIOB, CEIEe3EHKH, HO
cojiepKaHue KIOHAJIbHBIX B-KkiieTok B kpoBu <5x10° /1.

Knaccudpukanus XJJI mno CTAAUAM " MEKIYHAPOAHOMY
MPOrHOCTHYECKOMY HHACKCY:
1) [To xputepusim J.L. Binet (Tadm. 5)

Tabnuya 5
Cragua | XapaKTepuCTHKa
A ["emorno6un >100 r/11, TpoMOo1ITEI >100%109 /11, MOpaXkeHo ™
B I'emorno6un >100 /i, Tpom6onmTe >100 x 109 /11, mopakeHo >3
auMpaTrndecKknx obmacTein™®
C ['emorno6un < 100 1/ unu ypoenb TpomOo1uToB < 100 % 109 /n

*JlumdaTtrueckue obraacTu: meiHbIe TMM(PATUIECKUE Y3IIbl, TOAMBIIICYHBIC
mumparuyeckue y3ibl (¢ 1 wim 2 cTopoH), naxoBbie JuMbaruyeckue y3ibl (¢ 1 umum 2
CTOPOH), NI€YEHb, CEJIE3CHKA.

2) Io xpurepusim K. Rai (Tadm. 6)

Tabnuua 6

Cranus XapakTepucTuKa

0 Toapko 1UMEGOIMTO3 B KPOBU M KOCTHOM MO3Te

I JIumdouuTo3 ¢ YyBEITUUEHUEM Pa3MeEPOB JIUMQPOY3I0B

II JIumdonmTo3 ¢ yBETUUCHUEM Pa3MEPOB CEIE3EHKU MM TICYCHH, C
YBEJIMUYEHUEM pa3MepoB JUM(DOY3JI0B WK O€3 TAKOBOTO

III JlumdornTos ¢ anemueii (ypoBeHb remoriaoonna ke 110 r/m), ¢
YBEIMYEHUEM pa3MepoB TUM(POY3II0B, CeNe3eHKA U TIEYCHU, WK 0e3
TaKOBBIX

v JlumdornnTos ¢ TpomOoHTONIEHNEH (YPOBEHDb TPOMOOIIUTOB HUke 100*
10 9/7), ¢ yBenuueHreMm pazMepoB JTUMPOY3JIOB, CEIE3EHKA U TICUEHH,
1 0€3 TaKOBBIX

3) [To mexxmyHapogHOMY MporHOcTHYecKoMy uHaekcy (MIIN) - tabm. 7

Tabnuua 7
[Tapametp OTpHuLlaTENbHOE 3HAYCHUE bann
TP53 (17p) Jlenenwmsi/myTanms 4
Cratyc IGHV be3 myTtanuii 2
Yposens [2- > 3,5, Mr/n 2
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MUKPOIJIO0YJIMHA,

Cranusa

B/C 1o Binet wiu -1V no Rai

Bospacrt

> 65 et

Brigenenue, Ha OCHOBaHWM TTOCYUTAHHOTO CYMMAapHOTO KOJIMYECTBO 0asioB, 4

TPYIIIBL:

C HU3KUM PUCKOM MporpeccupoBanus 3adoneBanus (0—1 6amn);
C IPOMEXYTOYHBIM PUCKOM IpOrpeccupoBanus (2—3 O6ama);

C BBICOKMM PHCKOM NporpeccupoBanus (4—6 0amios);

C OYEHb BBICOKMM PUCKOM IporpeccupoBanus (7—10 0amioB).

Cmaouposanue JIMJI ocywecmensemcsi no pesyibmamam. o0cie0o8aHusl 8

coomeemcmeuu ¢ kpumepusmu kraccuduxauuu Ann Arbor (maon.8).

Cmaous

Xapaxmepucmuxa

I

Bogreuenre otHOro perriona mMgoy3JIoB, WIH OTHOTO JIMM(aTHYeCKOro opraHa,
HanpuMep cere3EHKH (S), BUTIOUYKOBOM Jkesie3bl, Koribiia Banbeiiepa
(ITaBEpXHOCTHOTO TTAXOBOTO KOJBIIA), FJTH JIOKATM30BAHHOE ITOPAKEHUE OTHOTO
AKCTpaMQaTHIECKOro oprata i Tkanu (E)

Bogneuenue 1Byx 1 0oree perioHOB TMM(paTHIecKrX Y3/IOB IO OHY CTOPOHY
JuadparMbl, WM MOPAKEHUE OTHOTO SKCTPATMM(pATUIECKOro opraHa WM TkaH! (E)
c BonrnieueHreM 1 1 Goree rpyrmsl JIY 110 Ty 7Ke CTOpoHy AnadparMbl.

Bogrneuennie mimariieckrx y3ioB Wik JJUMGOUTHBIX OPraHOB [0 00€ CTOPOHBI
JmadparmMbl ¢/0€3 JTOKATM30BaHHOTO TIOPKEHHS IKCTpATMM(PaTHIeCKOro opraHa
wm TkaHu (E), cenesénku (S), vim Toro u ipyroro S+E

JudysHoe mimm gecceMeMHUPOBAHHOE TIOPAKEHHE SKCTpATM(aTHIecKoro oprana
WM TKaHH ¢ /0e3 BoeueHus1 immdoy3rioB. BoBiedeHre SKCTpaHoIATbHBIX OpraHOB
Y TKaHEeH 3a NCKITFOUeHHEM 0003HaYCHHBIX OyKBOH E.

W >

lononnumenvruvle 0bosHaueHus:

BogreueHre 0THOro SKCTpaHOJATHHOIO OYara Wik TKaHH, TI0 KOHTAKTY W
HaXOJIAIIErocst MPOKCUMATHLHO OT U3BECTHOTO BORIICYEHHOTO JIMM(OY3TTa.
Bogneuennie cerne3eHku.

Her cumvmmomos.

Jluxopayika Bbitie 38 °C, mpody3HbIiA HOYHOM TMOT, CHIDKEHHUE Macchl Tefia 6oiee
10 % 3a 6 mecsiieB.

JAuarnocruyeckuii aaropurm XJIJI

1. 7Ka1o00b1 1 aHaAMHe3

/Kanobsr MoOTyT OTCYTCTBOBaTh, JHOO TPUCYTCTBOBATH KalOOBI HA

noBhIlIICHUE TeMmiieparypsl Tena >38 °C Oomee 2 Hen. moapsan 0e3 MPU3HAKOB

BOCIAJIEHUSI, HOYHBIX MpoQy3HbIX NOTOB; noxyaaHus Ha 10% wmaccel Tena 3a

nociaegHue 6 wmec. (CBsI3aHHBIE C BOBJEUEHHWEM OPraHOB U TKaHEW, U TaKkKe

CBJA3aHHBIC C CUMIITOMaMH I/IHTOKCI/IKaI_[I/II/I)
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2. ®u3ukaJabLHOe 00c/IeI0BaHNe
Obvexkmueno: Ha KO0KE€ W BUIUMBIX CIU3HCTBIX BO3MOJKHO BBISIBJICHHE
yBEIWYEHUs]  MHUHAQIMH; nepudepruyeckue JIUMGATUUCCKUE y3JIbl M OpPraHbl -
yBEJIWYEHUE BCEX JOCTYIHBIX TPYINN mnepudepuyeckux JUMGaTUIeCKUX Y3JI0B,
MIEYCHHU, CEJIC3CHKHU.
Hpyrue mposiBneHus 3a0o0jeBaHUS  MajoCHEIMOUUHBI ¥ BKJIIOYAIOT
XapaKTepHbIC TPU3HAKW, CBS3aHHBIE C aHEMUEH W  TPOMOOITUTOTICHHUEH,

I/IH(I)GKHI/IOHHBIMI/I OCJIOKHCHUAMM.

3. O0muii anaau3 kpoBu (OAK) ¢ moacuérom seiikouuTapHoi Gpopmyabl U
onpejeJieHUeM YHCIa TPOMOOLMTOB - 11 BEPUPHUKAIIUN JUATHO32, YTOUYHCHHUS
aKTUBHOCTU 3a00JIEBaHUSI, OIPECICHHUS] BO3MOXXHOCTH IPOBEICHUS TEpaIUu
u/unu (B cllydae paHee MPOBENEHHOW Tepamuu) — pPa3BUTHUS HEXKEIaTeIbHbBIX
SIBJICHUU JICUCHUSI.

XapakTepHbl M KPUTEPUATBHO 3HAYUMBI IS TIOCTAHOBKU JUAarHo3a -
nerikoruTo3 (10 200*10 9/11) ¢ abcomoTHEIM IMMQOLTO30M B Kposu (Gonee 5*10 %/m).

Jduarno3 XJIJI ycraHaB/uBaeTcs NPH UMPKYJAUUM B nepedepuyecKom
KPOBOTOKE MOHOKJIOHAJIBHBIX B-kierounbix JumdonuroB > 5 000 B 1 Mk
KPOBM B TEYEHHM TpeX MecHlleB; KJIOHAJIBHOCTH JUMQOUUTOB 00/13aTEIHHO
HOJIKHA OBITH MOATBEP:KIEHA ¢ MOMOIIbI0 MMMYJIHO(GEHOTUIIMPOBAHMS.

Mopdomorus Manbix TUMQOIHUTOB ¢ Y3KUM OOOIKOM IHMTOILIa3MBbl, TIJIOTHBIM
AJIPOM, TJIBIOYATHIM XPOMATHHOM, 0€3 OTUETIMBOTrO sphimika. Pexe BcTpewaercs
MOp(}oIOrHsl aKTHBHUPOBAHHBIX JTUM(MOIMTOB — C OoJiee MIUPOKHM OOOAKOM
[MTOIUIa3Mbl CHUHETO IIBETa WM KpaeBod Oazodwmiueit. Cpenu TuMEOOIUTOB OKOJIO
5% MOrYT COCTaBJISTh ATUIHMYHBIC KJIETKU (C paCHICIUICHHBIMU, CKJIaA4aTbIMU
aipaMu), a TaKXke MNPOJUM@POIUTH — 0oJjiee KPYNHbIE KIETKH C HEPaBHOMEPHO
pacrpeqieIeHHbIM XpOMaTHHOM B siipe, |—2 HyKJI€OJlaMH, UYTO HE MPOTHUBOPEUUT
nuarnosy XJUI. Jdnsa XJIJI xapakTepHO BBISIBIIEHME B KPOBU Pa3pyLICHHBIX KJIETOK —
tenerd ['ymmpexrta. Ilpu BbeisiBienun Oonee 20% mpoauM@oOUUTOB B KPOBU
JTUArHOCTUPYIOT mpoiumboruTappHyto Tpanchopmanmio XJUIL.

B 3aBucumocTH OT cTeneHW WHQUIBTpAIMU OIMyXOJeBbIM cybcTtpaTtom (B-
muMdoruTaMu) CoJIepKaHue SPUTPOUJIHBIX, MerakapruOLUTapHbIX u
TPaHYJIONUTAPHBIX TPEANICCTBCHHUKOB CHUYKACTCS, M COOTBETCTBEHHO B OOIIEM
aHaJIu3€ KpPOBM  BO3MOXHBI  CIEAYIOIIME HW3MEHEHHS -  HOPMOXPOMHAas
HOPMOIIUTapHAsl aHEMUSI, TPOMOOILIMTONIEHUS, TPAHYIOIUTONICHHUS.
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Hopmoxpomuast HopMouuTapHas aHEMHs, TPOMOOIMTONEHUS BaXKHBI IS
CTaJAMPOBaHUA 3a00JIEBaHUS U ONPEACIICHNUS TaKTUKHU Tepanuu. Jlpyrue n3aMeHeHus B
JEHKOIUTApHOW (OpMYyJIe BEPOSTHBI IO MPUYUHE COIYTCTBYIOMNX WH(EKITNMOHHBIX
OCIIOKHEHUH 3a00s1eBaHus WK mpoBeaeHHOM Tepanuu XJUL.

JIMJI  nuarHoctupyeTcss Tpu  HalWyuu  JuMmdajeHoNaTuu, W/ Wid
CIUICHOMETAJINM, W/WUIN UTONICHUH, BBI3BAHHOM MOpPaXKEHWEM KOCTHOTO MO3ra, IpH
YCIIOBUM, YTO aOCOJIFOTHOE YHUCJIO MOHOKJIOHAJIBHBIX B-IHMQOIMTOB B KPOBH HE
npeBbimaer 5 000 B 1 mxin. UMMyHOTHCTOXMMUYECKUN (DEHOTUIT OIMyXOJeBbIX B-
muMmporuToB coorBeTcTByeT XJIJI. JIMarHo3 momkeH OBITH MOATBEPXKICH OHMOTICHEH
TUM(}ATUYECKOrO y371a, KOCTHOTO MO3Ta UM TOPaXEHHOTO OpraHa.

4. Uccaenopanue OMoJIOrHYecKOro marepuana (MUMGOUHUTOB KPOBH)
MeTOI0M NMPOTOYHOH HUTO(IyOPHMMETPHH C LeJIbI0 BepupUuKALUT JHATHO3A,
o0sizatenbHO mpu mnoao3penur Ha XJIJI y nammeHToB ¢ umciaom B-
JumounnTon >5000 B 1 mku1.

Pexomennyemass mnst aumarHoctukn XJIJI mMuHHMManbHasi IHAarHOCTAYECKas
MaHeNb HOJDKHA BKIOUaTh cienyromue mapkepsl: CD19, CDS, CD23, CD20, kamma,
nsMOaa. B kauecTBe MOMONHUTENBHBIX JUATHOCTUYECKUX MAapKEPOB PEKOMEHTYETCsI
ucrionp3zoBath CD43, CD200, CD79b, CD81. Yacto pekoMeHIyemble, HO
HeoOs13aTeIbHbIC ISl TUarHOCTUKA M MOHHUTOPHPOBAHUS OMYXOJICBOM MOMYJISIIUU
XJUT mapkepsr: CD22, FMC7, CD38. Knaccuueckuii  ¢enorun kietoxk XJUJI
XapakTepusyeTcsi 3kcnpeccueil B-kierounsix anturenoB CD19, CD20, CD22,
CD79% B coueranun c «T-xierounbsiM» MapkepoM CDS u  akTHBanMOHHBIM
MapkepoMm CD23. OnyxoJieBble KIETKH 3KCIPECCUPYIOT OAWH THUM JIETKOW IENU
UMMYHOTJIOOyTMHOB  (Kamma wid JsimMOnaa). WHTeHCMBHOCTH  dKkcmpeccun  B-
kierounblx aHtureHoB (CD20, CD22, CD79b), a Takxke MNOBEPXHOCTHBIX
UMMYHOTJIOOYTMHOB Ha kieTkax XJIJI Hioke, yeM Ha HOpMaibHBIX B- mumdonurax.
MO>XHO BCTPETUTh HEMAJIO CIIy4aeB, KOraa (PeHOTHUI OIMYXOJIEBBIX KJIETOK HE BIIOJIHE
coorBerctByeT XJIJI, B Takux ciydasx KpaWHE Ba)XHOE 3HAYCHHE HMEET
onpenenenne skcnpeccun CD200, KOTOphIi Bcerjna sIPKO SKCIPECCHPOBAH Ha
kinetkax XJIJI.

5. [lynkuroHHOe  HWccienoBaHue  (acmupalsi) Ma3ka  KOCTHOTO — MO3Tra
(MuenorpaMma) ¢ MOpPGOJIOTHYECKOW ONEHKOW W TPEMaHOOHWOIICHS KOCTHOTO
MO3ra C TUCTOJIOTUYECKUM HCCIIEIOBAHUEM - OOHAPYKUBAETCS HOPMAaJIbHAS WM
MOBBIIICHHAS KJIETOYHOCTh KPACHOI'O KOCTHOTO MO3ra, CoJIep KaHue JTUM(POIUTOB
6omee 30 % xapaxrepno aisa XJIJI.

Hcnons3yioT A OLEHKH 00beMa MOpaKeHHs] KOCTHOTO MO3Ta M COCTOSIHUS
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OCTJIBHBIX POCTKOB KPOBETBOPEHUS, HCKIIOYEHUs IIOPaXKEHUs KOCTHOIO MO3ra
APYTUMHU ONYXOJISIMU U MH(EKUUAMH, a TaKXKe Uil TIOJy4YeHHs] UCXOJHOro oOpasia
KOCTHOTO MO3ra, HeoOXOAMMOTO JUIsl CpaBHEHMs € 00pas3lioM, MOJIyYE€HHBIM IOCIE
MIPOBEICHMS Tepanuu. TpenaHoOHOICH KOCTHOIO MO3Ta HE SIBISETCS 00s13aTENbHBIM

MCTOOOM HCCIICAOBAHM:.

6. buoncuss JuM@aTudecKoro ys3ja (MM HHOIO 0Yara TMOPaKeHHs) C
HCCIeI0BAHMEM: LIUTOJOTMYECKUM, I1aTOJIOI0-aHATOMUYECKOE C IPUMEHEHHUEM
UMMYHOTUCTOXMMHUYECKUX  METOJOB JJIA BepUPUKALUM JUarHosa mpH
MOJIO3PEHNH Ha TpaHCc(hOopMaInio 3a00JIeBaHNUS.

Y 3- 5% mnammentoB ¢ XJUI w JIMJI pasBuBaercs auddysHas B-
KpynHokjieToyHas  jguMmpoma  wimm  juMmpoma  XomkkuHa.  [losBnenue
KpynHokJeTouHo numdombl Ha ¢oHe XJIJI HaspBaeTcs cuHapoMom Puxtepa.
OTInYnTENbHON 0COOEHHOCTBIO KJIETOK SIBIISIETCSI COXpaHEeHUE (EHOTUIIA MCXOTHOU
nonyisiuuu. llosiBnenne numdpombl XomkkuHa Ha ¢oHe XJIJI HazbiBaercs
XO/DKKUHCKOM — Tpancopmanueir. Bo Bcex ciiydasx JOKaJIbHOTO OBICTPOTrO
yBEIMUYEHUSI TUM(ATHIECKUX Y3JI0B WM CYHIECTBEHHOT'O M3MEHEHUS KIMHUYECKOM
KapTUHBI 00J1€3HU (MOsABICHUS B-cMMNTOMOB — BHE3almHOW NOTEPH Beca, HOUHOMU
MOTIUBOCTH) HEOOXOIUMO BBITIOJHUTH OHOMNCHUIO JTUM(PATHUECKOTO y35a, KOCTHOTO
MO3ra WIN 3KCTpaHoAaiabHOro oyara. Cunapom Puxrepa KOHCTaTHUPYETCs TOJIBKO Ha

OCHOBAHHUH I'CTOJIOTHYCCKOI'O UCCICAO0OBAaHUA.

7. MoJieKyJSIDPHO-IIMTOT€eHETHYECKOe HCCae0BaHue (KAapUOTHII) acnupara
KOCTHOT0 MO3ra Ha OJIHY Napy XpoMocoM (Oereyusi 17p) W MOJIEKYJISIPHO-
TEHETUYECKOTO HCCIEAOBaHMUS B reHe 7TP53 W WcCleNOBaHHWE KApUOTHUNA, IJIs
HCKJIIOUYEHUS KOMIUIEKCHOTO KapUOTHIIA. .

Hemeumss  [7p  gBAAE€TCA  TVIABHBIM  IIUTON€HETUYECKUM  MApPKEpPOM,
HETOCPEACTBEHHO BJIMSIOIMIMM Ha TEPANEBTUUECKYIO TaKTUKY. PexoMmeHmyeTcs
MPOBOJIUTh CKPUHUHT HA JEJEHHI0 /7p y BCEX MAIMEHTOB, UMEIOIINX MMOKa3aHUs K
Havajay Tepamnuu, W/uid npu HedHPEKTUBHOCTH CTaHIAPTHON Teparuu, OCOOEHHO Y
MalMEeHTOB MOJIOKE 55 JIeT, Y KOTOPhIX MOXET OBITh MPOBEACHA AJIOTCHHAas
TpaHCIUIaHTaIus.[4]

Y CTaHOBIEHO, YTO OOJBIIMHCTBO CIIy4acB pPEePPaKTEPHOCTH OOYCIOBICHO
yrpatoi 7P53 nubo 3a cuer ACNEIMH B COYETAHUM C MYTAIUsSMH, JUOO 3a CUeT
MyTamui resa. [loaromy ceronns Beimonuenue FISH na nenenuto 17p HemocraTtouHo.
JIns  Toro 4roObl MACHTH(GUIMPOBATH HAWOOJBIIEE YHUCIO IAIlUEHTOB C
YCTOWYMBOCTbIO K HWMMYHOXMMHUOTEpANUM, HEOOXOAUMO TaKXe HCCIEI0BATh
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myTauuu resa 7P53. Hannune MyTaniuu KOHCTaTUPYETCS, €CIH ajliebHasi Harpy3Ka
¢ myTanuei npesbimaet 10%.[4]

[Tox KOMIUIEKCHBIM KapUOTHUIIOM ITIOHUMAETCs Halmuue 3 u 0olsiee abeppauuii y
MalKUEHTOB C del(17p) i Hamuue 5 u 6oJiee adbeppanuii y naimeHToB 0e3 faenetwu 1 7p.

8. Onpenesienne myrauuu reioB IGHV u ypoBusi B2-mukpor/o0yiauna s
olpezesieHus MPOorHo3a 3a00JiIeBaHus U BbIOOpA TAKTUKU TEPAIUU.

OneHka HaJIW4YUS M PACHPOCTPAHEHHOCTH JIUMQOAIEHONATUH - METOAOM
koMIbroTepHOU ToMorpaduu (KT) opraHoB rpyaHo#, OPIOITHONW TOJIOCTH U OPTaHOB
Majoro Tasa, mpu orcyrctBuM Y3U numdaTtudyeckux y3i0B, OpraHOB TPYAHOM,
OpIOIITHOM TOJIOCTH M OPTaHOB MAJIOTO Tasa). MPH MOA03PEHUH Ha CUHAPOM PuxTepa
(cm.m.6) peKOMEHAYEeTCS BBINOJHUTH IMO3UTPOHHYIO 3MHCCHOHHYIO TOMOTpaduio,
coBMeNIEHHYI0 ¢ KoMibioTepHOU Tomorpaduei (I19T-KT) ¢ rymoporponasiMu O/
(pnynesokcurmtoko3oit [18F]) mi1st BbIsIBIEHUS 30H C BEPOSTHOM TpaHchopMalue u
BbIOOPA ONTUMAJILHOTO OYara JJisi IpOBeeHUsI OUOIICHUH.

9. ipyrue uccjenoBanus (OMOXMMHUYECKHE MTOKA3aTeIN KPOBH, KOaryiorpamma,
aHaJIM3bl MOYM, UCCJIEJIOBAHMS Ha BUPYCHI, JTOMOJHUTEIbHEE JTa0OpaTOPHBIE U
WHCTPYMEHTAJIbHBIE ~ TECThl) W  KOHCYJbTAIIMM  Bpaveil, CMeKHbIX
CIeNUaJbLHOCTEel, HEOOXOAUMBI ISl IMAarHOCTUKU COITYTCTBYIOIIEH MATOJIOTHH
(3aboneBaHMiA), OMpeneIcHUS KOMOPOMIHOCTH TAllMeHTa W Ha3HAYCHHH
onTUMabHOTO BBIOOpa Tepanuu XMJI u comyrcTBytomei narosnoruu. Ocoboe
BHUMAHUE CIIETYET YACIUTh OLIEHKE KapAMOBACKYJISIPHBIX PUCKOB.

OnpenencHue MOJICKYJISIpHOM ocTaTouyHo ©Oone3snu - MOB (Meromom
npoTouHo  murodayopomeTpun  (aOeppaHTHBIN ~ UMMYHO(MEHOTHII)  WIJIH
MosiekynsapHoe uccienosanue MOb merogom IIIIP) - cnycts aBa mecsna mocie
OKOHYAHMsI TE€paruu, 00 ¢ 9 MecsIe Tepanuu ¢ IpUMEeHEeHneM 00Jiee arpecCHBHOM
MIPOTUBOONYXOJEBOM TEpanmuu - JJISI OLUEHKU OTBETA HE HEE, YTO IO3BOJISET
MIPOTHO3UPOBATh BpEMs 10 peleAuBa 3a00JieBaHWs W OO0 BBDKHBACMOCTH
nanuveHTa. lIlocie TpaHCIIaHTAUMKM AQJUIOTE€HHBIX TE€MOIOATUYECKUX CTBOJIOBBIX
kinetok MObB onpenensercss kaxasie 3 Mecsa B TSYEHHE roJia UiId 10 HACTYIUICHUS
peuuauBa.[4]

10. Onpenenienne  HLA-aHTHUreHOB MM  MOJIEKYJSIPHO-TEHETHYECKOE
ucciaenosanue rucrocopmectumoctu (HLA) BbICOKOro paspemenus npu
NOMOIIM CEKBEHHpPOBaHUS Il 1moAdopa JOHOpa KOCTHOIO MO3ra U
IUIAaHUPOBAHMS JAldbHEHIIEH TpaHCIUIaHTAllMM Te€MONO3THUYECKHX CTBOJIOBBIX
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kietok (TT'CK).
[Ipy moATBEpXAEHHOM penUAMBE W Tporpeccuu 3aboiieBaHus Ha (oOHE
NPUMEHEHHST HMHTHOUTOPOB  THUPO3WHKWHA3bl  bBpyToHa, mMamueHT  sBIsSETCS

kaHauaarom Ha amno-T1T'CK npu Hamnm4um BO3MOYKHOCTH €€ TPOBEICHUS.
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I'VIABA 3. KIMHUYECKHUE CJIYYAH U3 JUYHOM
BPAYEBHOU HNPAKTHUKH, HAUBOJIEE TUIIHYHBIE JIJI51
OINPEJAEJEHHBIX HO30J10I'MiA

Kunnunyeckuii ciayvaii 1

Kenmmuna, 35 ner
Kanoowr:
* CUHSIKU 0€3 MPUYMHBI B TEYCHHUE JIBYX MECSIIEB;
* Hamnuue cyodeOpuIpbHOM TeMItepaTyphl B TEUCHHE MTOCICAHEH HEIeTH;
* 00m1as ciaboCcTh OpraHu3Ma.
AHaMHe3 3a00J1eBaHUA:
* BHE3AIMTHOE HAYaJIO OMMCAHHBIX JKaJl00;
* y HEe HET XPOHHYECKUX 3a00ICBaHU.

O0beKTHBHO:

CocrostHue OOJIBHOM TshKenoe. biegHOCTh KOXKHBIX MOKPOBOB M BHJIUMBIX
CIM3UCTHIX 000Jyouek. ['ematombl 10 10-15 caHTUMETpOB B JAuMamMeTpe HAa HOrax U
pykax, B OombmioMm koimuectBe. Ilepudepudeckne numdaTtndeckue y3IIbI HE
YBEJINYCHBI.

JlabopaTopHble 1aHHbIE:

OO0umuii aHaJIU3 KPOBH

Ht=HCT 16 %

Hb = HGB 72 g/L

MCH 30 Pg (picograms)

MCV 90 fL (femtoliters)

RBC 2, 1 x10 to 12 degrees per liter
WBC 87 x10 to 9 degrees per liter
PLT 22 x 10 to 9 degrees per liter
Blasts 68%

myelocytes 26 %

NEUT 1%

LYMP 5%

MONO 0%

EOS 0%
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BASO 0%

ESR 23mm/h

buoxumuyeckui aHaJIu3:
Hopmansasie mokazatenu, kpome JIJII' = 893 U/L
Muesiorpamma:
blasts - 22.5% (rate up to 5%),
promyelocytes - 0% (rate up to 5%),
myelocytes - 3% (rate up to 3,6%), metamyelocytes - 9.5% (rate up to 9 %),
Neut stab - 3% (rate up to 20,5 %),
Neut segmented - 10% (rate up to 23,9 %),
eosinophils - 20% (rate up to 5,1%),
erythrocytes - 24.5 % (rate up to 22 %),
monocytes - 3.5%(rate up to 2%),
lymphocytes - 3.5% (rate up to 9,5 %),
plasma cells - 0.5% (rate up to 0,4 %).
NMMYyHOIIUTOXUMUYECKOE HCCIeTOBAHME:
Muenonepokcunasza 80 % moyioKuTenbHast
Bonpocebr:
1. [Ipeanonoxure, Kakoe 3a00JIEBAHKUE Y ITOTO OOJIBHOTO?
2. Kakas ¢popma unm ¢aza unu craaus 3adoneBanus? (Eciau onu ectp)
3. Kakue nuarHocTudeckne KpUTEpUH JaHHOTO 3a00JIeBaHUS UMEIOTCSA Y O0IBHOTO B
JTAHHOM ciy4dae?
4. Kakne HEOOXOMMO MMPOBECTH JAOTIOTHUTEIIbHBIC UCCIICTOBAHUS?
5. Uem neuuTsb 310 3a00sIeBaHKE?
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Kiunnunveckuii ciay4aii 2

My:xumuna 40 jger
Kajoomr:
* MIOBBILIEHUE TEMITEpATypsl Tena 10 40 rpaaycoB B TEUCHHUE MECALA;
* IPUEM PaA3HbIX IPYII AHTUOMOTUKOB HE J1aJl MOJOKUTEIBHOTO 3P PeKTa;
* pe3Kasi BbIpakKeHHasl cJ1ad0CTh OPraHU3Ma;
AHaMHe3 3a00/1eBaHuA:
* BCE HAYaJIOCh BHE3AITHO;
* Yy HETO HET XPOHUUYECKUX 3a00ICBaHMUI];
* paboTHI HA BPEHOM ITPOU3BOCTBE

OO0beKkTHBHO:

CocrostHue cpenHed cTeneHu TsbkecTH. KoXHble TMOKPOBbI W BHUJIUMBIE
CIIM3HUCTBIE (u3nosiornyeckoil okpacku. Ilepudepuueckue numparuyeckue y3isl He
yBenu4eHsl. [ledeHs u cene3eHka HOpMAJIbHBIX pa3MEpPOB

JlabopaTopHble faHHBIE:

OO0uuii aHAJIU3 KPOBH

Ht=HCT 20 %

Hb = HGB 80 g/L

MCH 28 Pg (picograms)

MCV 93 {fL (femtoliters)

RBC 2,5 x10E6 cells / micro-L = 10 to 12 degrees per liter
WBC 13,87 x10E3 cells / micro-L = 10 to 9 degrees per liter
PLT 288 x10E3 cells / micro-L = 10 to 9 degrees per liter
Blasts 10%

NEUT 10 %

LYMP 74 %

MONO 3%

EOS 3%

BASO 0%

ESR 23 mm/h

Muesiorpamma: blasts 94%.

NvmyHouuToxumuuyeckoe ucciaenosanue: MIIO orpunatensnas, PAS 40%
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MOJIOKUTEbHAS.
Jlrom0anbHasa nyHKIusa: uTo3 1 kiacc.
Bomnpocsr:

1. Ilpennonoxxute, Kakoe 3a00JI€BaHUE Y ITOTO OOJILHOTO?

2. Kakas ¢popma unm ¢aza unu craaus 3adoneBanus? (Eciau onu ectp)

3. Kakue nuarHocTuyeckue KpuTepuu JaHHOTO 3a00JIeBaHUSI UMEIOTCS Y O0JIBHOTO B

JAHHOM ciy4dae?

4. Kakue He0OXO0MMO MPOBECTHU JOMOTHUTEIIbHBIC UCCIIEIOBAHUS?

5. Uem nequTh 3T0 3a00sIeBaHMEC?
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Knunn4yeckuii cayuaii 3

Myxuuna, 72 ner

7Kanoobl: o01as cnadbocTh OpraHu3Ma

AHaMHe3 3a00/1eBaHUS:

V Hero 31okadyecTBEHHOE 3a00JIeBaHHE KpOBH, OH COCTOHUT Ha Y4YCIC Y

reMmaroJjiora, HaxXOAHUTCA Ha aM6YJIaTOpHOM JICUCHUHM B TedeHue 3 MCCALCB,

OTMEYAETCS YaCTUYHBIM OTBET Ha TCPAIIUIO.

O0BEeKTUBHO:

CocTossHME OTHOCHUTEIIHLHO YAOBJICTBOPUTCIIBHOC.

KoxxHble TOKpPOBBI U

BHUJIMMBIE CITM3UCTHIC hu3HoIorndeckor okpacku. [lepudepuieckne numparnaeckue

Y3JIbl HC YBCIIMYCHEI. IleueHs u cene3eHka HOPMAJIBHBIX pa3dMCpPOB.

JlaGopaTopHbie TaHHbIC:

OO0umuii aHaIU3 KPOBH

Ht=HCT 40 %

Hb =HGB 120 g/L

MCH 31 Pg (picograms)

MCV 92 fL. (femtoliters)

RBC 3,3 x10EG6 cells / micro-L = 10 to 12 degrees per liter
WBC 70 x10E3 cells / micro-L = 10 to 9 degrees per liter
PLT 600 x10E3 cells / micro-L = 10 to 9 degrees per liter
Blasts 4%

Myelocyte 28 %

Metamyelocyte | 35 %

NEUT 27 %

LYMP 5%

MONO 1%

EOS 0 %

BASO 0 %

ESR 20 mm/ h

Muenorpamma: blasts 35 % (normal value up to 5 %), promyelocytes 0 %

(normal value up to 2 %),

myelocytes 1 % (normal value up to 3,6 %),

metamyelocytes 1 % (normal value up to 5 %), BAND 0,5 % (normal value up to
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20,5 %), neut segmented 3 % (normal value up to 23,9 %), eosinophils 4 % (normal
value up to 5,1 %), erythrocytes 7 % (normal value up to 22 %), promonocytes 46 %
(normal value up to 2 %), lymphocytes 3,5 % (normal value up to 9,5 %).

Bomnpocsr:
1. [IpeanonoxuTe, kKakoe 3a00JIEBaHKUE Y ITOTO OOJIBHOTO?
2. Kakas ¢popma unm ¢aza unu craaus 3adoneBanusi? (Eciau onu ectp)
3. Kakue nquarHocTuyeckue KpuTepuu JaHHOTO 3a00JIeBaHUsI UMEIOTCS Y O0JIBHOTO B
JTAHHOM ciy4dae?
4. Kakne HEOOXOMMO MPOBECTH JAOTIOTHUTEIIbHBIC UCCIICTOBAHUS?
5. Uem neunTs 910 3ab0eBanme?
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Kunnunyvecknii ciay4aii 4

Myxuuna, 35 ner

Kajoomr:
* BEIpaKeHHas o011as cnaboCTh OPraHu3Ma;
* TSDKECTh B JIEBOM MOApeOepbe

AHaMHe3 3a00J1eBaHUA:

» OH noka3aja U3MEHEHHUsI B aHAJIN3aX KPOBU TPHU HEAEIIN Ha3al.
* TshxecTh B IeBOM MoApeOdepbe MOsIBUIIACH HEACI0 Ha3a/l.

O0bekTUBHO:

CocTostHME OTHOCUTENIBHO YJOBJIETBOpUTENbHOE. KOXKHBIE TOKPOBBI U
BUJUMBIE CIU3UCThIE (pu3noaornueckon okpacku. [lepudpepuueckue mumparudeckue
y37bl HE yBennyeHbl. [leyeHp HopManbHBIX pa3mepoB. CenezeHka yBennyeHa (+4 cm
oT peOepHOM AYTH ClIeBa)

JlabopaTopHble 1aHHbIE:

OO0umuii aHaIU3 KPOBH

Ht=HCT 25 %

Hb = HGB 110 g/L

MCH 31 Pg (picograms)

MCV 92 fL. (femtoliters)

RBC 3,3 x10EG6 cells / micro-L = 10 to 12 degrees per liter
WBC 70 x10E3 cells / micro-L = 10 to 9 degrees per liter
PLT 600 x10E3 cells / micro-L = 10 to 9 degrees per liter
Blasts 1%

Myelocyte 2%

Metamyelocyte | 3 %

NEUT 84 %

LYMP 6 %

MONO 3%

EOS 0%

BASO 0%

ESR 25%

Muenorpamma: blasts 2 % (normal value up to 5 %), promyelocytes 1 %
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(normal value up to 2 %), myelocytes 29,5 % (normal value up to 3,6 %),
metamyelocytes 7 % (normal value up to 5 %), BAND 12 % (normal value up to
20,5 %), neut segmented 37 % (normal value up to 23,9 %), eosinophils 4 %
(normal value up to 5,1 %), erythrocytes 3,5 % (normal value up to 22 %),
monocytes 0,5 %(normal value up to 2 %), lymphocytes 2 % (normal value up to
9,5 %).

Bonpocobr:
1. [Ipenmoioxxute, Kakoe 3a00JIeBaHUE Y 3TOTO OOIHHOTO?
2. Kakast popma nnm daza nmu craaus 3a6oneBanusi? (Eciau onn ecTh)
3. Kakne muarHocTU4eckre KpUTEpUU JaHHOTO 3a00JICBaHUS UMEIOTCS Y OOJIbHOTO B
JAHHOM ciry4dae?
4. Kaknre HeOOXOMMO MMPOBECTH JAOTIOTHUTEIIbHBIC UCCIICTOBAHUS?
5. Uem nequTsh 3T0 3a00sIeBaHMEC?
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Knunnuyeckuii cayuai 5

Kenmuna, 64 ner

Kanoonr:

- IEPUOANYECKOE IOBBILICHHE TeMIleparypsl 10 38 rpaaycoB llenbcust B TedueHue

TPCX MCCAILICB,

- o0m1ast cmabocTh OpraHu3Ma.

AHaMHe3 3200JIeBAHUA:

JIBaxxp1 OoJiesia THEBMOHWEH B TCUEHUU TPEX MECSIICB, JICUHIaCh B OOJBHUIIC.

ConytcTByroniee 3a00J€BaHNE: apTepUaIbHAs TUIIEPTEH3Us 3 cTaaus 4 pUcK

O0BEeKTHUBHO:

CocTosiHHE OTHOCHTEIILHO YOOBJICTBOPHUTCIBHOC.

KoxnbIie ITOKPOBEIL

u

BHUJIMMBIE CITM3UCThIC hr3HoIorndecko okpacku. [lepudepuieckne mumparnaeckue

Y3JIbl HC YBCIMYCHBI, 34 HCKIIOYCHHCM ITOAYCIIOCTHBIX J]I/IM(baTI/ILICCKI/IX Y3JI0B

YBCINYCHBI [0 4 CAHTUMCTPOB B JHAMCTPC, MAT'KHC, 0e300J1c3HEHHEIC IIpu

IHaJibIIalinu. Ileuens u cene3eHka HOPMAJIBHBIX Pa3MCpPOB.

JlaGopaTopHbie TaHHbIC:

OO0uuii aHAJIU3 KPOBH

Ht=HCT 30 %

Hb = HGB 98 g/L

MCH 29 Pg (picograms)

MCV 87 fL (femtoliters)

RBC 3,6* 10E6 cells / micro-L = 10 to 12 degrees per liter
WBC 45 000 =45 x10E3 cells / micro-L = 10 to 9 degrees per liter
PLT 111 x10E3 cells / micro-L = 10 to 9 degrees per liter
NEUT 33%

LYMP 57 %

MONO 7%

EOS 3%

BASO 0%

ESR 30 %

buoxumu4veckui AHaJIN3 KpoBu: HOPMAJIbHbBIC IIOKAa3aTCJIH,

uckirroueneM CPb 25 mr/n
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Muenorpamma: blasts 0 % (normal value up to 5 %), promyelocytes 0 %
(normal value up to 2 %), myelocytes 1 % (normal value up to 3,6 %),
metamyelocytes 3,5 % (normal value up to 5 %), BAND 3,5 % (normal value up to
20,5 %), neut segmented 3,5 % (normal value up to 23,9 %), eosinophils 1,5 %
(normal value up to 5,1 %), erythrocytes 4 % (normal value up to 22 %), monocytes
0,5 %(normal value up to 2 %), lymphocytes 82,5 % (normal value up to 9,5 %).

Bonpocobr:

1. [Ipenmoioxxute, Kakoe 3a00JIeBaHUE Y 3TOTO OOIHHOTO?

2. Kakast popma nnm daza nmu craaus 3a6oneBanusi? (Eciau onn ecTh)

3. Kakne muarHocTU4eckre KpUTEpUU JaHHOTO 3a00JICBaHUS UMEIOTCS Y OOJIbHOTO B
JAHHOM ciry4dae?

4. Kaknre HeOOXOMMO MMPOBECTH JAOTIOTHUTEIIbHBIC UCCIICTOBAHUS?

5. Uem nequTsh 3T0 3a00sIeBaHMEC?
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Knunnuyeckuii cayuai 6

Myxuuna, 87 ner

Kanoodbr:
® yBeiMUCHUE JIUM(ATUUECKUX Y3JI0B BO BCEX IPYIINAX;
® 00mas cnadocTh OpraHu3Ma.

AHaMHe3 3a00J1eBaHUA:

OTMmeyaeT MOCTeNeHHOE YBeJIMYeHUEe TUM(ATUUECKUX Y3JI0B B TEUCHHUE TO/a.
N3menenus B OAK B TeueHHUE TOJIa COXPAHSIOTCS, HA yU4€TE Y T€MATOJI0ra COCTOUT.

O0bekTUBHO:

CocTosiIHHE OTHOCHUTENBHO YIOBIECTBOpPUTENbHOE. KoOXXHBIE MOKpPOBBI U
BUJIMMBIE CIU3UCThIE u3Hnoaornyeckoi okpacku. [lepudepuueckue numparunueckue
y3JIbl YBEJIMYEHBI BO BCEX TIpymmax 10 4 CaHTUMETPOB B JUAMETPE, MSTKHE,
6e300J1e3HEHHBIC TP Nanbnaiuy. [ledeHp U cerae3eHka HOpMajJbHBIX Pa3MEpOB.

JlaGopaTopHble JaHHBbIE:

OO0umuii aHaIU3 KPOBH

Ht=HCT 36 %

Hb = HGB 110 g/L

MCH 30 Pg (picograms)

MCV 88 fL (femtoliters)

RBC 3,3* 10E6 cells / micro-L = 10 to 12 degrees per liter
WBC 32,9 x10E3 cells / micro-L = 10 to 9 degrees per liter
PLT 90 x10E3 cells / micro-L = 10 to 9 degrees per liter
NEUT 10 %

LYMP 82 %

MONO 5%

EOS 2%

BASO 1%

ESR 36 %

Mmuesorpamma: blasts 0 % (normal value up to 5 %), promyelocytes 0 %

(normal value up to 2 %), myelocytes 1 % (normal value up to 3,6 %),

metamyelocytes 3 % (normal value up to 5 %), BAND 3,5 % (normal value up to
20,5 %), neut segmented 4 % (normal value up to 23,9 %), eosinophils 4 % (normal
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value up to 5,1 %), erythrocytes 6 % (normal value up to 22 %), monocytes

0 %(normal value up to 2 %), lymphocytes 80,5% (normal value up to 9,5 %).
Bomnpocsr:

1. Ilpennonoxxute, Kakoe 3a00JI€BaHUE Y ITOTO OOJILHOTO?

2. Kakas ¢popma unm ¢aza unu craaus 3adoneBanus? (Eciau onu ectp)

3. Kakue nmuarHocTudeckune KpUTepruu JaHHOTO 3a00JIeBaHUS UMEIOTCS Y OOJILHOTO B

JAHHOM ciy4dae?

4. Kakue HEOOXOAMMO TIPOBECTH JIOTIOTHUTEILHBIC CCIICIOBAHUS ?

5. Uem nequTh 3T0 3a00sIeBaHMEC?
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Cnmcok cokpameHni
Amno-TI'CK - aiyioreHHON TpaHCIUIAHTAllUK TEMOTIOITUYECKUX CTBOJIOBBIX KJIETOK

Ayto-TI'CK - ayronornyHas TpaHCIUIAHTALMsI TEMOITIOATHYECKUX CTBOJIOBBIX KIIETOK
JIXA - NONOJIHUTEIbHBIE XPOMOCOMHBIE aHOMAIUU

NOT I'CK - uMMyHO(pEHOTUITMPOBAHUE TEMONIOITUYECKHUX CTBOJIOBBIX KIETOK
KM - KOCTHBII1 MO3T

KIIC - KUCTOTHO-IIET0YHOE COCTOSHUE

JIBJI - octpsie mumdobIacTHRIE TUM(POMBI

JIAL - makTatnernaporeHasa

JIMIJI - numdpoma 13 ManbIx JIUMQPOLUTOB

MJIC - MUeNnOIUCTIIACTUYECKUI CUHAPOM

Merton uccnenosanus [P - meTon uccinenoBanus nojmmepasHo-UEIHON peakiuu
Merton FISH - meton uccnenoBanus ¢hayopeclieHTHON ruOpuIM3aluu in situ
MOB - MonekynspHas ocTaTouHast 00JIe3Hb

OAK - o0muii (KTUHUYECKU) aHAIU3 KPOBHU

OJI - ocTphbie 1eHKO3bI

OJUJI - octprie muM(OOITaCTHBIC JTEHKO3bI

OMUI - ocTpble MUETOUIHBIE JTEHKO3bI

[1P - nonHas pemuccus

[I9T/KT - 1O3UTpOHHO-3MHUCCHOHHAS] KOMITBIOTEpHAsi TOMOTpadus

Cucrema HLA - yenoBeueckast aHTUTE€HHAsI CUCTEMA TUCTOCOBMECTUMOCTH
TT'CK -TpaHcruianTanus reMOIO3TUYECKUX CTBOJIOBBIX KIIETOK

TKM- TpaHcmiianTaius KOCTHOTO MO3ra

DA XMIJI - daza akceneparmu XMJI

OBK XMJI - ¢aza ronactaoro kpuza XMJI

XJUI - xpoHndeckuit TMMQOIUTAPHBIN JIEITKO3

XMIJI - XpOHUYECKA MUETOUIHBIN JIEUKO3

X® XMJI - xponnueckas paxa XMJI
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