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Onpenenenue [1]

Mueaogucmiacrunyeckuit cuaapom (MJ/IC) — rereporeHHas rpynna
KJIOHAJIBHBIX 3a00JIEBaHUI CHUCTEMBbI KPOBHU, BO3HUKAIOIIUX BCIEACTBHE MYTalllU
IeMOIIOTUYECKOM CTBOJIOBOM KIIETKM M XapaKTEPU3YIOIIUXCS LIUTOIICHHEH, Kak
pe3ynbTaT HeI(PPEKTUBHOTO reMOI033a, MPU3HAKAMH JTUCMHUENION033a U BRICOKUM

pUCKOM TpaHchopMaluu B OcTphlif Jeiiko3 (OJI).
Otnonorus [1,2,3,4]

B 80-90% cnydaeB stuonorus MJIC nHeusBectHa, B 10—-15% pasBututo

3a00JIeBaHUs NIPEIIECTBOBAIA INTOCTATUYECKAS U/WIIH JTydeBasi Tepamnusl.

®akropamu pucka pazButus MJ{C sBISIOTCA KypeHUE, KOHTAKT C OEH3UHOM,

WHCCKTUIUIAMH, ICCTUIIMIAMU, OPTaHUNYCCKUMU BEIIIECTBAMH.
Iarorenes [1,2,3,4]

N3yuyenune maroreneza MJIC Ha TpPOTSIKEHUHM HECKOJIBKMX JCCATKOB JIET
MO3BOJIMJIO BBIJICIUTh HECKOJIBKO OCHOBOMOJIAraloOlMX JTAllOB Pa3BUTHUS ITHUX
3a0oneBanuil. BosznelcTBue MOBpexAalOMMX (PAKTOPOB HA IUTFOPUIIOTEHTHBIE
remonodTrueckue crBosioBele kieTku (I'CK) mnpuBogutr k (opMupoBaHUIO
KJIOHAJIbHOTO KPOBETBOPEHUS, BKIIFOYAIOIIETO BCE KIIETOUHBIC JINHUU, PEAKTUBHOE
W3MEHEHHE CTPOMAIBHOTO MHMKPOOKPYKCHHS M JIMM(GATHUYCCKON CHCTEMBI, YTO
MPUBOJIUT K YBEIMYCHHUIO Tposiideparuu M aronro3a B KocTHoM Mmo3re (KM).
[TosiBiieHHE HOBBIX MyTallMid CIIOCOOCTBYET AaJIbHEHIIEH KIOHAJIBHOM 3BOJIIOIUU
YK€ UMEIOLIETOC MAaTOJIOTMYECKOT0 KIIOHA, YTO COIPOBOXKIAETCS YMEHBIICHUEM

anonrto3a u Tpanchopmarueit B OJI.
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Pucynok 1. Cxema marorenesa MJIC [4]
Kaaccuduxanusa (BO3, 2017 rox) [1]

1. MJIC c nunelHoM (omHoMHEeHON) quctiasueit (JIJ1):
2. MJIC ¢ myapTuninHeriHou aucrmnazuei (MIC-MJI).
3. MJIC ¢ konsueBsiMu cuaepodiaactamu (MJIC-KC):

— MJC ¢ KoJBIEBBIMU cHIepoOIacTaMU U JIMHCHHON JHCIIIa3ueH
(MIC-KC-JIO).

— MJC c¢ xonblIEBbIMH CHAEPOOJACTAMH U MYJIbTUIMHEHHOM
nucmtaszueit (MIC-KC-M]I).
4. MIC c u30IuMpOBaHHOW JeNelHeil MIMHHOTO Ijieya S-H XPOMOCOMBI
(MZC-50-)
5. MJIC ¢ n30bITKOM 0J1aCTOB

— MJIC ¢ u3bsiTkOM O1actoB-1 (MIC-UB-1);

— MJIC ¢ u3bsiTkoM OsactoB-2 (MAC-UB-2);



6. MJIC nexnaccupunupyemoii (MIC-H).

[Tpu rucToNnOrnyecKkoM MCCie0BaHUU TPENAHOOMONTATOB y MAI[UEHTOB C
M/IC yaiiie BCEro BBIABISIOT HOPMO- WK runepkieTounbii KM, u Tonbko B 10—
15% cmydaeB 0OHapyKUBAETCS TUTIOTUIA3HMS KPOBETBOPHOU TKanu U B 10—-15% —
¢bubpo3 ctpombl 2—3 cTeneHu, uto no3possieT BeiaeaaTh MJIC ¢ runomnnasuei

kpoBeTBopeHus win MJIC ¢ pudpo3oM CTpOMBL.
Kiannuueckue nposisiaenus [1,2,3,4]

OcHoBHble knuHH4Yeckue nposiBieHus MJIC HecnenupuuHbsl U HamboJee
4acTo 0OYCIJIOBJIEHBI KaK KOJUYECTBEHHBIMH, TaK U KAYECTBEHHBIMU W3MEHEHUSIMU
CUCTEMbl KpPOBETBOPEHHS: LUTOINEHUYECKUN CUHAPOM (AaHEMUYECKUH CUHAPOM,
FeMOPpPAruuecKuil CHUHJIPOM, JIEMKOMNEHHUs), MH(PEKIIMOHHBbIE OCIOXHEHuUs, B-

CUMIITOMBI, CINICHOMCTAJINA, ayTOMMMYHHBIC ITPOABJICHUS.

AHEeMMYECKHIl  CHMHAPOM —  aHeMHueckue kKajaoObl  (ciabocTs,
TOJIOBOKPYKEHHUE, OABIIIKA PpU (U3UUECKOM HArpy3Ke, cepilieOneHne) MOryT ObITh

pPa3HOM CTENEHU BBIPAXKEHHOCTH U BeTpedarotest B 80-90% ciyyaes MIC.

I'emopparuveckuii CHHAPOM — KJIMHUYECKU 3HAYUMast TPOMOOITUTOTICHHS B
aHanu3ax KpoBu oTMeueHa B 25-70% ciydyaeB, reMOpparnyeckue MmposiBICHUS B
ne0roTe 3a0o1eBanus otMedeHbl B 15-30% (meTexuanabHble BHICHITIAHUS Ha KOXKE U
CJIM3UCTBIX, HOCOBBIC, IECHEBbIE, MATOUHbIE, TTIOUCUHBIC U YKEITyI0YHO-KUIIICYHbIC
KPOBOTEUEHHUSI, KPOBOU3JIUSHUS B CKJIEPBI M TOJIOBHOM MO3T) U OTPAKAIOT HE TOJIBKO

CTEIMEeHb TPOMOOITUTONIEHUH, HO U TPOMOOIIUTOIIATHH.

B-cuMnToMbI — CHUKEHUE MacChl Tefa, cyO(peOpuInuTeT B BeUepHee Bpems,

IIOTJINBOCTD

NudexkuuoHHble OCI0KHEHUS] — YBEIMYCHHUE YaCTOTHl WHOEKIIMOHHBIX
ocnoxxkHennit  (10-40%) oOycnoBiaeHO  HeWTpomeHwer u  auchyHKIMEH
IPaHYJIONUTOB, KOTOpas MPOSBISICTCS HApyIICHHEM (arornuTapHOi ajre3uw,

xemoTakcucoMm. Hambonee yacThiMu U3 MH(PEKIIMOHHBIX TMPOSBICHUN SBISIIOTCS



OaxkTepuanibHbIE MTHEBMOHUH, a0CHECCHl KOXKU U OMMOPTYHUCTHYECKHUE MHPEKINH,

BKJIIO4asi BUPYCHBIC, ITHCBMOLIMCTHLIC, MI/IKO6aKTepI/IaHI)HBIe.

AyTouMMYHHBIe TiposiBjieHust ~ B 10% cmygaeB MJIC manudectupyer c

AYTOUMMYHHOI'O IIponccca: CHUCTEMHBIN BACKYJINT, HGKpOTH‘{eCKI/Iﬁ ITaHHUKYJIUT,

CCpOHGFaTHBHBIﬁ aApTpUT, PpCBMATHYCCKAA ITOJIMMHAJITUA, KYM6C-HOJ'IO)KI/ITCJ'IBHEI$I

ICMOJINTUYCCKAA aHCMUA, IICPUKAPINUT, IIJICBPUT.

Juarnocruka [1,2,3,4]

Jist Bepuduxaruu nuarsosa M/IC ciaenyeT yuuTsiBaTh HA00p HEOOXOIUMBIX

Y PEMIAIOIINX KPUTEPUEB.

Tabnuya 1. Kpumepuu ouaecnosa M/[C

Heo0xonumbie Pemaromue kpurepuu JlomosiHUTEIbHBIE
KpUuTEpUn KpuTepun
CrabuiabHas Hucrmnazus >10% Ecmu —

UTOTICHUST B 1 wWim | OT BCEX KIETOK | yeoGxomiMbie  KPHTEPHH
2
Oonee pOCTKax B | OPUTPOMAHOIO  W/HIH | oo Her peIIaloNHX
TeUCHUE >4 MECSIEB | TPaHyJIOIUTAPHOTO, KpHTEPHEB HO eCTh
M
(ypoBeHb TEMOTJIOOWMHA | W/WJIH S —— KapTHHA
2
<110 r/n, KONMMYECTBO | METraKapHUOIIUTAPHOTO 06y CIIOBIEHHAs
HEUTpOPHITOB POCTKOB,  BBISBICHHAS | \iaxnonurapHoii  aneMueit
<1,8x10%, mpu MOP(HOIOrHIECKOM | |, Tpancdy3HOHHOM
TPOMOOITUTOB — | MCCIIEIOBAHNU KOCTHOTO | goprrorin o o T0
2
<100x10%1.) Mo3ra. [TOMTBEPICHHEM
OTtcyrcTBUE >15% KC wnd | quarnosa MoryT GbITh:
APYTUX >5% KC B coueranuu c .
ATUNTHYHBINA
remMaTojiornueckux U | myrauuei SF3B1.
UMMYHO(EHOTHUIT  KIJIETOK
HETeMaTOJIOTHYECKHUX 5-19% G6IaCTHBIX
KM co MHOXECTBEHHBIMU
3a00eBaHu, KOTOPBIC | kjetok B KM wm 2—

M/IC-acconiuupoBaHHBIMU

abepparusamu,




IIPOTEKAOT ¢ | 19% OnacTHBIX KJIETOK B | BBISIBJICHHBIN npu
LUTOTICHUSIMU. nepudepruIecKor KpOBU. | UMMYHO(EHOTHITHPOBAHUN
THONIHBIE u MOITBEPKAAIOITUI

aHoMajauu kapuortura (— | MOHOKIOHAJIbHYIO

7, 50~ wu  jp.), | TOTYISIHIO SPUTPOHTHBIX
BEISBIICHHEIC npu | ¥ MACTOMTHBIX KJIETOK.
CTaHIapTHOM 3MeHeHus B
[IUTOT€HETHYCCKOM

TUCTOJIOTUYECKOW KAPTHUHE

HCCIIEIOBAHUH WM | KM, B ToM 4mcle U TIpH

meronom FISH. MMMYHOIHCTOXUMHUYECKOM
MCCIIEI0OBAHNH,

noatreepxaaromue MJC.

Jwnarno3 MJIC moaTBepkaatoT ¥ Py MEHEE 3HAYMMOW IUTONIEHUH, €CITA TTPU
IUTOTEHETUYECKOM HuccienoBannu KM  BbISIBJIEHBI JOCTOBEPHBIC W3MEHEHMS

Kapuortua, xapakrepusie 1151 M/IC.

IIpu cbope xanod u aHamHe3a HeoOXOoAMMO oOpaIraTh BHUMaHUE Ha BpeMs
MOSIBJICHUSI TEPBBIX KaJl00, JAMHAMUKY pa3BUTHS 3a00J€BaHUsA, HAIAYUE
COITYTCTBYIOIIEH IMaTOJIOTHHU, MPOPECCUOHANBHBIC BPEIHOCTH U YCIOBUS JKU3HU
MalyeHTa, paHee MPOBOJAUMYIO TEpamuio 10 TOBOAY JAPYTrHX 3a0oieBaHUit
(0COOEHHO OHKOTeMaTOJIOTUYECKHX, AayTOMMMYHHBIX u 1p.). Crnenudpudeckux
*anob He cymiecTByeT. Hanbosee yacto mamueHTsl 00palarTcsi ¢ aHEMUYECKUMU
x)anobamu (cmaboCTh, YTOMIISIEMOCTh, CHIDKEHHE TOJICPAHTHOCTH K (DU3UYECKUM
Harpy3kam), pexe — C TEeMOpPparuyecKuM CHHAPOMOM U HWH(GEKIIMOHHBIMU

OCJIOXKXKHCHUAMU; IPOJOJDKUTCIbHOCTh aHAMHE3a OT 1 MEciLa 10 HECKOJIBKUX JICT.

[Ipu ¢u3MKaIbHOM OCMOTpPE HEOOXOAMMO OIIEHMBATH: COCTOSIHME KOKHBIX
ITIOKPOBOB, CIM3MUCTBIX; HAJTUYUE WIA OTCYTCTBHUE IIPU3HAKOB T€MOPPArn4eCcKoro u
OTE€YHOI'0 CHUHAPOMA; CIEUU(UIECKOr0 MOPAKEHUS KOKHU, TeNaTOCIIICHOMEraJlny,

mampoaneHomarnn;, mpuszHakoB auchynkmmm [[HC, cepaedno-cocymucroi,



JIETOYHOM, MOYEBBIICIUTENBHOW, 3HAOKPUHHOM M KOCTHO-CYCTABHOW CHCTEM,
OPraHOB JKEJIYIOYHO-KMIIEYHOT 0 TpakTa. J[J11 pacuera rmonaaym NOBEpXHOCTH TeJia
HEO0OXO0IMMO M3MEPEHHE POCTa U MACChI TeJa, U Tepe] KaKIbIM KypCOM Teparuu —

BCCa MaMCHTA JJISI aKTyaJIn3alun JaHHbIX.

Beaymumu  cumnrtomamun MJIC  SBASIIOTCS  IIUTONEHUH,  KOTOPbIE
JTUArHOCTUPYIOT TPU CTOMKOM CHMKEHUU TeMaTOJIOTUYeCKHX Mokasarenei: Hb
<110 r/n w/wam abcomoTHOro uucia Heltpopunos (AUH) <1,8x10%n, w/umm
tpomGommToB <100x10%1. Bce mmarHocTHueckue NpOLEMyphl HAIPaBIEHBI Ha
UCKIIIOUCHHUE PEAKTUBHBIX IMUTONECHUM WM JPYrUX KIOHAJIBHBIX 3a00JeBaHUN

KPOBETBOPHOW CUCTEMBI.

I'emaronornueckoe oOCIEIOBaHUE BKIIOYACT B CEOSl MYyHKIMIO KOCTHOTO
MO3ra C HCCIeAOBaHMEM acnupara (IuTojorudeckoe ucciemnoBanne KM s
BBISIBJICHUSI KQYECTBEHHBIX M KOJMYECTBEHHBIX M3MEHEHUH B KJIETOYHOM COCTaBE
KM, OUTOXMMHYECKOE HCCIICIOBAHUE KIETOK DPHUTPOMIHOTO psja Ha HATHYHE
KOJBIEBbIX (opM  cuuepoOIacTOB, INMTOTCHETHYECKOE HWCCIEAOBAHHUE IS
OTIpEICICHUS] KapHWOTHUIA, HMMMYHO(MEHOTHUIIMYECKoe uccienoBanue KM s
BBISIBJICHUS IIUTOMETPUYCCKUX TPHU3HAKOB JUCMHUENOININ3A, MOJCKYISIPHOE
HCCIICIOBAaHNUE JIJIs1 BBISBJICHUST OCOOCHHOCTEH 3a00JIeBaHUSA) U TPEHaHOOHOIICHIO
KM ¢ mocnemyromuM  THCTOJOTHYECKMM W HWMMYHOTHCTOXUMHYECKUM

uccinenoBanmeMm KM.

Juarno3 MJIC siBisieTcss mpaBOMOYHBIM, €CJIU TOcjie 4 MecCIeB HaOII0ACHUS
He OBUIO JMAarHOCTUPOBAHO  JIIOOOE  JIPyroe  TeMaTojoTHYecKoe WU
HEreMaToJorTuueckoe 3aboJjieBaHuE, KOTOpOE MOIJI0O Obl OOBSCHUTH HAJIUYWE

OUTOIICHHU.

HeoOxoaumbie nmabopaTopHble W WHCTPYMEHTAIbHBIE OOCIEIOBAHUS TIPH

nono3penuu u Bepupuxanuu MJIC:

o OOmmil (KIMHUYECKUH) aHaIM3 KPOBU PA3BEPHYTHIA C TMOACUYETOM

JEUKOIUTAPHOU (POPMYJIBI, C TOACYETOM KOJMYECTBA TPOMOOIIUTOB U



PETUKYJIOLMUTOB Ha aBTOMAaTUYECKOM aHAJIU3aTOPE C LEJbI0 ONpEeaeIeHUs
PUHAJICKHOCTU K TPYIIIe PUCKA U BBIOOpA TAKTUKH JICUCHUS.

OOmmii (KJIMHAYECKOr0) aHaJIUu3 MOYM JUISl JUArHOCTUKH CONYTCTBYIOIIEH
MAaTOJIOTUM, a TaKXKe JJII OICHKU Pa3BUTUS HEPPOTOKCMUYHOCTH Ha (hoHE
IIPOBOAMMOM TEPAIUH.

buoxumudeckuili aHaiu3 KpOBU C ONPEACIICHUEM YpPOBHS oOlIero Oenka,
aTbOYMHHOB | IJI00YJIMHOB, MOUYEBHUHBI, KpeaTHHUHA, OMJIMPYOMHA 0O0IIIero,
IPSIMOTO u HEIpPSMOTO, aJlaHMHAMUHOTpaHchepassbl,
acrapraraMHHOTpaHcdepassbl, HIEJI0YHON docdarassl,
JAKTaTAErUIPOTreHas3bl, YPOBHS XOJECTEPUHA, TPUTIIMLEPUAOB, TIIFOKO3bI 1JIs
BBISIBJICHUS COITYTCTBYIOLEH MAaTOJOTUU M ONPENENICHUs] TaKTUKH Tepanuu
MJC.

HccnenoBaHue ChIBOPOTOUHBIX MOKa3aTesel MeTaboan3Ma xkenesa (keneso,
oOmas  »KeJe30CBA3BIBAIONIAS.  CIOCOOHOCTh  CHIBOPOTKH, (DeppuTHH,
TpaHc(eppHH, HACBIIEHHE TpaHC(hEeppHUHA Kele30M), € MEPUOIUIHOCThIO |
pa3 B 3—6 Mecs1IeB Ji OLICHKW HAJIMYWS WIA OTCYTCTBUS AeUIINTA Keye3a,
a TaKXe OIpeeJeHHUs] UCXOJAHOIO YpOBHS (heppUTHHA CHIBOPOTKH KPOBU U
ero U3MEHEeHUsI Ha (JOHE Tepanuu, CBOEBPEMEHHOTI'0 Ha3HAYEHMSI XeJIaTOPHOM
Tepanuu 1 OLEHKH €€ 3(PPEKTUBHOCTH.

OnpeneneHue ypoBHs ButamuHa Bl12 (1manokoOanaMuH) u  QoJiMeBOM
KHUCIIOTHI B CBIBOPOTKE KPOBU JIJIsl OIICHKH JIePHUITUTa BATAMUHOB Ipymibl B u
HA3HAYEHHUS COOTBETCTBYIOUIEH Tepanuu Mpy UxX Ieuimre.

HccnenoBanue ypoBHSI SpUTPONOITHHA KPOBH 10 Hayana TpaHC()y3MOHHON
TEepanmuu DPUTPOIUTCOACPKAMMMHA KOMIIOHEHTAMH JIJIi  OTPEIeTICHUS
TaKTUKH  TEpaludd, B  YAaCTHOCTH,  BO3MOXXHOCTH  Ha3HAYCHHS
spuTponodcTumMmynupyomux npemnaparoB (DIICII) ans nauueHToB C
AHEMHUSIMH.

[Tpsimas mpob6a KymOca u uccienoBanne ypoBHs TarTorIoOONHA KPOBH.
UCCJIEI0BAHUE KPOBU METOJIOM MPOTOYHOU ITUTOPIYOPUMETPUHN MAlMEHTaM

c Kolm4yecTBOM OsiacTHBIX KiIeTok B KM menee 5%, a Taxke mpu HaTu4uu



KJIMHUKO-Ta00pPaTOPHBIX MPU3HAKOB BHYTPUCOCYIHUCTOIO TIEeMOJM3a IS
BBISIBJICHUS KJIOHA KJIETOK IapOKCU3MAIbHOM HOYHON TIeMOTJIOOMHYPUH
(ITHT).

Koarynorpamma  (AUYTB, mporpoMOuH, ¢uOpUHOTEH,  arperamus
TPOMOOIIMTOB) BO BpeMs MPOBEACHUSA CHEUUPUUECKON Tepanuu, Mepen
WHBA3UBHBIMU BMeEIIATeIbCTBAMU (cTrepHanbHOM NYHKIUEH,
TpenaHOOMONCUEH, YCTAHOBKOM ULEHTPAJIBHOIO BEHO3HOI'O KaTeTepa,
OIEpaTUBHBIMU BMEIIATEIbCTBAMH ), JJI1 OLIEHKHU COCTOSIHUSI CBEPTHIBAIOLIEI
CUCTEMBI KPOBH, a TAK)XKE OCIOK-CUHTETUUECKON (PYHKIH ITEYCHH.
NMMyHOXHUMHUYECKOE HCCIIeI0BaHUE OEIKOB CBHIBOPOTKU C ONPEIEICHUEM
YpPOBHSI MMMYHOIVIOOYIMHOB kiaccoB G, A, M, mnapanpoTeuHOB,
KpUOTI00YyIMHOB, C-peakTUBHOTO OelKa.

WccnenoBanue  MapkepoB  BOCHAJCHHUS  COEIMHUTENBHOM  TKAaHU
(artuctpentonmu3zuH—O (ACJI-O), peBmatounnsiii daktop, antu-AHK) mis
JTMAarHOCTUKY ayTOMMMYHHBIX 3200JICBaHU.

Omnpenenenue anturen kiaaccoB M, G (IgM, 1gG) k Bupycy ummyHoaeduimta
yenoBeka BUY-1/2 (Human immunodeficiency virus HIV 1/2) B xpoBu;
MOJIEKYJISIPHO-OMOJIOTHYECKOE HCCIIEeI0BaHUE KPOBU Ha BUpYyC renmatuta B
(Hepatitis B virus) u Ha Bupyc renatuta C (Hepatitis C virus); onpenenenue
antuten kK Oneanoii Tpenoneme (Treponema pallidum) B kpoBu; s
UCKJIIOYEHHSI HAJIMUUS COMYTCTBYIOIIEH MaTOJOTUH.
MonekynsapHO-O0MOIOTHYECKOE HCCIEOBAHUE KPOBH Ha BHUPYC IMPOCTOTO
reprieca (Herpes simplex virus); omnpeaenenue aHTUTEN K BUPYCY MPOCTOTO
reprmeca (Herpes simplex virus) B KpOBH; MOJEKYISIPHO-OHMOJIOTHYECKOE
uccienoBanne KpoBu Ha nuromeranoBupyc (Cytomegalovirus); onpeneneHue
antuten kiaccoB M, G (IgM, 1gG) x Bupycy Dmmrerina—bapp (Epstein—Barr
Virus) B KpOBH.

MonekynsapHo-O0HMOIOTHYECKOE HCCIEAOBaHUE MEePUPEPUUECKOl  KPOBH
W/WIU TyHKTaTa KOCTHOTO Mo3ra Ha mapBoBupyc B19 (Parvovirus B19)

nanuentaM ¢ He<100 r/n u kpacHbIM pocTkoM MeHee 10%.



KonuuecTBeHHass oOlEHKa COOTHONIEHHS TUIIOB Te€MOIVIOOMHA IS
VCKJIFOUEHUS BPOXKICHHONW I€MOJIMTUYECKON aHEMUMU.

HccnenoBanrie ypoBHEH MeAM U IIUHKA B CHIBOPOTKE KPOBHU MAllUEHTaM, y
KOTOPBIX TPU LUTOXMMHYECKOM HCCIEIOBAaHUU SPUTPOKAPUOLIUTOB
ompenensitorcs KC Oonee wem B 15%, mist uckimtoueHus: aeduunura wim
M30bITKa MUKPOAJIEMEHTOB C LIEJbI0 TU(epeHInaaIbHON TUarHOCTHKHY.
HccnenoBanrie ypoBHENH TOPMOHOB IIIUTOBUIHOM KeEJI€3bl U HATTUYUS aHTUTEI
(TTT, T3, T4 cB., ATTIIO, anTHTENa K TUPEOTIO0YINHY) BCEM MAIMEHTAM C
UTOTICHUYECKUM CHUHAPOMOM, a TaK)Ke MPHU JUTUTEITHHOM HAOIIOICHUH IS
UCKIIIOUEHHUS TUTIOTUPE03a B paMKax qudhepeHnnanbHoi TMarHOCTHKY.
[Tony4yeHre UUTONOTUYECKOrO MpernapaTta KOCTHOTO MO3ra IyTEM MYHKIIHUH
TPYAMHBl WIHM ITOAB3JOIION KOCTHM C aclupanued KOCTHOIO MO3ra M
MOCJICTYIOITUM IIUTOJIOTHYECKUM HcclieoBaHueM Mazka KM (Muenorpamma)
¢ moacueroM coctaBa KM u oOlleHKa CTEMEHW AUCIUIA3UU B KAXKJIOM POCTKE
KPOBETBOPEHUS BCEM MaIlMEHTaM JJi BepuUKauy Auarnosa, onpeaeacHus
TPYNNbl PUCKA TO MPOTHOCTHUYECKUM IIIKajlaM, BBISIBIICHHUS MPOTPECCUU
3a0oneBannss B MJIC ¢ u3OeiTkoM OmactoB mimm B OJI, KoHcTaTamum
JIOCTUKEHHUSI PEMHUCCUU WU PE3UCTEHTHOCTH K MPpOBOAUMON Tepanuu. [Ipu
MOJYYEHUH «CYyXOro» IyHKTaTa BO3MOXHO WCIOJIb30BAaHHE OTIEUYATKOB
TpenanoouonTtata KM.

[ToBTOpHOE HCCIEIOBaHUE acTUpaTa KOCTHOTO Mo3ra (MHelorpaMmma) uepes
1-6 MecseB, B 3aBUCUMOCTH OT JMHAMHUKH KIWHUYECKUX TMPOSBICHUN
3a0oneBanusi, s OkoHuaTeiabHOW Bepudukanmmu MJIC manmentam, y
KOTOPBIX Ipu uccienoBannu KM BbIsiBIIEHA JUCILIA3US JIMILb B OJTHOM U3
pPOCTKOB KpOBETBOpeHUA MeHee ueM B 10% KJIeTOK, HET YBEIUYEHHS
KojuuecTBa OnactoB B mepudepuueckorr kposu unu KM, KC cocrasnstor
MeHee 15% OT DOPUTPOUAHBIX TMPEAINIECTBEHHUKOB W HE BBISBICHO
[IUTOT€HETUYECKUX aHOMAaJIUH.

[{uroxuMHuueckoe ucciaeqoBaHne MuUkpornpenaparoB KM s BbIABIEHUS U

IoacycTa KOJBLCBBIX CI/II[CpO6JIaCTOB oT 06H_I€FO KOJIHN4YECTBA



APUTPOKAPUOLMTOB Jisi Bepudukanuu auarHoza MJIC, BbIsBiICHUS
nporpeccuu 3a00JIeBaHus U It OLIEHKU 3(P(EKTUBHOCTH TEPAIHH,
[{utorenernueckoe wuccienoBanve (kapuorun) kierok KM s
Bepuukanuu auarnoza MJIC, onpezeneHus rpymnibl pucka B COOTBETCTBUU
C KPUTEPHUSIMU POrHOCTHYECKHUX LIKAJl, BBISIBJICHUS KJIIOHAIBHOW 3BOJIIOLUHY,
KOHCTaTalluu JOCTHKEHUS INTOTEHETUYECKON PEMUCCHUH.
MonekynsipHO-TEHETUYECKOE HCCIEA0BAaHUE aclupara KOCTHOIO MO3Ta C
npuMeHeHneM Metoa (ayopecuentHoil rudbpuamzamuu in situ (FISH) c
30HJIaMHU K 5-, 7-, 8-, 3-1 U APYTUX XpOMOCOMaM.

[Tomyuenue rucrosornyeckoro mnpenapara KM (tpenmanHoOuorncus), u
NaTOJIOr0-aHATOMUYECKOE MccaeaoBaHue OuoncuitHoro Mmarepuana KM nis
Bepudukanuu auarsosa M/IC n auaaMuyeckoro HaOIOACHHUS.
[TaTonoro-anaToMMyecKoe HUCCIIEJOBaHUE OUONCUMHOTO (ONeparoHHOrO)
Matepuaiia KM ¢ npumeHnenreM uMMyHoructoxumudeckux Meto1oB (UI'X).
UccnenoBanne Ouonormyeckoro marepuasia KM meTomom mnpoTodHOM
IUTO(DIyOPUMETPUH ISl ONIPEIECTICHUS TPUHAJIIEKHOCTH OJIACTHBIX KJIETOK
U BBIABJICHHS HMMYHOJIOTMYECKUMX MPU3HAKOB JUCIUIA3MM, a TaKKe
OIpe/eNICHUs] HATMYMsI MUHUMAaJIbHON pe3uayalbHON O0JEe3HH.
MonekyIsIpHO-TEHETUUECKOE UCCIE0BaHNE KPoBU Wi KM 17151 BBISIBIICHUSA
mytaruii TeHoB (SF3B1, TP53, ASXLI1, ETV6, RUNXI, GATA2, DNMT3A,
TET2, IDH1/2, FLT3) u onpeneseHus nporto3a 3a00J1eBaHUS.
MonekyIsIpHO-TEHETUUECKOE UCCIe0BaHNE KPoBU Wi KM 17151 BBISIBIICHUSA
myTtanuii B renax (JAK2, CALR, MPL), onipenenenus mpor1o3a 3a00j1eBaHus
U BbIOOpA TAKTUKU TEPATTUU.

HccnenoBanue KpOBU Ha TECT € AUAMOKCHOYTAHOM JIJIsl UCKITIOUEHUSI aHEMUU
daHKOHU nanyeHTaM MoJioxe 40 ser.

Onpenenenue HLA-aHTUTreHOB [TanuenTam, KOTOPBIE MOT'YT
paccMaTpUBaTHCS B KAUE€CTBE KaHAUAATOB JIJIs1 BBITIOJIHEHUS TPAHCIUIAHTAIIUU

QJJTOTEHHBIX T€MOMO3TUYECKUX CTBOJIOBBIX KJIeTOK (ayo-TI'CK).



Onpenenenune ocHOBHBIX Ipymnn 1o cucteMe ABO, anturena D cucrembl
Pesyc (pesyc-daktop), denoruna mo antureHam C, c, E, e, Cw, K, k u
AHTUIPUTPOLIMTAPHBIX AHTUTEN, TPYNNbl KPOBU C (DEHOTUIIOM C IIEJIbIO
nondopa TpaHCHY3MOHHBIX Cpell M MHUHUMH3ALUUA TPaHCPY3MOHHBIX
peaKunil.

VY31 OpromHOW HOJOCTH MW 3a0pIOMIMHHOIO MOpOCTpaHcTBa, Y3U
NIMTOBUIHOM kene3pl, Y3W opraHoB wmajoro Tasa s >KEHUUH H
NpeacTaTeNbHoON  kene3dbl sl MyxuuH, OxoKI' s onpenenenus
COITYTCTBYIOLIEH NTATOJIOTHH.

KT wim MPT ronoBel ans uckimouenus: narojorun [[HC (B wacTHOCTH
HOBOOOpa30BaHUIM [HHC), KoTopas MOXKET COTIPOBOKIAThCS
LIUTONIEHUYECKUM CUHIPOMOM.

Pentrenorpadus rpyaHoit kietku B 2 npoekuusx win KT rpynHoit kineTku
(17151 UCKITFOYEHUS TTOPAKEHUS JIETOYHOM TKaHU U OPraHOB CPEJOCTEHHS KaKk
BOCIAJIUTENIBHOTO, TAK U HEBOCTIAIIMTEIIBHOTO XapaKTEPA).

®OT'IC ¢ wuccrnenoBanuem Ha Hamuwume H. pylori ana uckmodenus
XPOHUYECKUX 3a00JIEBaHUI WJIM HOBOOOPa30BaHU MUIIEBOAA, KeTyaKa, 12-
MEPCTHOU KHIIIKH.

KonoHockonus  as  HCKIIOYEHUS  XPOHUYECKMX  3a00JIeBaHUI U
HOBoOOpazoBaHuii JKKT, KOTOpble MOTYT CONPOBOXK/IAThCS IUTOTIEHUYECKUM
CUHAPOMOM.

OKI' 17151 OLIEHKH COCTOSIHUS CEPACUYHO-COCYAUCTON CUCTEMBI.
Koncynpranmmu  Bpadeil-cnenuaiuctoB  (odTaapMoyiora,  HEBPOJIOTa,
KapIHOJIOora, THHEKOJIOTa, YpOJora, TacTPO3HTEpPOJIOra, B TOM YHUCIE
CHEIUAIM3UPYIONMIeTOCsT  Ha  3a00JeBaHMsIX  Te4eHW  (TenaTojiora),
peBmMarosora, SHAOKPHUHOJIOTA, OHKOJIOTa, B TOM quclie
CIEHUAIM3UPYIONIETOCs] Ha pake MOJOYHOM IKene3bl (MaMmoJiora),
OTOPUHOJAPUHIOJIOTa) MpPH HAJIWYMU T[OKa3aHWM [JJIs  JUAarHOCTUKH

COHYTCTBYIOHICﬁ I1aTOJIOTHH.



NuddepeHnnaibHas THATHOCTUHKA [1]

Ouenp BakHO TpH mpoBeneHuu auddepennmansuoit nuarHoctuku MJIC
YUUTHIBATH ~ QHAMHECTHUYECKHE  JaHHbIE 00  HMMEIOIIUXCS  XPOHUYECKHX
3a00JIEBaHUSAX, KOTOpPBIE MOTYT MPOTEKaTh C LMTONEHUYECKUM CHHAPOMOM,
IPEIIIECTBYIONUX XUMHO- WU JIy4eBOM Tepamu, UMMYHOTEpaIluu, JCYCHUU
npenapaTamMy paJuoakTUBHOTO Hoja, Mpo(hecCHOHABHBIX BPEIHOCTSIX, CBSI3aHHBIX
C BO3JICCTBHEM BPEIHBIX BEIlIeCTB (0COOEHHO OeH30J1a), yoTpeOJeHUN aJIKOT O,
KypEeHUHU, CKIIOHHOCTH K CIIOHTaHHBIM KPOBOTEUEHHUSM M MH(GEKIHUSIM. Y MOJIOJIBIX
NAlMEHTOB HEOOXOIMMO MPUHATH BO BHUMAHHUE COCTOSIHMS, yKa3bIBalOUIUE HA
HACJICICTBEHHBIC HApYyIIEHUs TEeMOIo33a, Takue Kak aHeMus @DaHKOHM U
3a00JIeBaHuUs, CBSI3aHHbIE C HApyUICHUEM [UIMHBI TejloMep (HacleICTBEHHbIN
JUCKEPATo3 U Jp.). st MOKUIIBIX MalluEeHTOB HEOOX0IUMO UCKIIOYUTH BTOPUYHBIN
XapakTep HM3MEHEHH, B TIEPBYIO OUYEpeIb AaCCOIMHPOBAHHBIA C COJUIHBIMU
onyxoisiMu. [Ipy OTCYTCTBUM yBENMYEHMsI KOJMYECTBA OJIACTHBIX KJIETOK W/WIH
XapakTepHbIX aHoManui kapuotumna guarHo3 MJC dABisieTcs auarHo3om
UCKIIIOUYEHHUS, TPEOYIOIMM TILATEIbHOTO M TMPHUCTAIBLHOTO OOCIEIOBaHUS U

JTUHAMHUYECKOT0 UCCIIeIOBaHUS KOCTHOTO MO3ra.
J33puTpOoI11033 MOKET HaOII01aThCs TIPH:

e Biy/bonaraepuuuTHBIX aHEMHUSIX;

® BPOXICHHOW IU33PUTPOIIOITUUECKON AHEMUMH;

® ayTOMMMYHHBIX T€MOJIMTHUYECKUX aHEMHUSIX;

® TapoKCU3MabHON HOUHOM remorinoounypuu (I[THI);

® aJKOroJIbHOM MHTOKCHKAIIWH;

e BupycHbIX HMHPpekuuax (rematutel B u C, Bupyc ummyHoneduuura
yenoseka (BUY), Bupyc Dnureitna—bapp (36B), mapsosupyc B19);

¢ UH(EKIMOHHBIX 3a00JieBaHUAX (MUJIMAPHBIA TyOepKyse3, Malsapus,
JEUIIMaHKO03);

¢ OTpaBJICHUHA 66H31/IHOM, CBHHIIOM U IPYTIUMU TAKCIbIMU MCTAJIJIAMMU,



® KakK IIPOSIBICHUE IMAapaHEOIUIACTUYECKOW peaknuu, B TOM 4YHUCIE IIPHU
BoBieueHnu KM npu nmumdomax/nenkosax;

® AyTOMMMYHHBIX  3a0oJieBaHUSX (CHUCTEMHas KpacHas  BOJYAHKa,
ayTOMMMYHHBII THPEOUUT);

e jneduIMTEe MEAU U/ MU U30BITOUHOM MOCTYIIJIEHUH LIMHKA C TTUIIEH.

JlMcrpanysono33 MOXXeT HaOI01aThCs:

® [IpU UCIIOJIb30BAHUU JICKAPCTBEHHBIX MpENnapaToB (YeTOBEYECKUN
PEKOMOMHAHTHBIN TpaHyJOIUTAPHBIN KOJIOHUECTUMYIUPYIOMUN (HakTop
(I'-KC®), uMmmyHOAETIPECCAHTHI);

e 1pu BupycHbix nundexuusx (BUY, ObB);

® KaK IPOSIBJIICHHE MMAPaHEOTUIACTUYECKON PEAKITNH;

e nocie xumuorepanuu (XT) u B mepuoj BocctanoBienuss KM.

I[I/ICMGF AKApHUOMHUTOIIO023 MOIKCT Ha6J'II-0I[aTI>CHI

e 1npu BUY-undexuuu;
® pEaKTUBHOM/TAPaHEOIIACTHUYECKOM MHeNohuopo3e;
e rociie TpaHcmiaHTauuu KoctHoro Mo3ra (TKM) u mnpoBeneHHOMR

XUMHOTCPaIIuu.

Jleuennme [1,2]

B Tepanuun MJIC ¢ ydyeroM 0coOEHHOCTEH MaToreHe3a M pa3HOPOJHOCTH
3a00JIeBaHUsl  CYIIECTBYET HECKOJbKO HANpaBlI€HUH, OAHaKo Hauboiee

B(b(beI(TI/IBHLIMI/I U IIPU3HAHHBIMH BO BCEM MHUPC ABJEAIOTCA:
— CHUMIITOMATHYICCKadA TEpanusa:

— 3aMECTHUTENbHAs Tepanusi KOMIIOHEHTaMU KpOBHU (IIOHOPCKHE
SPUTPOLUTHI, JOHOPCKUE TPOMOOIIUTHI, CBEKE3AMOPOKEHHAS T1a3Ma),
— XeJIaTopHas Teparus,

— CTUMYJISITOPBI TEMOIT0A3,

- aHTI/I6aKTepI/IaJILHaSI TCpalius;

— IUTOCTATHYECCKAA TEepamus:



— IIXT no nporpammam neuennst OMJIL,
— Hu3kogo3Has XT,

— THIIOMCTUJIMPYIOINUC IIPCIIAPaThI;

— HIMMYHOCYIIPeCCUBHAS 1 HMMYHOMOIYJIMPYIOIIAsl Tepanus:

— ATT,
- HCA,
— JICHAJIMAOMH,

— CIJICHAKTOMUS;

— AJUIOTCHHAasl TPAaHCIVIAaHTAllUA T'€eMOIMOITHYCCKUX CTBOJOBBLIX KJIE€TOK

(asno-TI'CK).

EnuHcTBeHHBIM MeTosioM Ouonoruueckoro wusnedeHust sipisercs TICK,
OJTHaKo TOJbKO B 5—10% cirydaeB ymaercst peain30BaTh 3Ty IPOTPAMMY, B CBSI3H C
orcyrctBueM HLA-HIEHTMYHOrO JTOHOpPA, COMAaTUYECKUM CTaTyCOM M BO3pPacTOM

MamueHTa, a Takke ocooennoctsmu MJIC.

[Tpu neyenun naureHToB ¢ MJIC nomyckaercsi coueTaHue BIIIE IEPEUUCIEHHBIX
BHJIOB TEPAIIMH, A TAKXKE €€ MOCIEA0BATEIPHOE HA3HAYEHHUE B CBSI3H C

Her((PEeKTUBHOCTHIO W/UIIK MIPOrpeccuelt 3a00JIeBaHMsl.
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