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PE®EPAT

MuenonponudepatMeHble HoBoOOpa3oBaHus (MIMH) o6b-
€AVHSRAIOT PAA XPOHUYECKUX OHKOreMaTONIorM4yeckmnx Kiio-
HanbHbIX 3a00/1eBaHUi, XapaKTepPU3YIOLLNXCA U30bITOYHOM
nponudgepaunein KNeTok MMenongHoro paga n/vnn naobbl-
TOYHbIM (PMOPO30OM KOCTHOro Mo3ra. Xotsa MIMH o6bluHO
OMarHoCTupytoT y nogen crapwe 60 net, ata natonorus
BCE Yallle BbIIBMSETCA B MOA04AOM Bo3pacTte. Hepepko
B MpaKTMKe Bpaya BCTpeyalTcs 6epemMeHHble Monoable
naumeHTkn ¢ Ph-HeratmBHbiMM MIMH. N 6epeMeHHOCTb, 1
Ph-HeratuBHble MIMH XxapakTtepusyloTcs runepkoarynsaum-
eli, yBenmumBaloLlen pnuck pasButna TPOMOOTUYECKUX OC-
NOXHEHUI N ApYrnx HexenatenbHblX ABAEHUNA, CBA3aHHbIX
C NnaueHTapHOM HeaoCTaToYHOCTbIO. B neueHnn 6epemen-
HbIX ¢ MIMH ncnonb3yeTtcs aHTMarperaHTHas (ACnNUpPUH) 1 aH-
TUKOArynsiHTHasa Tepanus (HU3KOMOEKYNAPHbIA FrenapuH),
spuTpounTachepes UM KpPOBOMyCKaHWe; Nnpu Heobxoau-
MOCTU LMTOPEeayKLMM Ha3Ha4valoTCa npenapaTbl MHTepde-
poHa-a. B ctaTbe nNpuMBOAUTCH COOCTBEHHOE K/IMHUYECKOEe
HabnogeHne BeeHUa N ncxoda yetbipex 6epemMeHHocTen
Yy NaunmeHTKU C MAaCKMPOBAHHOW (POPMO NCTUHHOW MNONULN-
TeMuu, nNpotekaBler ¢ TpoMb603aMn B CUCTEME nopTasb-
HOW BEHbI, NOPTanbHOM rMNepTeH3nen, cnieHoMeranmen,
BApPVKO3HbIM pacClUMpEeHMEM BeH MuuieBoda 1 aHa Xenya-
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ABSTRACT

Myeloproliferative neoplasms (MPNs) refer to a range of
chronic oncohematologic clonal diseases characterized by
excessive proliferation of myeloid lineage cells and/or exces-
sive fibrosis of the bone marrow. Although MPNs are com-
monly diagnosed in subjects over 60 years of age, it is now
increasingly detected at a young age. It is not uncommon
for practitioners to encounter young pregnant patients with
Ph-negative MPNs. Both pregnancy and Ph-negative MPNs
are characterized by hypercoagulation increasing the risk of
thrombotic complications and other adverse events associ-
ated with placental insufficiency. Pregnant MPN patients are
treated with antiaggregants (aspirin) and anticoagulants (low
molecular weight heparin), erythrocytapheresis or bloodlet-
ting; interferon-a is used if cytoreduction is required. This
paper reports a case of management and outcomes of four
pregnancies in a patient with masked polycythemia vera
marked by portal vein thrombosis, portal hypertension, sple-
nomegaly as well as esophageal and gastric fundus varices.
Her first pregnancy ended in miscarriage at the early stage
of gestation, her second pregnancy resulted in a premature
birth, whereas her third and fourth pregnancies were suc-
cessful — she delivered full-term babies. During all pregnan-
cies, the patient received interferon-a.
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Ka. MNepBas 6epeMeHHOCTb 3aKOHYNMaCb BbIKMObLILEM Ha
paHHEM CpoOKe recrauuu, BTopasi — POXAEHUEM OAHOro
HeOHOLIEHHOro pebeHka, TPeTbS U YeTBepTas — poxae-
HMEeM AOHOLLEHHbIX AeTeil. Bo Bpems Bcex 6epeMeHHoCTel
naumMeHTKa nonyyana nHTepgepoH-a.
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BBEJAEHME

MuenonposnudepaTuBHble HOBooOpa3oBaHus (MIIH) —
3TO KJIOHaJIbHble 3a60JieBaHUs, CBA3aHHble C MpUOGpe-
TEHHbIMU COMAaTHYeCKMMHU MyTalMsiMU B reMOII03THYe-
CKHX CTBOJIOBBIX KJeTkax [1]. CoracHo Kiaccudukanuu
ONyxXoJiell TeMOMO3TUYEeCKOM U JUMPOUJHOM TKaHeH
(BO3, 2024) u MexayHapoAHOW KOHCEHCYCHOW KJacCH-
¢ukanuu (ICC), knaccuueckue Ph-HeraTuBHbie MIIH, a
MMeHHO 3cceHIIMaIbHasA TpoMbonuTeMud (IT), uCTUHHAasA
nosuuutemus (MUI1) u nepBuuHbIi Muenodpuopos (IMO),
BXOAAT B TPYNNy XPOHUYECKUX MHUeJsoNnpoaudepaTHB-
HbIX Heomsazuil [1-3]. XapakTepHOW 0COGEHHOCTbHIO
JIaHHBIX OyX0J1el AABJISeTCs BbICOKAsA YacToTa MUKPOLMp-
KyJIITOPHBIX, FeMOpparnyeckux U TpoM603M60IudeCKUX
OCJIOKHEHHH, KOTOpble Hapsily C NOBBIIIEHHBIM PHCKOM
pa3BUTHUSA JieHKO3HOM U ¢GUOPO3HON TpaHchopMauuu
Cy>KaT OCHOBHON NPUYMHON CMEpPTHOCTHU MallMeHTOB.
MeauaHa o6uieli BbDKMBaeMoOCTH 6ojbHbIX WMII u 3T
cocTaBJisieT 15 U 18 /ieT COOTBETCTBEHHO, a B BO3pacTe
40 s1eT 1 MOJIOKe COOTBETCTBYIOIIME NIOKa3aTe ! JJOCTH-
ratoT 35 u 37 net [4].

3aboJsieBaeMOCTb KJlacCHueCKMMH Ph-HeraTuBHBIMU
MIIH cocrtaBasieT 6-9 ciay4yaeB Ha 100 000 HaceseHus c
MUKOBOM yacToToi B Bo3pacte 50-70 et [5, 6]. B sute-
paTypHBIX 0030pax psfia aBTOPOB MOKAa3aHO, YTO Malu-
eHTHI B Bo3pacTe 710 40 s1ieT cocTaBasA0T Bcero 2-8 % Bcex
cnydaeB MIIH, ogHako pe3y/bTaThl HeZlaBHUX HCCJIe[0-
BaHUH JAEMOHCTPHUPYIOT 6oJsiee BbICOKYIO AoJiro (< 20 %)
MoJIOZbIX, B epByto ouepean ¢ 3T u UII [7, 8].

[TaToreHeTuueckue JjpaiiBepHble MyTauuu npu MITH
BO3HHUKAIOT Ha YPOBHE CTBOJIOBBIX KJIETOK U NPUBOJAT
K CTONKOW akTuBanuu reHa JAK-STAT v UHAYKUUU MY-
TaHTHOTOo peHoruna MIIH, ynpaBasemoro JAKZ/CALR/
MPL [9].

OCOBEHHOCTH TEMEHWUA BEPEMEHHOCTH
HA ®OHE Ph-HETATUBHbIX MIMH

BepemeHHocTb, paBHO kKak U MIIH, accouuupyerca c
BBICOKOM BepOSATHOCTbIO BO3HWKHOBEHUS TPOMOGO3IM-
60/JIMYeCKUX M TeMopparvyeckux OCJOXXHeHUH. YBe-
JIM4eHUe 4aCTOThl TaKUX OCJOXKHEHUU MPU COYeTaHUHU
MIIH u 6epeMeHHOCTU IMpeJCTaBJsSIEeT CepPbe3HYI0
ONACHOCTH Kak JJi1 MaTepH, Tak U A4 maoja. Cienyer
OTMETHUTbH, YTO U IPU HOPMaJIbHO NpOTeKalolLliel 6epe-
MEeHHOCTH Yy 3JJ0pOBBIX KEHIUH BO3MOXXHO pa3BUTHe
pas/IMYHBIX HeXeJsaTeJbHbIX sBJeHUH. Tak, 06IUH
PUCK CaMONPOU3BOJAbHOTrO BeIKUAbILIA (< 20-i1 Hepenn)
NpU HOPMaJIbHOM 6GepeMeHHOCTH COCTaBJsIET OKOJIO
11 % [10]. 3ToT MOKa3aTeJb KOppeJUpPYyeT C BO3PACTOM:
B 20-24 ronxa oH paBeH 8,9 %, 45 jeT u crapume —
74,7 %, npuyeM B Bo3pacTe 40 JjieT u 60Jiee MOJOBUHA
6epeMeHHOCTeH 3aKaHYMBaeTCs BbIKMJbILIEM. Y 3/0-
POBBIX KeHUIMH J0 35 JileT yacToTa LOpPOJ0BOT0 TPOM-
603a r/1y60KHUX BEH cocTaBJjsieT okoJio 0,62 ciayvas Ha
1000 6epemMeHHOCTEH, a ocjaepojoBoro — okoJo 0,3.
JTH mokasaTeJM yBeJUYMBAIOTCA 2 pas3a y >KeHIIUH
crapiue 35 aet [11, 12].

B mocnepgHue rojbl psALOM aBTOPOB, M3Yy4aBIUIHUX
TeyeHUe GepeMeHHOCTH Ha poHe MIIH, 6bLI0 MOKa3aHo,
yTto 3a 30 JIleT KOJIMYeCTBO HeXesaTeJbHbIX HMCXO/0B
6epemMeHHOCTH Ha poHe Ph-HeraTuBHbIX MIIH ymMeHbLIU-
JIOCb, @ YUCJIO POXK/AEHHBIX JleTel — YBeJUYUJI0Ch. ITO, [0
MHEHUIO aBTOPOB, CBAA3aHO C YIVIy6JeHHbIM IOHUMaHHUEeM
0COOEHHOCTeHM MaToreHesa ONYXOJU U ee TeyeHUs BO
BpeMsi GepeMeHHOCTH. B HekoTopbix pabotax [13-16]
YacTOTa paspelleHUss O6epeMeHHOCTH >XHBBIM IIJIO[0M
(>kuBOopoxaeHue) cocTaBwiIa 69-74 %. OcioxHEHUs
6epeMeHHOCTH BO3HUKJIM Y [T0JIOBHHBI XKEHIIWH, TpUYeM
HauboJiee YacTbIM OblJ CaMONPOU3BOJIbHBINA BBIKU/BILL,
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Ta6nuua 1. Kputepum pncka pasButmsa OC/I0XHEHU 6epeMeHHOCTH

npu MIMH
Crpatudmkauus
pucka ®dakTopbl pucka
BepemeHHoCTb o [lpenlecTByIOLWNA BEHO3HbIN NN apTepi-
C BbICOKUM anbHbI TPOMOO3 y MaTepy BHE 3aBUCMMOCTH OT
PUCKOM CBSI31 C NPEeAbIAYLLNMN 6EPEMEHHOCTAMM
(>1daktopa e [lpefluecTByIOLLNE KDOBOTEHEHNS KaK
pucka) 0C/TOXXHEHMEe 0CHOBHOro 3a6oneBaHus (MIMH) n

BHE CBSA3U C MPeAblayLLNMN 6EPEMEHHOCTAMM
(NOKa3aHWA K HA3HAYEHMIO LIUTOPELYKTUBHON
Tepanum, Ho He HU3KOMOEKYAPHbBIX
renapuHoB)
o MUKPOLMPKYNATOPHbIE HAPYLLEHNS (3PUTPO-
Menanrus, ronoBHas 60/b, FONIOBOKPYXEHNE,
CHUXEHWe CNyXa, HapyLIeHNe 3peHus)
e Hanunume > 2 HacneACTBEHHbIX (haKTOPOB TPOM-
60cunum (Mytauns B reHe FV JlengeH, mytauuu
G20210A B reHe npotpom6uHa I, myTauumn
B reHe MTHFR — HacneacTBeHHas runepromo-
umctemHemms, geduunt aHtutpom6éuHa i,
pecuunt npotenHa C n/unu npuobpeTeHHble
thopmbl TpoMBOKaNY, yae ADC)
o OcnoxHeHus npeplecTBytoLlei 6epe-
MEHHOCTU, KOTOPbIE MOF/IN ObITb BbI3BaHbI
OCHOBHbIM 3860/1€BaHNEM:
m KPOBOTEYEHMS A0 U NOCNe POAOB
m TAXenas npeaknamncus, Tpedyrowas
IKCTPEHHOrO POLOPA3PELLIEHMS HA
cpoke < 34 Hep.
®  WANOMATMYECKOE HeBblHaLLMBaHKe 6epe-
MEHHOCTH B | TpumecTpe (= 3 BbIKUAbILIEN)
m 33/lepXkKa pocTa nnoga
m  BHYTPUYTPOOHAs CMEPTb UM MEPTBOPOX-
[eHune (Mpy OTCYTCTBMM APYroi NPUYNHDI)
m  OTCNO¥iKa NNaLeHTbl, NPU3HaKK NiaLeH-
TapHON ANCHYHKLMM
o Croiikuii runeptpom6ouutos (> 1500 = 10%n) go
1n BO Bpems 6epeMEHHOCTH
e Bospact > 35 ner
o CaxapHbli fnabet nnu aptepuanbHas
rUnepTeHsus, TpebyoLLme NeveHns
BepemeHHOCTb
C HU3KUM
PUCKOM
A®C — aHTnhoconunuaHbiii curapom; MINH — muenonponudepatnsHoe
HOBOOOPa30BaHue.

daKTopbl pUCKa OTCYTCTBYIOT

B OCHOBHOM B | TpuMecTpe. Puck pa3BUTHS 0CI0XKHEHUH,
CBSI3aHHBIX ¢ 6epeMeHHOCThI0, 6b11 BhIle npu UII. [lIBex-
CKas rpynna ucciefoBaTesell 0Kasasa, YTO Y KeHLIUH
¢ MIIH 60JbLIMHCTBO O6OepeMeHHOCTeH, [JOCTUTIIUX
22-28 Hep., 3aKOHYMJIOCh CBOEBPEMEHHBIM POXAEHUEM
»UBOTO pebenka (99 %) [17].

Bomnpoc o 3HaueHHWM JApalBepHbIX MyTaluid B pas-
BUTHUU U UCXOZEe OCJI0KHEHUH GepeMeHHOCTH OCTaeTcs
cnopHbIM. F. Passamonti u coaBT. [18], L. Melillo u coaBT.
[18] oTMeTuin cBsI3b MexAy MyTauueil B reHe JAKZ u
OCJIOXKHEHUAMU GepeMeHHOCTH, B YaCTHOCTH C IoTepei
mioga. B To e Bpemsa D. Maze u fpyrue ucciefoBaTeny
He HAllJIU NMOATBEPKAEeHUS HeraTUBHOM POJIM MyTaluu
B reHe JAKZ B pa3BUTHUU yKa3aHHBIX BhIllEe OCJA0XKHEHUN
[14-16, 20]. B. Sokotowska u M. Sobas, usyuuB TeyeHue
106 6epemeHHocTel npu MIIH, npuniid K BbIBOAY, UTO
MyTauus B reHe JAKZ He BiMsieT Ha 4acCTOTYy HexeJa-
TeJbHBIX fBJEHUH B | TpuMecTpe 6GepeMeHHOCTH, HO
JIBYKpaTHO yBeJHYMBaeT KOJWYECTBO OCJOKHEHHUH BO
Il Tpumectpe [21].

K/TMHNYECKAA OHKOTEMATO/ON 4

PEKOMEHAALIMW NO BEAEHUIO
BEPEMEHHOCTHM Y NALMEHTOK C MIH

CornacHo J/UTepaTypHbIM [JaHHbIM, cpean Ph-Hera-
TuBHbIX MIIH npu GepeMeHHOCTH abCOIOTHOE 60JIb-
MIMHCTBO cay4daeB (< 70 %) mpuxoautca Ha IT [17].
TeyeHue GepeMeHHOCTU NpHU ocTasbHbIXx MIIH usydyeHo
HeJl0CTaTOYHO H3-3a HeGOJIBLIOTO YHuC/aa KJIMHUYECKHUX
rccnenoBaHuil. [ly6imkanum o TedeHUU 6epeMeHHOCTH Y
6osbHbIX JT, UII U4, pexxe, IM® B 0cCHOBHOM HOCSAT ONKCa-
TeJIbHbIM U peTPOCNEKTUBHBIN XapakTep [16, 21].

Jis onpeneneHust jedeOHbIX MEPONPUATHH Y Gepe-
MeHHbIX nauueHTok ¢ MITH Heo6xoMa cTpaTudUKanus
Ha CPYIIbI BBICOKOT0 U HU3KOTO pucKa [22-24]. B Ta6s. 1
npeJcTaBJeHbl OCHOBHblE KPHUTEPUU DPHUCKA pa3BUTUA
OCJIOKHEHUH € yyeTOM cTaTyca 3abojieBaHUs U aKyllep-
CKOI'0 aHaMHe3a.

R. Bauersachs ¥ coaBT. k ;0N0JIHUTEIbHBIM GaKTOpaM
pUCKa TakKXe OTHOCAT KypeHHe, HajJUule BapUKO3HOH
60JIe3HU HIXKHUX KOHEYHOCTeH, oxxupeHue [25].

EBpomnelickue M poccHicKHe peKOMeHJALUHU OTJIH-
YalTcs Jpyr OT JApyra He3HAuWTeJbHO U HCIOJb3YHOT
TepalneBTUYeCKHe NTO/AXO0/bl, YYUTHIBAIOIME CTeNleHb PUCKa
Pa3BUTHUS OCTIOXKHEHUN GepeMeHHOCTH [26]. B yacTHOCTH,
KOMIIJIEKC JIeyeOHbIX MepONIPUATUH BKJIIOUAET Clefiylolliee:
Ha3HauyeHHe aleTHUICAIULMI0BON KUCJIOThI B HU3KHX 033X
(oTMeHsleTCs B Ciydae reMopparkyeckux OCJ0XKHEHUH), y
60s1bHBIX U1 c ypoBHEM reMaToKpHTa Bhllle 45 % pekoMeH-
JYIOTCS1 KypChl KPOBOILYCKaHUS Y Ha3HAYeHHe HU3KOMoJle-
kynsipHoro renapuHa (HMI) B mpodunaktudeckoir nose
B TeueHUe 6 HeJ. IOC/]e pofopaspelleHUs. bepeMeHHbIM,
OTHOCSAIIMMCA K TpyIllle BbICOKOIO PUCKa, ¢ | TpuMmecTpa
nokasaHo npuMeHeHue HMI B coueTaHUH € aljeTHU/ICATUIU-
JIOBOM KUCJIOTOM 10 pofiopa3pelieHus. [IpenapaToM BeIGopa
BO BpeMsl 6epeMeHHOCTH IIPU KOJIMYecTBe TPOMOOLMTOB B
kpoBu 6oJiee 1500 x 10°/1 siByisieTCA peKOMGUHAHTHBIN UH-
Tepdepon-a (MPH-a), He oka3bIBaOIIMM OTPULIATETBHOTO
BJIMSIHUA Ha 110f [26]. CienyeT n3beraTh UCHOJIb30BaHUA
TMAPOKCUMOYEBUHB], OycyibdaHa M aHarpeauja Hs-3a
MOTeHLMa/bHON TepaTOreHHOCTH, 0co6eHHO B | TpuMecTpe
O6epeMeHHOCTH. AHarpeauj, He cjefyeT NPUMEHATb BO
BpeMsl Bcero cpoka 6epeMeHHOCTH, T. K. OH IPOHUKaeT yepes
IJIalleHTapHbIH Gapbep M BbI3bIBAET TPOMOOLMTONEHHIO
y miaoga. [lo MHeHuo uieHoB EBponelickoll ceTd Mo usy-
yeHu1o Jjeliko30B (ELN), Ha3HaueHHe I'MAPOKCUMOYEBUHBI
BO BpeMs GepeMeHHOCTH SIBJISIETCS CIIOPHBIM BONPOCOM
[26].

Jleue6HasaA TakTHKa HUTanbsHCKOro obuiecTBa rema-
TOJIOTOB HECKOJIbKO OTJMYAeTCs OT BbILIEN3/I0’)KEHHOM.
B yacTHocTH, pekoMeHAyeTcsl Ha3HaueHHe HWOH-a
IpyU TpoMOOreMopparu4eckux OCJOKHEHHUAX A0 U BO
BpeMsl 6epeMeHHOCTH, IPX YPOBHE TPOMGOLMTOB BhIllIe
1000 x 10°/21, HAIUY UM BPOXKAEHHOU TPOMOGOPUIUU U TPU
Cep/evyHO-COCYAUCThIX 3abosieBaHUsAX [19]. OcHoBHble
OT/IMYMSA pekoMeHAauui HauuoHanbHOU BceoOlleit oH-
kosnorudeckoi cetu CILIA (NCCN) cinenyrouue:

® UCKJIIOYeHHe U3 IPYINIbI BBICOKOI'0 PUCKAa TaKUX

$aKToOpoB, KaK KOJIMYeCTBO TPOMOOLUTOB, BO3-
pacT mayMeHTKHU U HaJd4ue CONYyTCTBYIOIMX
3a60JIeBaHUH;

® y Bcex xeHIUH c UIl ypoBeHb remMaTokpuTa

Jl0JDKeH TOoJiep>KMBATbCsl HUXKe IOKa3aTeJsied
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recTallMOHHOro AuanasoHa (< 41 % B I Tpume-
ctpe, <38 % — Bo II, <39 % — B III);

® B CBSI3U C OTCYTCTBUEM yOeJUTeJNbHbIX JaHHBIX
1o 6e30MacHOCTY NPUMeHeH e eruJIMpoBaHHO-
ro UOH a-2a npu 6epeMeHHOCTH HeXKeJlaTeJbHO.
JlonyckaeTcss HMCNoJIb30BaHUE JJAaHHOrO Ipena-
paTa Jullb NPU HAaJUYUMU B aHaMHe3e BbIKH/bI-
11eH, Npe3KJIaMIICUH, HEKOHTPOJIMPYEMOTo Jiel-
KOLIMTO03a/TpOMOOLIMTO3a, @ TaKXe B CJAydasx,
KOrja IMoJib3a TpeBbIlIaeT MOTeHIMaJbHbIN
puck auis nioga [27].

B COOTBETCTBHUM C POCCUHCKUMH peKOMeHJalUsIMH,
pa3paboTaHHBIMU COBMECTHO C aKylllepaMHU-THHEKOJIO-
ramu, npu 6epeMeHHocTH Ha poHe MITH neye6GHbIE MEpO-
NpUSATHUS peKOMeHAyeTcs HAaYMHATh C LUTOPeAYKTUBHON
Tepanuu Npu ypoBHe TPoMGOUUTOB Bhiiie 600 x 107/,
B T. 4. €CJIU IPOTHBOOIYX0JIeBO€e JleueHHe NPOBOAUIOCH
eule fo 6epeMeHHOCTH. [IpermapaToM BbiGopa sIB/IsETCA
HUOH-a (Taba. 2) [13,15-17, 19, 21, 28].

A. Gangat u A. Tefferi B cBoeM 0630pe MpeaoXKUIN
OTJINYHBIM OT OOLEeNPUHATON MoJead aJrOpPUTM Be-
JNeHust 6epeMeHHbix ¢ OT u UIl [14]. [lauueHTKHA OBLIU
CcTpaTUGULIUPOBAHBI B IPYIIIbI PUCKA Pa3BUTHUSA TPOM6GO-
THUYEeCKUX OC0KHEHUH 10 TOMY 2Ke IPUHIUITY, YTO U BHe
6epemeHHocTH (npu 3T — kpuTepuu 1mkaabl R-IPSET,
npu WII — B 3aBUCUMOCTM OT Ha/JW4usl TPOMOO30OB B
aHaMHe3e). B yacTHoOCTH, B rpynne HU3KOr0 pUCKa alle-
THJICAJIMLAJIOBAsA KUCJI0TA PEKOMeHAYyeTC s NaleHTaM C
3T npu HaJIU4YUMU MyTaluu B reHe JAKZ vnu cepfie4HO-CO-
CyAUCTBIX GAaKTOPOB PUCKA; NMPU OTCYTCTBUHU MYyTaluu
B reHe JAK2Z wiv runepTpoM6GoIUTO3a — HaAOJIOJEHHUE.
Y nauueHTOB C THNEPTPOMOOLUTO30M U KOJHUYECTBOM
TpoM6o1uTOB 6osiee 1000 x 10°/1 HEOGXOAUMO UCKJIIO-
YUTh NPUOOPETEeHHBbIH cuHApOM ¢GoH BuinebpaHpa, a
IpY ero HaJW4uU ciaeAyeT usberaTb NnpHeMa aleTHJICa-
JIMIIAJI0BOM KUCJIOThI. Y nanueHToB ¢ UII moMmuMo HasHa-
YeHMs alleTUJICAJULUI0BON KHUCIOThl PeKOMeHAyeTCs
¢dsie6oTOMUS (KOHTPOJIb YPOBHSA remMaTokputa < 45 %).
LuTtopenyktuBHas Tepanus HWPH-o sBiasercsa o06s3a-
TeJIbHOM AJis BcexX nanueHToB ¢ 3T u UII Beicokoro prcka
c TpoMb6o3aMHU B aHaMHe3e. JlonycKaeTcsl Ha3HadyeHHUe
WUOH-o 1 B rpyniie HU3KOI'0 PUCKA, HO NPU IJIOXOM KOH-
TpoJle YPOBHSI reMaTOKPUTA, IPU BbIPa)KeHHOM CIlJIeHO-
Merajlui UM OBTOPHOM noTepe mioza. [Ipu BeHO3HbIX
TpoM60aMboMYeckux ocaoxHeHusax (BTI0) Bmecrto
aleTUJICAIMLUI0BON KHUCJI0THI HadHavyatoT HMI' B Tepa-
NeBTUYECKON Jl03e, IPYU 3TOM Tepanusi NpepbiBaeTcs 3a
24 4 0 pofopa3pelleHUs yTeM KecapeBa CeueHUs WU
NpUMeHeHUs 3NUJYpalbHON aHecTe3uH. [l CHUXKeHUs
pUCKa KpOBOTEYEHHs, CBS3AaHHOTO C HCI0Jb30BaHUEM
3NU/JYypa/bHOM aHeCcTe3UH, NpueM aleTUJICaTULUI0BON
KHUCJIOTBI C/lefyeT NMPeKpaTUThb 3a 3 JHSA 0 POAOB MpHU
HaJIMYMM runepTpomb6onuTosa. B nocieposoBoit nepuos
nanMeHTKaM ¢ TPOMOO30M B aHAaMHe3e peKOMeHJyeTcs
B TeueHUe 6-8 HeJ. NMPUHHUMATb aLleTHUJICAJIHULUIOBYIO
kucyoty, UPH-q, a Takxke HMI' B TepaneBTHYeCcKOH Jj03€,
npU HeoGXOAUMOCTH HasHavawT ¢ueboToMmuto. [Ipodu-
JlakThyeckoe BBeZieHue HMI' B mociiepofoBoil mepuof,
KaK [IpaBuJIO, He IPUMeHsIeTCsl.

AneTnacaiunuioBass KHCJI0TAa B HU3KOM Jo03e
ABJISleTCA HauboJsiee 4YacTO HCIOJb3yeMbIM Ipena-
paToM BO BCeX OMMUCAHHBIX CAy4yassx GepeMeHHOCTU U
MIIH. Puck moTeHIMa/lbHOrO yBeJUYEeHUd KOJIW4YecTBa
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Ta6nuua 2. Tepanua MIMH npn 6epemMeHHOCTN

Crpatudpukauus
pucka Tepanus
bepemeHHOCTb e LleneBoi ypoBeHb rematokputa npu UMM gomxeH
C HU3KUM 6bITb <45 %
PUCKOM e Auetuncanuumnosas kucnotra 50-100 mr
B CYTKM

e HMT B npodhunaktuyeckon fose go 6-8 Heq.
nocne pofoB

EepeMeHHOCTb K nepeyncneHHbiM ana rpynnbl HU3KOro pucka
C BbICOKMM Meponpuatnam pob6aBnsaoTCs:
pUCKOM e COBMeCTHOe BefieHMe remMato/sioroMm u akyLiepom

e Npyu TPOMO03ax, NPUMEHEHUM aHTUKOArYNHTHO
Tepanun 6o HaNNYMM TAXKENbIX OCNOXHEHMIA
npu 6epeMeHHOCTH B aHaMmHe3e: HMI Ha npots-
XeHWUN BCel 6epeMeHHOCTM (OTMEHUTb aleTunca-
JMLMNOBYIO KUCIOTY NPW KPOBOTEYEHMSIX)

e TLLATE/bHbIA MOHUTOPUHI NOKa3aTtenei
remorpammbl, HasHayeHne NOH-a npu yposHe
TpomGouuToB > 600 x 10%/n

e MpyW KPOBOTEYEHUAX Ha3HAYeHne aueTnacanm-
LIMNIOBOI KNCNOTbI NPOTMBOMNOKA3aHO

N®OH-a — nntepepon-a; UM — uctnuHaa nonuumutemus; HMI — Hu3komo-
NEKYNSPHbIA renapuH.

BPOX/JIeHHbIX aHOMaJIMM IJoZa Mocje ee NMPUMeHEeHUs
Ha paHHUX CpOKax OepeMeHHOCTH IpejCcTaBJsgeTCs
He0060CHOBaHHbIM [29]. B GosbIIMHCTBe NyGJIMKAIUH,
MOCBSIIIEHHBIX BollpocaM 6epeMeHHOCTH Ha ¢oHe MIIH,
OTMeuaeTcs CKopee NOJIOXKUTe/JbHOEe BJIMSHUE alleTH-
CaJIMIIMJIOBOM KUCJOTBHI Ha MCX0J GepeMeHHOCTH, NpHU
3TOM 0co60e BHHMMaHMe aKLieHTHUPYeTCsl Ha TeyeHUHU
6epemenHoctu npu UII [13, 20, 30, 31].

HMT. [Ipu HaiMuuKu NoKa3aHUM K aHTUKOATYJIsIHTHOU
Tepanuu (TpoM603bl B aHaMHe3e) BO BpeMsi GepeMeH-
HOCTH lieJlecOOOpa3HO MepelTH Ha TepaneBTUYecKHe
no3bl HMI. OfHako npu yKa3aHUU Ha TPOMOOTUYECKHUE
OCJIOKHEHHS B aHaMHe3e, BKJIIOYas 3CTPOTreH-00yC/I0B-
JIeHHble, TPOMOOUJIMU BBICOKOI'O pHUCKA C CeMeWHbIM
aHaMHe30M TpoM603a UM 6e3 TaKOBOTO, U IpU GepeMeH-
HOCTH, HacTyNUBILEeH B pe3y/bTaTe 3KCTPaKOPNopasb-
Horo omaogoTBopeHus (3KO) (mepBbie 12 Hen.), HMI
MOTYT Ha3HauaThCA B NpoduaakTHIecKoil fo3e [32].

UDH-a 3ddeKTHUBHO KOHTPOJUPYET TPOMOOLUTOS,
He o06J1ajlass JIeMKO30TeHHbBIMU WJH TepaTOTeHHbIMHU
cBoiictBaMu [33-35], U MOXeT paccMaTpPUBATbCA Kak
npenapaT NnepBod JIMHUM LUTOPEAYKTUBHOW Tepanuu.
[Ipy HaIUMYUM NOKa3aHUHW K Has3HAUYeHHUI0 LUTOpPeAyK-
TUBHOM Tepanuu [0 6GepeMeHHOCTH, HEBO3MOXXHOCTHU
NoJAJlep>KMBaTh IreMaTOKPUT Ha ypoBHe MeHee 45 % c
noMolibo Gae60TOMUY, TUIIEPTPOMOOIUTO3e HA (oHe
npuobpeTeHHoro cuHapoMma ¢oH BussiebpaHza u y
NALMeHTOK C OCJOXHEHHbIM aKyllepCKUM aHaMHe30M
Lesiecoobpa3Ho Ha3HaueHUe npenapatos UOH-a [23, 32].

KNMHUYECKOE HAB/TIOAEHUE

Y nmapuentku MK, 1987 ropma poxpenus, ¢ 2012 r. B
KJIMHUYEeCKOM aHaJlM3e KPOBH BbISBJAJICA TPOMOOLMTO3,
a c 2015 r. crana 6ecnoKoUTh 60Jib B JIEBOW MOJIOBUHE
)KUBOTa. B cBsI3u c mepBu4HbIM 6ecrmiogueM B 2017 T
m1aHupoBanock BbinosHeHUe JKO. [Ipy nepBuyHOM OC-
MOTpe BbIsIBJIEHA CIIJIEHOMeTaJus, YTO MOCIY>KHUJI0 OCHO-



224 K.T. MorocsH v ap. KIIMHNYECKAY OHKOIEMATO10M 4

I\I

Puc. 1. [uctonormnyeckoe nccnegoBaHne KOCTHOro Mo3sra y nauneHtkn MK, B gebioTte 3ab6oneBaHus. (A, b) YBennueHne KNeTtoyHocTm
KOCTHOIro Mo3ra 06YC/IOB/IEHO paclUMpeHneM Tpex POCTKOB MMWEoNo33a; MerakapmounTbl pacno/iaraloTcs Paspo3HEHHO B BUAE PbIX-
NbIX KacTepoB (Ao 4-5 KNeTok), pa3Horo pasmepa, ¢ runepnobynapHbIMU SAPaMU; MPUCYTCTBYIOT KNETKU C KOMbLEBUAHLIMU SapaMu,
KpynHble 3T-nogo6Hble hopMbl. PaCLUMPEHHbIR 3PUTPOUAHBIA POCTOK MPEeACTaB/IEH PbIXbIMU U «PaCChINaoWUMUCA» CKOMIEHUSMU 3pU-
TPOKapMOLMUTOB HOPMOGNACTUYECKOro psaaa € Npu3HakaMyM OMOJTOXEHWUS, OTMEYaeTCs yBe/IMYeHne KomyectBa Merano61acTouaHbix
hopM apuTpokapmnoumToB. OKpacka reMaToKCUIMHOM U 303MHOM, (A) x 200, (b) x 400. (B) MNpKn rMCTOXMMUYECKOM UCCNefoBaHMM CTeMNeHb
peTukynuHoBoro hmbpo3a ctpombl MF-0O Ha 6o/blwom npoTsxeHun. Okpacka no Momopu, x200

Fig. 1. Histological examination of the bone marrow at disease onset in female patient M.Zh. (A, b) Hypercellularity of the bone marrow
due to the expansion of three myelopoietic lineages; scattered megakaryocytes of various sizes with hyperlobated nuclei form loose
clusters (up to 4-5 cells); there are cells with ring-shaped nuclei and large ET-like formations. Expanded erythroid lineage with loose and
“scattering” clusters of normoblast erythrokaryocytes with a number of less mature cells, increasing number of megaloblastoid forms of
erythrokaryocytes. H&E stain, (A) x 200, (b) x 400. (B) In the histochemical study, stroma reticulin fibrosis MF-0 over a long length. Gomori

stain, x200

BaHUeM /[iJiF NOJIHOTO 06ciejoBaHusl. B o6iieM aHanuze
kpoBu (OAK) sputpouuTbl coctaBasau 5,25 x 10'2/n,
remorniobuH — 141 r/na, rematokput — 43,6 %, TpoMm-
6ouutbl — 457 x 10°/a, nedikouutsl — 7,69 x 10°/n.
[lo panHbiM Y3U OplomHOM NOJIOCTU: ceJie3eHKa
227,1 x 76,4 mm (Hopma 110 x 45 MM), BOpoTHas BeHa
15,7 MM (HopMma 9-14 MM); B GPIOIIHON MOJIOCTU BU3Yya-
JIN3UPOBaJach Pa3BUTasl CEThb U3BUTbIX HepaCUIMPEHHBIX
BeH. B 6uoxXuMMHUYecKkOM aHa/lu3e KpOBHM OTMedasoch
MOBBIIIEHUE YPOBHS JIaKTaTAeruaporenassl (464 EJ/n),
ocTa/IbHble NT0OKa3aTe/d OblIM B Npefiesiax HOpMbL. B Ko-
arysorpamme ¢aktop Busnebpanga cocrtaBua 142 %,
romonucredH — 12,3 MKMoJib/J1, aKTUBHOCTb daKTOpa
Bunne6panga — 98 %, ubpunoren — 1,87 r/a; D-gumep,
aKTUBUPOBAaHHOE  4YacTUYHOe  TPOMOOIJIACTUHOBOE
BpeMs: (AYTB), mpoTpoMOGUHOBBIN HHJeKC 1o KBuky,
aHTuTpoM6uH IlI, npotennsr C u S B npejenax HOPMHI.
Ananuz nosuMopdu3Ma TeHOB TPOMOOGUINU BBISBUI
myTauuio FV Jlelipen, PAI-1 u MTHFR B reTepo3UroTHOM
cocTossHUU. [Ipy MoJieKy/IsipHO-TeHeTUYeCKOM HCCJIe[|0-
BaHUU onpefiensnack Mytanua V617F B rene JAKZ2 B 20 %
KJIeTOK B npemnapaTe. Kinetku ¢ mytagusamu W515L/K B
reHe MPL v 5k30Ha 9 reHa CALR He oGHapyKeHBL.

C puarHoctuyeckoi nesbio 10.06.2017 r. BbInoJIHEHA
TpenaHo6MOICHs, TPU MOPPOJIOrMIecKOM UCCIeJ0BaHUU
KOCTHOTO Mo3ra B Jle6ioTe 3a60JieBaHUS AUArHOCTHUPO-
BaHO HekJlaccupunupyemoe MIIH, 6e3 yToyHeHUsI HO30-
JIOTUYeCcKOM NpuHajJexxHocTu (puc. 1).

C aBrycra 2017 r. HayaTo JiedueHHue UDH o-2b mo
3 myuH ME nofjkoXXHO 4Yepe3 JeHb, alleTUJICAJUIMI0BON
kucaotod B fgo3e 50 Mr B cyTKU. [lepeHocMMOCTb
HU®H a-2b 6bL1a yA,0BJIETBOPUTEIBHOM.

[Ipy moBTOpHOM oOOpallleHUM 4epe3 MOJroja y ma-
LIMeHTKHU Oblla KOHCTATUPOBaHa NepBasi 6epeMeHHOCTb.
[Ipn Y3U BbIABJIEHBI NOCTTPOMOOTUYECKHE U3MeEHEHUs

ce/le3eHOYHOM BeHbI, pacCllMpeHHe BeH JHa >XeJyjKa.
PekoMeHZij0BaHa KOHcepBaTHBHas Tepanud. [lepBas
6epeMeHHOCTb 3aKOHUYMJIACh BbIKU/IbILIIEM Ha 6-1 HefeJle.
[ManueHTKa npogosmkuiaa gedenue: UOH a-2b 3 man ME
MOJIKOXKHO 4epe3 JleHb, 3HOKcanapuH HaTpus no 0,4 ma
2 pasa B CyTKHU U KapAUOMarHuJ 75 MT B CyTKH.

Yepes 2 ropa mocie HayajJa LUTOpeSyKTHUBHOM
TepalnuM BbINOJHEHO 06cje/loBaHUEe C Lie/ibl0 onpeje-
JIUTb HO30J0TU4YeCcKUW BapuaHT MIIH. B kinHHYeckoM
aHaJiM3e KpoBU: TeMoryIo6uH — 131 r/1, spuTpouuThl —
4,93 x 10'?/n, rematokputr — 38,5 %, JIeHKOUUTHI —
5,77 x 10°/n, TpoM6GouuThl — 228 x 10°/1; eiikopopmyia
6e3 usMeHeHuUH. [lokazaTesn GUOXMMUYECKOTO UCCIE[0-
BaHUA KPOBH, KoaryjorpaMma GbLIM B Ipefiesiax HOPMBI.
Knetku ¢ myTtauueit V617F B rene JAKZ coctaBnsau 11 %
OT 06llero yuc/aa KJeToK B npenapaTte. Mopdosoruye-
CKasg KapTHMHAa KOCTHOTO MoO3ra cooTBeTcTBOBaja MWI],
MackupoBaHHoU ¢popme (puc. 2).

[lo ganHbIM Y3U opraHoB GpIOUIHOM MOJIOCTH Ile-
YyeHb YMepeHHO yBeJMYeHa, BOPOTHasd BeHa — 15 MM,
cese3eHoyHas BeHa — 10 MM, cesie3eHKa — 223 x 76 MM;
B IPOEKLHUHU MOXKeJNy[0YHOH >KeJsie3bl BU3yaJHU3UpPOBa-
JINCb paclIMpeHHble Me3eHTepHajbHble coCcyAbl (KoJuia-
Tepau).

[Ipu ¢ubpoazodaroractpoayoneHockonuu (PITAC)
B NIPOCBeTe MHULEBOJA U B KapJJUU BapUKO3HbIe BEHbI He
onpeze/siINCh, HO B 06J1aCTH JHA XeJly[jKa BU3yalu31po-
BaJIMCh 2-3 BapUKO3HBIX y3J1a, HauboJee KPyMHbIN — 0
1 cM B fuameTpe.

TakuMm o6pasoM, B ampesie 2019 r. ¢ y4eToM KJHU-
HUYECKOM KapTUHbI, I[OKa3aTesell mnepudepuieckon
KpoBH, MOPQOJOTUYECKUX OCOOEHHOCTEH KOCTHOTO
Mo3ra Obl1 MocTaBjeH jAuarHos: HWII, mMackupoBaHHas
¢dopMa, npoTekarwo1as ¢ abAOMUHAIbHBIMU TPOM603aMHU
Y BbIpaXeHHOH cr/ieHoMeraaveidl. OTBeT Ha Tepanuio
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Puc. 2. [ncTtonornyeckoe nccnegoBaHve TpenaHobuonTata KOCTHOro Mo3ra y naumeHTkn MK, B npoLiecce NpoTMBOOMNYyXONEBOro fieye-
Hus. (A, b) KOCTHOMO3roBble MNO0CTN COAEePXaT MMNepPKNETOUHbI KOCTHbIN MO3I (OTHOCUTE/IbHO BO3PaCTHOM HOPMbI), 0OYC/TOB/EHHbIN
pacLIMpeHneM Tpex POCTKOB MUenonoasa. MerakapuoumnTbl NpenMyLLEeCTBEHHO pacnonaratTCst Pa3pO3HEHHO, Pa3HOro pasmepa, C rm-
nepnobynapHbIMK SAPaMu; NPUCYTCTBYIOT OTAE/bHbIE KNETKM C KOMbLEBUAHBIMW SApamMu. PaclumMpeHHblii 3puTPOVAHbBIA POCTOK npea-
CTaBJ/IEH «PaCChINALWLMMUCS» CKOMJTIEHUSIMWN 3SPUTPOKAPUOLMTOB HOPMOBNACTUUYECKOro Psaa, 3HauYMUTeIbHas 4acTb U3 HUX C NPU3HaKamu
omonoxeHnsa. Okpacka reMaToKCUIMHOM M 303MHOM, (A) x 200, (b) x 400. (B) MNpn rMcTOXMMNUYECKOM UCCNE[0BaHNM CTEMEHb PETUKY/N-
HoBoro cmbposa ctpoMbl MF-1 Ha coxpaHHbIx yyacTkax. Okpacka no flomopu, x200

Fig. 2. Histological examination of the bone marrow core biopsy sample of female patient M.Zh during chemotherapy. (A, 5) Bone marrow
cavities with hypercellular bone marrow (in context of the age norm) due to the expansion of three myelopoietic lineages. Megakaryocytes
of various sizes with hyperlobated nuclei are predominantly scattered; there are some cells with ring-shaped nuclei. Expanded erythroid
lineage with loose and “scattering” clusters of normoblast erythrokaryocytes with a considerable part of less mature cells. H&E stain,

(A) x 200, (b) x 400. (B) In the histochemical study, stroma reticulin fibrosis MF-1in intact areas. Gomori stain, x200

HU®PH o-2b (mo kputepusm ELN) oTcyTcTBOBaJ, pasMephl
cesjle3eHKH — C He3HAYMTeJIbHOMN M0JIOKUTEbHON JIMHa-
MUKoOM (216 x 47 MM). B To ke BpeMsl ypOBeHb aslebHON
Harpy3ku MyTauuu B reHe JAKZ causuics c 20 go 11 %,
OTCYTCTBOBaJIM INPHU3HAKU IpPOTrpeccHpoBaHuUsi 3aboJie-
BaHHA.

C yyeToM IJIaHUpOBaBLIeHCss 6epeMeHHOCTH U BO3-
MOKHOI'0 TepaToreHHoro agpdekTa ruJpokcukapbamMmua
peKOMeH/I0BaHO NpPoJAoKUTh BBeAeHue MOH a-2b Ha
doHe mnpodusaKTHUUYECKOH aAHTUTPOMOOTUUECKOU Te-
panuu esarperaHTaMH.

[ToBTOpHOE O6palieHre B Hosi6pe 2019 I. B CBSI3U C
HacTyIJIeHUeM BTOpoi 6epeMeHHOCTH. [laHHas 6epeMeH-
HOCTb aCcCOLMMPOBaJaCh C BbICOKMM PHUCKOM pa3BUTHA
TpoM6GoreMopparuyeckux OCJA0XKHEHUH, B CBA3U C YeM
ObLIO IPOAOJIKEHO JieueHUe Je3arperantamu, UPH a-2b
1 HMT B npoduiakThyeckoit nose.

Bo BpeMs BTopoil 6epeMeHHOCTH, Ha cpoke 8-9 Hef,,
BO3HUKJIO KPOBOTe€YEHHE W3 BAPHUKO3HO-pPACHIMPEHHBIX
BeH QYyH/a/bHOIO OTAea xKeayaka. Ha 3-11 1eHb pBOTHI C
NpHMechbl0 KPOBH MaljieHTKa Oblja FOCIUTAJIN3UPOBaHa
B CTallMOHAp AJ4 AajbHeliero JedeHus. KpoBoTedyeHue
6bIJI0O KyNMPOBAaHO KOHCEPBAaTUBHO. [lallMeHTKa BbINU-
CcaHa B Y/AOBJIETBOPUTEJbHOM COCTOSIHMM IOJ HabJIIo-
JleHue reMaToJiora, TMHEKO0JIOTa, COCYAUCTOTO XUpypra.
[Ipozo/mKeHa aHTUKOATY/IsIHTHAs Tepanus (3HOKcanapuH
HaTpud 1o 0,4 MJ1 2 pasa B CYyTKU B CTaljMOHApe, Jajiee —
0,6 M B cyTku), BBegeHue UPH o-2b no 3 man ME uepes
JleHb.

B III TpuMecTpe oTMeyanuch XojaecTa3 6epeMeHHbIX
Y yMepeHHas NpeskJjamicus, B cBs3u ¢ yem UOH a-2b
66171 oTMeHeH. [IpoBe/leHO CpOYHOe pPOJAOBCIOMOXKEHHE
Ha cpoke 35 Hex. Popunach xvBasi HeJOHOLIeHHas
JleBOo4YKa ¢ Maccoi Tesia 1575 1, poctoM 44 cM, olleHKOH
no mkaje Anrap 8-9 6asioB. B mociaeponoBoit nepuof,

nalnMeHTKe B TeyeHUe 6 HeJ. MPOBOAUJIACH Tepanus
HMTI. Bo BpeMsi GepeMeHHOCTH NOKa3aTeJu KPOBU ObLIU
B Npefiesiax pepepeHCHbIX 3HaUYeHUH, KoaryjorpaMMa B
HopMe, D-AuMep NoBbIIIAJICS A0 XapaKTepHBIX 15 6epe-
MeHHOCTH 3HaueHu# (B Il Tpumectpe D-gumep gocturan
MaKCUMaJibHOr0 nokasatesiss — 1200 Hr/mu), pasMepsbl
cejie3eHKU 6e3 uaMeHeHu# (216 x 47 MM), HOBBIX TPOM-
6oremopparvyecKkux siBjleHUi He 6bL10 (Tabu. 3). [locae
poopaspelieHus nanyMeHTKa He nojay4dana UOH a-2b, Ho
npoJio/iKaja IpreM aHTUarperaHToB.

[Ipu nsaHoBOM o6cnefoBaHUM B OKTsA6pe 2021 r
B OAK TpomGouuthl coctaBuau 378 x 10°/n, neiiko-
uutel — 7,87 x 10°/x1, aputponutsl — 5,25 x 10'%/n, re-
MomiobuH — 137 r/na, reMaTokpuT — 43 %. PesynbTaThl
O6MOXMMUYECKOT0 UCCAe0BaHUsl KPOBHU, KOAryJorpaMMbl
6blM B npefesax HopMbl. [lo gaHHBIM Y3U 6proimHoH
MOJIOCTH OTMeYa/IUChb NPU3HAKU MNOAIEeYeHOYHOH Mop-
TaJbHOW TUIIepTEH3UH, CIJIeHOMeraaus (cesie3eHKa
213 x 60 mMm). C HOos16ps 2021 r. mo mapT 2022 r. mpoBo-
JWJIach Tepanus TUApoKcuMoueBUHOU B fo3e 1000 mMr B
CYTKH.

B mapre 2022 r. nauueHTKa BHOBb 0OpaTuUiach B
HMMHI] remaTosioruu B CBSI3U C TpeTbell 6epeMeHHOCThI0
(I rpumectp). I'ngpoxkcuMoyeBUHa Obla OTMEHEHA, IPo-
BOAUJIACh NpoduiakTHUUeCcKass NPOTUBOTPOMOGOTHYECKAs
Tepanusa (aHTHAarperaHTbl: KapAWOMarHuJ; aHTUKOAry-
JITHTBI: 3HOKCalapuH HaTpusa). TpeTbsd GepeMeHHOCTb
TaK:Ke IPOTeKasla C BHICOKHM PUCKOM TpoMboreMopparu-
YeCKUX OCJIO)KHEHHUH, B CBA3M C YeM Obljla BO30GHOBJIEHA
Tepanus UPH a-2b no 3 msan ME 3 pasa B Hegeto.

Yepes Mecsil, HA cpoke G6epeMeHHocTH 10-11 Hep,,
nalMeHTKa 6bljla FOCIUTAJU3UPOBaHa B XUPypruyeckoe
OTZesleHWe C JKeJyJo4YHbIM KpPOBOTEYEHUEM B BH/Je
PBOTBI C KpOBbIO, 06e3 MeJsieHbl. AHTHUKOAryJsHTBl U
aHTUArperaHThl ObIIM OTMEHEHbBI, IPOBOAMUIACh CUMIITO-
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Ta6nuua 3. [InHamrka nokasaTenen remorpammel, pasmMepoB ceneseHkn n yposHs D-agnmepa y naumeHtkn M.K. ¢ UM B nepunop 6epeMeHHOoCTU

Femorno6uH, [ematokput, 3dputpouutbl, Jleikouutbl, TpomGoumutbl, JAK2, CeneseHka, D-gumep,
Co6biTHe rin % x10"/n x10%/n x10%/n % MM Hr/mn
[e6tot MIMNH 139 40,4 4,92 10,34 401 20,0 230 =70 129
B1  bepemeHHoCTb 1 131 38,8 4,93 5,33 295 17,0 222 = 51 68
[Avarnos UM 136 38,4 5,01 4,28 212 1,0 216 x 47 123
B2 | tpumectp 125 35,7 4,62 5,47 202 216
Il Tpumectp 112 38,5 3,99 4,00 188 213 x 60
Il TpumecTp 135 39,1 11,16 257 158
lMocne 2-i 6epemMeHHOCTH 137 43,0 5,25 7,87 378 13,5 200 x 53 1204
B3 Il tpumectp 129 4,44 6,49 188
Il TpumecTp 122 36,0 4,05 9,47 233 230 x 65
Mocne 3-it 6epeMeHHOCTH 129 39,0 4,97 7,85 37N 212 x 57 344
Yepes 2 ropa 134 39,0 4,77 7,08 359 14,0 215 % 58
B4 | Ttpumectp 129 37,0 4,35 9,44 315 178
Il TpumecTp 106 34,6 4,24 7,60 203 218 x 85 724

B1/2/3/4 — nepBas/sTopas/TpeTbsa/yeTBEpTas 6epemMeHHOCTb; UMM — nctnHHas nonmumtemns; MMH — mnenonponudepatneHoe HOBOoGpa3oBaHme.

MaTuueckas Tepanus. [Ipu Boinucke B OAK TpoM6OLUTHI
coctaBssim 188 x 10%/s, nelikonutel — 6,49 x 10°/1,
sputpouuthl — 4,44 x 10'?/n1, remorno6un — 129 r/n
(cM. Tab.. 3).

@®3T/IC npu BbINMMCKe MOKas3aja HaJW4Yhe BapUKO3-
HOTO pacuiMpeHus BeH JHa xesyzka Il Tuna Il creneny,
6e3 IBHBIX IPU3HAKOB YIPO3bl KPOBOTEYEHMUS.

[Ipy panbHeilleM JAUHAMHYeCKOM HabJIOJeHUHU
OCJIO)KHEHHS TeuyeHUs1 OepeMeHHOCTH He perucTpu-
poBasuchk. Pojibl cocTosiiuch Ha cpoke 38 Hen. 5 JHeH
(n1aHOBBIE ONlepaTHBHBIE poAbl). Poausiack foHoIIeHHas
JleBo4Ka ¢ Maccoi Tesia 2398 1, pocToM 47 cM, OLIEHKOH 110
mkase Anrap 8-9 6asios.

[TocneponoBoi Mmepuos MpoTeKaa 6e3 OCH0KHEHUH.
Jus npodunaktuku BTI0 manueHTka nosyvana HMT
(aHOKCcanapuH HaTpus 0,4 MT B CyTKU) B TeueHUe 4 HeJ.
Tepanus UPH a-2b 6bL1a npoAomKeHa.

Yepes 1,5 roga nocsie pogos nokasatenu OAK u Y3U
OpIOLIHON MOJIOCTU 6e3 3HAaUUMON JUuHaMUKU. KieTku c
myTanueit V617F B reHe JAKZ coctaBastoT 14 % oT 06-
11lero 4ucjaa KJeTok B npenapare. [locie ob6cnenoBanus
nalMeHTKa caMocTosiTeJbHO oTMeHuIa UPH, nonyyana
TOJIbKO aHTHArperaHTHYI0 Tepanuio KapAHOMarHu/oM
75 MT B CyTKU.

B nekabpe 2024 r. mpu oudepeSHOM 06CJeLOBaHUU
HOBbIe 3MU30/bl TPOMOOreMopparu4eckux OCJ0XKHEeHUN
He 3aduKcupoBaHbl; nokasaresu OAK, koarynorpaMMsbl
M OGMOXUMHYECKOro aHajlu3a KPOBU COOTBETCTBOBAJIHU
HopMe. [lo ganHbIM Y3U 6GprolHON NMOJIOCTH pas3Mepsbl
cejle3eHKH OblIM 06e3 OTpULIaTeJbHOM JUHAMHUKH.
[launeHTKe OblJIO pEKOMEHJ0BAHO JieueHHe THAPOKCU-
kap6amugoM. [Ipenapat npuHuUMasa B TedyeHUe 3 Hef,,
OTMEeHWJIa B CBA3U C NIOBTOPHOUN GepeMeHHOCThIO, Aajiee
Bo306HOBUJIA JedeHHe UDH a-2b.

YeTBepTas 6epeMeHHOCTh IpoTeKasna 6e3 TpoMbore-
MOpparuyeckrux OcCJ0XKHeHUH Ha poHe mpueMa KapAuo-
MarHusa 1 HMTI B npoduiakTuieckoi fose.

Ha cpoke 37 Hen. 5 AHel COCTOSIIUCH 3KCTPEHHbIE
onepaTHBHble pOJAbl B CBSI3U C IpeXxJAeBpeMeHHbIM
paspbIBOM ILJIOAHBIX 06o0s0uek. KpoBomoTepss 750 mui,
NpoBoAUIach peuHy3Usi ayToapUTpouuTo 250 M.
Pojuiicss JOHOIIEHHBIM Ma/IbYMK ¢ Maccoi Tena 3112 T,
pocTtoM 49 cM, onjeHKO Mo 1iKase Anrap 8-9 6asos.

[TocneponoBoii MepuoA NMpoTeKaa 6e3 OCH0KHEeHUH.
Jnsa npodunaktuku BTIO0 HaszHaueHbl HMI (aHoKca-
napuH Hatpus 0,4 MT B CYTKU) B TeueHUe 6 HeJ., Ipemna-
paThl xKeJsie3a JJ1s1 KOPPeKLUY aHEMUH.

[TauneHTKa NpoJio/KaeT Hab/I0AeH e Yy reMaToJ/I0ra
10 MeCTY KUTeJbCTBa.

3AK/TIOMEHUE

B focTynHOM HaM JiMTepaType, NOCBALIEHHON TeYeHHIo
6epeMeHHOCTH Y 60JibHbIX MITH, HanbGoJiee 4acTo ONUCHI-
BatoTcs nauueHTku ¢ 3T, pegko — c UIT u [IMO.

BepemenHocTb Ha ¢oHe MIIH mpoTekaeT c oc/ioxHe-
HUAMHY, CaMbIMM YacTbIMHU U3 KOTOPBIX ABJISAIOTCS yrposa
BbIKM/bIIA B | TpHMecTpe, Hpex/JeBpeMeHHble PO/,
NpesKJIaMIICHsl, aHTeHaTa/bHasl rubesb naozAa. bepemen-
HocTb npu UIl npoTekaeT Tsxkesnee, yeM npu IT. AKTUBHBIN
MOHUTOPHHI, CBOeBpeMeHHass NpopUIaKTUKA U JieyeHHe
Pa3BUBILMXCA HeXeJsaTeJbHbIX SIBJEHUNW COBMECTHO C
BPayoOM-TeMaTo0JIOrOM, aKyllepoOM-THHEKO0JIOTOM M (NpHU
HeOOXOAMMOCTH) COCYJUCTBIM XUPYPrOM IO3BOJIAIOT
6J1aronoJIy4yHo 3aBepIlUTb 6epeMeHHOCTb POiaMHU B 60J1b-
LIMHCTBeE cJIy4yaeB. /lJ1sl CHIXKeHHsI BEPOSTHOCTH Pa3BUTUSA
pa3/IMUHBIX OCJOXXHEHUH 6epeMeHHOCTb Y MAaLUeHTOK C
MIIH nesiecoo6pa3sHo JIaHUPOBATh 3apaHee.
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