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Pestome

Ph-HeratneHble mMuenonponudepatnsHble 3ab0seBaHns — UCTUHHAA nonuuutemus (MM), acceHumanbHas TPOMOOLMTEMUSA,
NepBUYHLIA MUenoduépos — pepkue KNoHanbHble 3a60M1eBaHNA CUCTEMbI KPOBW, Pa3BUBAIOLLMECH B OCHOBHOM Y JIUL CTapLue
50 net. B penpoaykTuBHoM Bo3pacTe anarHoctupyetca Ao 10-15 % cnyyaes UM, xapakTepHOit 0CO6EHHOCTbIO Ae60Ta CNyXNT
pa3BMTUE CMNIAHXHUYECKOr0 BEHO3HOro Tpom6o3a (CBT). MpeAcTasnieH cryyail nauneHTKn ¢ MepTBOPOXEHMEM 1 CaMONpoun3-
BOJIbHbIM ab0OPTOM B aHamHe3e, ¥ KOTOPOW BO Bpems TpeTbeil 6epemMeHHOCTU Ha cpoke 6 Hep passuics CBT. BbinonHeHHast
pesekuns TEpPMUHANBHOMO 0TAeNa NOAB3A0LIHON KULLIKW 1 NPABOCTOPOHHAS reMUKONIIKTOMUS, @ TAKXKE Ha3Ha4eHue B nocreore-
PaLMOHHOM NeproLe HU3KOMOEKYIAPHOrO renapuHa no3BoauImu NPonoHrMpoBaTs 6epeMEHHOCTL U 06ECNeYnTh € 6naronpusT-
HbIli ncxod. O6HapyxxeHa myTtauus V617F reHa JAK2, naumeHTKa KOHCYbTUPOBAHA reMartosioroM, npoBefeHa TpenaHobumoncus,
no pesynbratam KOTopom auarHoctupoBaHa UM (mackuposaHHas cpopma). 06cyxpatoTes npuyntbl passutus GBT y B3pOCbIX,
BnuaHue mytauun JAK2 V617F Ha ncxoabl 6epeMeHHOCTU; NpoBefeH aHanns ncxonos UMy 6epeMeHHbIX.

Kntouesbie cnosa: muenonponudepaTuBHble 3a60neBaHusa, UCTUHHASA nonuumtemus, UM, mytaums JAK2 V617F, peunansupyto-
Las noTeps nnoaa, TPoM603 BOPOTHOIA BEHbI, QHTUKOAryNsHTHAA Tepanis
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Abstract

Ph-negative myeloproliferative disorders such as polycythemia vera (PV), essential thrombocythemia, and primary myelofibrosis
are rare clonal hematopoietic diseases that typically occur at age over 50. Only 10-15% of PV cases are diagnosed during the
reproductive years, most commonly manifested as splanchnic venous thrombosis (SVT). Here, we demonstrate a case of a 6-weeks
pregnant woman with a history of stillbirth and miscarriage presented with SVT. A terminal ileal resection and right hemicolectomy
were performed, as well as the appointment of low molecular weight heparin in the postoperative period was initiated that allowed
the patient to continue the pregnancy and deliver a child. The JAK2 V617F mutation was detected and masked PV was diagnosed
according to bone marrow findings. In this article, we discuss the etiology of SVT in adults and effect of JAK2 V617F mutation on
pregnancy outcomes as well as summarize current knowledge about pregnancy outcomes in PV.

Keywords: myeloproliferative disorders, polycythemia vera, PV, JAK2 V617F mutation, recurrent pregnancy loss, portal vein
thrombosis, anticoagulation therapy
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OCHOBHbIE MOMEHTbI

Y10 yXe n3BecTHo 06 aToii Teme?

» licTuHHas nonuumutemus (W) noBbllwaeT pUCK HeBbIHALLNBA-
HUS: CAaMONPON3BONILHOr0 abopTa, NPeXAeBPEMEHHbIX POAOB
1 IPYrnX OCNOXKHEHN 6EPEMEHHOCTH.

P CNnaHXHUYEeCKNA BEHO3HBI TPOMO03 MOXET pasBUTbLCA Y
nto6oro nauuenta ¢ WM, HO Yalle nopaXaeT nuL, MOIOAOr0
BO3pacTa.

» B 60MbLIMHCTBE CRy4aeB MackumpoBaHHas WM npoTekaer ¢
HOPMasbHbIMK MOKa3aTeNsMNU KPacHO KPOBU (remMoriobuH,
9PUTPOLIUTBI, FEMATOKPUT), 11 MOYTM Y BCEX MALUEHTOB 06HAPY-
XuBaetca mytaumus V617F reqa JAK2.

Y10 HOBOrO AaeT cTaTha?

» Hanuyue mytaumn JAK2 V617F MOXET 6bITb aCCOLMMPOBAHO C
He6naronpuATHbIMI UCX0AaMN GEPEMEHHOCTH

Kak 310 MOXET noB/MUATb HA KNMHUYECKYH) NPAKTUKY

B 0603pumom 6yayliem?

» B audchepeHumanbHblii AnarHo3 peakux NpuHvH peLmansu-
PYIOLLIEr0 HEBbIHALLVBAHKS Lienecoo6pasHo BktoYaTh T

» V nauueHtoB ¢ nogospequem Ha WM ans CBOEBPEMEHHOMO
HanpasMeHNs K remMarosiory pekoMeHayeTcsi NpoBOANTb MOJie-
KYNsipHO-reHeTn4eckoe uccnefosanue mytauuu V617F B reHe
JAK2.

What is already known about this subject?

» Polycythemia vera (PV) increases the risk of miscarriage,
stillbirth, and other fetal complications.

» Splanchnic venous thrombosis can be observed at any age in
patients with PV but most frequently affects young patients.

» Patients with masked PV proceeds with normal hemoglobin,
hematocrit and erythrocyte levels, and almost all patients are
JAK2V617F-positive.

What are the new findings?

» The JAK2 V617F mutation may be associated with unfavorable
pregnancy outcomes.

How might it impact on clinical practice in the foreseeable

future?

» |tis advised to include PV in the differential diagnosis as a rare
cause of recurrent pregnancy loss.

» Investigation for JAK2 V617F mutation is recommended in
patients with suspected PV for timely referral to hematologist.
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MackupoBaHHas CTUHHAS NONMLUTEMUSA, MAHNCECTMPOBABLIAA CMTAHXHUYECKIM BEHO3HbIM TPOMOO30M

BO BPeMsi G8PEMEHHOCTIA: KIIMHUYECKIIA Cyyail

AxyuiepcTBo, I'mHekoAorusa u Pennpoaykiima [PAryER Ve (X

BBenenue / Introduction

K peokmm XpoHUYECKMM 3ab0JsieBaHNUAM, KOTOpPbIe
Cnoco6CTBYIOT NATONOMMYECKOMY TeYeHW0 6epeMeHHO-
CTW, MOXXHO OTHeCTW Ph-HeraTneHble Muenonponugepa-
TuBHble 3a6onesaHns (MM3): UCTUHHYID NONULUTEMUIO
(M), acceHumanbHyr0 TPOMOOLNTEMUIO WU MEPBUYHBIN
Mnenouropos. Itn remarosiornyeckune 3a6onesaHns xa-
PAKTEpPU3YIOTCH KJIOHANbHOW nposmdepauneidn CTBOO-
BbIX KJIETOK, 06YCJI0BMEHHON Y 60JbLUNHCTBA NALNEHTOB
HanM4nem mMyTauum B OLHOM 13 Tpex reHos: JAK2 (aHrn.
Janus kinase 2, SIHyc kuHa3a 2), kanbpetukynmHa CALR
(aurn. calreticulin, kanbpetukynud) wunu MPL (aHrn.
myeloproliferative leukemia virus oncogene, OHKOreH BU-
pyc MuenonponudepaTusHoro nenkosa) [1].

Mo faHHbIM BcemMupHOI opraHm3auun 3apaBooxXpaHe-
Hua (BO3), 3abonesaemoctb Ph-HeratusHbiMu MI13 oue-
HuBaetcs ot 0,7 0o 2,6 cnyyaes Ha 100 TbIC. 4eNOBEK B roj,
MUK MPUXOAUTCA HA 6-7-e Jecatunetus xusuu [2]. B pe-
NPOAYKTUBHOM BO3pacTe AuarHoctupyercs 1o 20 % Bcex
CNly4aeB 3cceHuuanbHom Tpoméoumntemun n ao 10-15 %
WT; B 3TOI BO3paACTHOIA rpynmne NepBuYHbIA MUenodrnoépos
pa3BuBaeTcs KpanHe peako [3, 4]. M3 cnyxat BeayLei
NPUYMHON HELMPPOTMYECKOTO HEOMyXO0seBoro TpOMOO-
3a BOpOTHOI BeHbl (TBB) [5]. PasBuTie atoro BeHO3HOr0
TPOM603a HeoObIYHOI JIOKANM3aLUmun Hanbonee xapakrep-
Ho B fe6tote MIT3 y nuu monogoro Bo3pacra [3, 4].

113BecTHO, 4TO cama 6epeMeHHOCTb accouunpoBaHa
C YBEeJIM4EeHWEeM pUCKa TPOMOOTUYECKMX OCITOMHEHUNA.
Bwmecte ¢ atum amarHoctuka MM3, B 4acTHocTM UM, BO
BpemMsi 6epeMeHHOCTM BeCbMa 3aTPYAHUTENbHA, TaK Kak
thusmnonornyeckoe ysenuyeHne 06bLema nna3mbl KPoBU

MOXET NPUBOAUTb K CHUKEHUKD NokasaTenen remorno-
6uHa v remarokpura [6].

B nuteparype onucaHo 0kono 15 cny4aeB OCTPOro
MEe3eHTEpPNanbHOr0 BEHO3HOI0 TPOMO03a Y 66PEMEHHbIX,
OQHAKO HW B OOHOM U3 HUX He ObIN0 ANArHOCTMPOBAHO
MM3 [7].

Llenb: npefcTaBuTh KNMHUYECKUA cnyyan TBB Kak fe-
6toT UM BO Bpems 6epeMeHHOCTI U 0606LLUTb UHGOpMa-
LM 0Ny6/IMKOBAHHbIX UCCNEA0BAHMIA NO Ucxoaam 6epe-
MEHHOCTM cpeam naumeHTok ¢ WM.

Knunangeckuri cixydari / Clinical case

KeHumHa H., 30 net, B mapTte 2016 r. BO Bpems TPeTbeil
OepeMeHHOCTU Ha CPOKe 5—6 Hefl 9KCTPEHHO rocnuTanu-
31pOBaHa Mo NoBOLY UHTEHCUBHOI ab40MUHANIbHON 60N,

13 aHamHesa: B aBrycte 2013 r. BO Bpems nepeoi 6e-
PEMEHHOCTI Ha CPOKe 28 Hej AMArHOCTUPOBAHA aHTEHa-
TanbHas ruéenb nnoga (aesoyka, 1020 r, 32 cm). VHpek-
LLMiA, NepegaBaeMblX MOJIOBbIM MyTEM, He BbISIBNEHO. Mpu
UCCNefoBaHUN MNaLeHTbl YCTaHOBMIEHA XPOHMYecKas
nnaleHTapHas Hel0CTaTO4HOCTb: MHOXECTBEHHbIE WH-
(hapKTbl pasNYHON AABHOCTW, (OYHKLMOHAbHbIE 30HbI
C MHOXECTBEHHbIMW CUHLMUTMANbHbIMY Yy3namu, 06nuTe-
paLMOHHAs aHrnonaTus BOPCUH, MOBbLILIEHHOE KOMUYe-
CTBO MeXBOpCWUHYaTOro nbpuHomaa. O6LMIA aHann3
KPOBM W MeYeHO4Hble (OYHKLMOHASIbHbIE TECTbl B Mpeje-
nax pedhepeHcHbIX 3Ha4eHuin (Tabn. 1).

ViccnenoBaHbl BPOXKAEHHbIE U NMPUOBPETEHHbIE TPOM-
6ounuyeckne pakTopbl: aKTUBHOCTb aHTUTPOMOMHA |1,
npotenmHoB Cu'S, aHTMochonunuaHbin cuHapom (ADC) —
aHTUTeNa K aHHEKCUHY, NPOTPOMOWUHY, B,-TIUKONPOTEUHY,

Tabnuua 1. llabopatopHble NOKa3aTen BO BpeMs Tpex 6epeMeHHOCTEl 1 NOCNeayHoLLero nepuoaa HabntoaeHns nauneHTkn H.

Table 1. Laboratory variables during three pregnancies and follow-up in patient N.

30.08.2013 19.04.2014 03.03.2016 PechepeHcHbie
Mapamer MepBas 6epemeH- | Bropas 6epemen- | TpeTbsi 6epemeH- 3HaveHus [8]
Pa:]amele[:- HOCTb (28 Hep) HocTb (7 Hep) HocTb (6 Hep) 10.03 2021
First pregnancy | Second pregnancy | Third pregnancy Reference
(28 weeks) (7 weeks) (6 weeks) ranges [8]

[emorno6uH, r/n
Hemoglobin, g/L 157 124 143 134 116-139
AputpoumTbl, x10'/n
Erythrocytes, x10'%/L 49 47 3,5 5,2 3,4-45
[ematokpuT, %
Hematocrit, % 43 42 31-41
NeitkouwTel, x10%/n
Leukocytes, x10%/L 10,5 72 22,2 5 5,7-13,6
Tpom6bounTbl, x10%n
Platelets, x10%/L 252 324 159 161 174-391
AnaHuHoBas TpaHcamuHasa, Eg/n
Alanine transaminase, U/L 30 26 39 34 5-40
AcnaparnHoBas TpaHcamuHasa, Eg/n
Aspartate transaminase, U/L 21 24 37 30 5-40
Bunupy6ux o6wunii, MKMonb/n
Total bilirubin, ymol/L 15,2 "1 75 123 1,7-18,8
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Kapavonunuuy, ocatnannceputy — B npegenax pe-
(PepeHCHbIX 3HAYEHMI; BOTYAHOYHbI AHTUKOAryNAHT OT-
puuatenbHbli. MyTtaunii B reHax daktopa Il 20210 G>A
n Thr165Met, daktopa V G1691A, nonumopdmama nH-
rméutopa akTueatopa nnasmmHoreHa-1 -675 5G>4G, me-
TunenTeTparuapodonatpeayktassl 677 C>T He BbisiBne-
HO, YPOBEHb rOMOLMCTENHA B Npefenax pedoepeHcHbIX
3HAYEHUA.

B anpene 2014 r. gmarHoctuposaHa HepassuBaroLLla-
fca 6epeMeHHOCTb Ha cpoke 7 HeA. [1poBefeHo Xupyp-
rM4YecKoe 0NnopoXHeHMe nonoct matku. 06K aHanu3
Kposu 6e3 natoniorum (taén. 1).

B utone-gekabpe 2015 r. no noBofy HapyLLeHUS MeH-
CTPY/IbHOTO LMKNa NpUHMMAna 3CTPOreH-recTareHHbli
npenapar (HoprecTtpen + actpaguon, Limkno-lNpornxnosa)
C 0TMeHOM B AHBape 2016 T.

CaxapHbIn gnabeT, 3a601eBaHUS LNTOBUAHOM XKENE3bI,
HaAMNOYe4YHNKOB, YPOreHUTaNbHOr0 TpakTa, 370ynoTpe-
GreHne ankorosiemM n KypeHue B aHaMHe3e 0TCYTCTBYHOT.

CemeliHbIn aHaMHe3: Y POJICTBEHHKOB NEPBOIA NMHNK
poAcTBa TPOMOOTUYECKUX OCIOXHEHUA, 3ab60JsieBaHum
MeyeHn He 3aperncTpupoBaHo.

Dlannbie ocmotpa / Examination data

CocTosHme cpefHein Tskectu, poct 168 cm, Bec
51,5 kr, Temnepartypa Tena 37,5 °C. KoXHbIi NOKpoOB
W BUAMMbBIE CNN3UCTble GnefHble. HacTota cepAeyHbiX
cokpauleHunit (HCC) — 96 yaapos B MUH, apTepuarnbHoe
nasneHne — 100/65 mm pt. cT. BONE3HEHHOCTb NPYU Nanb-
nauum »XnBoTa B Npasoii NOAB3A0WHON 0651acTK, MOJIO0-
XuTenbHbIA  cumnTom  LLeTknHa—bntombepra. [leyeHb
1 Cene3eHKa He YBeNYeHbl.

AHanu3bl KPOBU U YNbTPA3BYKOBOE MUCCIEL0BAHME /
Blood tests and ultrasound examination

Bo6uiemaHann3e KpoBu BoisiBieHa aHemus (Tabn.1).
Buoxumuyeckunii aHann3 Kposu: 061 MiA 60K, 06NN
OUNMpy6buH, a-amunasa, KpeaTuHUH, rnioKo3a — B npe-
Jenax pemepeHCHbIX 3Ha4YeHWn. Koarynorpamma:
aKTUBMPOBAHHOE 4aCTU4YHOE TPOMOOMNACTMHOBOE
Bpema — 353 ceK, MexAyHapogHoe HOpManuso-
BaHHOe OTHoweHne — 1,09, TpOoM6MHOBOE BpemMs —
14,9 cek, npoTpoM61UHOBOE BpeMs — 12,7 cek, pnbpu-
HoreH — 3,2 r/n, D-gumep — 3,6 MKr/Mn (Hopma meHee
0,6 mkr/mn).

Mo maHHbIM YNbTPa3BykoBOro uccnegosanus (Y3U):
aM6pUOH xunBoii, 6 Hef 3 aHs, YCC — 137 yaapos B MUH.
B 6ptoliHoit nonoctm cBOOGOAHAS XWUAKOCTb. [leyeHb
1 Cefie3eHKa He YBeNW4eHbl. B CTBONE BOPOTHOI BEHbI
U 0651aCTU KOHCJOEHCA BbISIBNIEHbI TPOMBOTUYECKME
macchbl. YnbTpasdsykosas gonseporpadousa CoCynoB HMX-
HUX KOHEYHOCTEN NaToNOrnn He BbISIBUNA.

[narxo3s / Diagnosis

OcTpblit TpOM603 B CMCTEME BOPOTHOW BeHbl. bepe-
MEHHOCTb 6 Hep.

OnepatuBHoe BMelLaTenbcTBO / Surgical intervention

B aKcTpeHHOM mopsfike NPOBeAeHa [MarHOCTMYecKas
nanapockonus. Mpn peBn3nn BbiiB/IEHA KapTHA CEerMeH-
TapHOro TpomM603a BepxHen 6PbIKEeYHON BEHbI C Pa3Bu-
TUEM Hekpo3a NoJB3MAO0LLHONA KWLLKK. BbinonHeHa nana-
POTOMUS, PE3EKLMS TEPMUHANBHOIO OTAena noas3aoLU-
HOW KWLLKW, MPaBOCTOPOHHAA remMukonakromms. HasHa-
YeH HU3KOMONEKYNAPHbIA renapud (HMI) — HagponapuH
Kanbums B fo3se 0,6 mn/cyT.

BepeHue nayMeHTKU nocne onepaTMBHOIo
BmeLlaTenncTBa / Post-surgical patient maintenance

K 35-11 Hepene 6epemMeHHOCTW MOSIBUNIUCH NMPU3HAKK
NopTanbHOW runepTeH3uu: cnieHomeranusa (18x12 cm)
1 BapWKO3HOE paclUMpeHne BeH MULLEBOAA W Kenyn-
Ka 3 CT., M0 NMOBOAY KOTOPbIX AOMNOJTHUTENIbHbIX BMELLa-
TeNbCTB He NoTpe6oBanoch. Tectbl Ha ADC, aKTUBHOCTb
aHTuTpom6éuHa lll, npotemHos C 1 S octaBanuch B npefe-
nax pedoepeHCHbIX 3HAYEHNA.

Ha cpoke 37 Hep naumeHTka H. ycnewHo poaopaspe-
LLeHa nyTem onepauuu Kecapesa cedeHns. Pogunacs jo-
HOLLEHHas runoTpomyHas feBoYka Maccoii tena 2520 r,
pocTom 47 cM, oLeHKa no wkane Anrap — 8/8 6annos.

B TeyeHme 3 mec nocsne pofoB NPOAOSIHKEHA Tepanua
HMI - cppakcunapuHom B fose 0,4 mn/cyT, aanee nauu-
eHTKa nepesefieHa Ha puapokcabaH 20 mr/cyT.

B nocnepofoBom nepuofe Ans yCTaHOBMEHWUA NpUYin-
Hbl TBB npoBefeHO MONMHOe remMaTtonoruyeckoe o6cene-
noBaHue. O6LUA KNUHWUYECKMA aHann3 KPoBM 683 0CO-
OEHHOCTEN; ypoBeHb apuTponoaTnHa — 13 ME/mn (Hop-
ma 2,4-18,5). lpoBefeHO MOJIEKYNAPHO-TreHeTUYeCcKoe
nccnenoBaHne KpoBu: myTaumii 9-ro ak3oHa reHa CALR
n W515L/K reHa MPL He o6HapyeHo, KNeTku ¢ myTa-
umein V617F B 14-m ak3oHe reHa JAK2 coctasunmn 25 %
OT 06LLEero 4ucna Knetok B npenapate. Liutomopdpono-
MMYeckas KapTiHa KOCTHOro MO3ra o JaHHbIM TpenaHo-
ononcun xapaktepHa gna WM (mackmposaHHas dhopma).
HasHa4eHa UWTOpPeayKTMBHAsA Tepanusi — ruapoKcukap-
6amupa B mo3e 500 mr 2-3 pasa B Heflento, B JasibHel-
LUeM nepeBefieHa Ha npenaparbl UHTepdepoHa anbda-2.

3a nocnefytowe 5 et HabNOAEHMSA: NMeYeHOYHbIe
(PyHKLMOHAMbHbIE TECTbl B Npefeniax pedyepeHCHbIX 3Ha-
YEeHUIM; MapKepbl BUPYCHbIX renatutos B n G oTpuuatenb-
Hble; CKPUHUHI-TECTbI HA 6051e3Hb BunbcoHa—KoHoBano-
Ba, HACNEACTBEHHbIA TeMOXPOMATO3 OTPMLATENbHbIE;
(bmbpo3 no [aHHbIM 3nactorpadouu neyYeHU COOTBET-
creyet ctagum FO no wkane METAVIR.

Ha mapt 2021 r. coctosHue nauueHTku H. oTHocw-
TeNbHO YA0BNIETBOPUTESIbHOE, KOHCY/bTUPOBAHA racTpo-
3HTEpPONIOroM No MOBOAY Xanob Ha B3[AyTUE XXMBOTA
n pguapeto. Mo pesynbratam BOJOPOAHOTO [blXaTellb-
HOro TecTa C NaKTY/N030/ BbISBIEH CUHAPOM M30bITOY-
HOro GakTepuanbHOro pocta. [1poBefeHO feveHune pu-
hakcumuuom B fo3e 800 mr/cyT B TedeHune 14 aHei
C NONOXuTenbHbIM  3DekTOM. CoxXpaHseTcs 9HAO-
ckonuyeckas u KT-kapTuHa mopTasibHON TUMEpTEeH3MUN:
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AxyuiepcTBo, I'mHekoAorusa u Pennpoaykiima [PAryER Ve (X

KaBepHO3Has TpaHcopMaumMs BOPOTHOW BEHbI, Chie-
Homeranua (pue. 1). llauueHTka nonyvaet Kapseaw-
non 12,5 mr/cyt, NpoaosmKaeT npuem puBapokcabaHa
20 mr/cyT, Tepanuio WHTEP(EPOHOM anbda-2 nopa Ha-
6n1101eHNneM remarosnora.

PucyHok 1. MaymneHTka H. KaBepHo3Has TpaHcgopmaums
BOPOTHOII BEHbI (YKa3aHO CTPENIKOM) M CMNEeHOMErannsa no LaHHbIM
KOMIMbKOTEPHO TOMOrpadouu

Tpumeyanne: CTPV — kaBepHO3Has TpaHCcGopMaLymns BOPOTHOM BeHbI; Liver
— ne4eHb, Spleen — cene3eHka.

Figure 1. Patient N. Cavernous transformation of the portal vein
visualized by computed tomography

Note: CTPV — cavernous transformation of the portal vein.

Knuuunyeckuit guarnos / Clinical diagnosis

MwuenonponudepatnsHoe 3abosieBaHNe — WCTUHHAS
nonuuuTemus (MackuposanHas gopma), JAK2V617F-no-
3UTUBHAA, AebtoTupoBaswas B 2016 r. Bo Bpems 6epe-
MEHHOCT TPOMOG0O30M BOPOTHOW 1 ME3eHTepUasibHOM
BEH, C Pa3BWTMEM HEKpO3a MOAB3AOLIHONA KULLKW, pe-
3eKLUMA TepMUHANbLHOrO OTAena MoAB3LOLIHON  KuL-
KW 1 NPaBOCTOPOHHASA TeMUKON3KTOMUSA. KaBepHo3Has
TpaHcgopmaLns BOPOTHOW BeHbl. lMopTanbHas runep-
TEH3MA: BAPUKO3HOE pACLUMPEHWE BEH NULLEBOMA U Xe-
nyaka 2-3 cT., cnyiieHomeranus, NOPTOCMCTEMHBIE LYHTBI.
CvHAPOM N36bITOYHOrO 6akTepUanbHOro pocTa.

Oo6cy:knenue / Discussion

[MpeactaBneH cnyyaii peakoi nokanuaaumu BEHO3HO-
ro Tpom603a: B 06LLen nonynsaunumn 3a6onesaemocts TBB
coctasnset 0,7 Ha 100 Tbic. yenosek B rog [9]. Ctatu-
cTuka no TBB cpefn 6epeMeHHbIX OTCYTCTBYET, ONUCaHbI
eVHNYHbIE CITyYau.

OcHOBHbIMKU npuynHamu TBB y B3pocnbix cnyxar
LMPPO3 NneYeHn 1 renatouenionspHas kapumioma. Gpe-
an apyrux qaktopos pucka soigenstoT M3, Tpombodu-
numn, NnokanbHble akTopbl (BoCnanuTesbHble 3a6onesa-
HUSA 1 OnepaTuBHbIe BMELIATENIbCTBA HA OpraHax 6proLu-
HOM NMoNocTK) n HekoTopble apyrue [10].

Y nauneHtkn H. Ha MOMEHT Tpom603a OTCYTCTBOBA-
NN aHaMHECTUYEeCKMe W 0OBLEKTUBHbIE MPU3HAKWN XPOHM-

4eCKOro 3a60/1eBaHMA MEYeHU, MeYeHOYHble (YHKLMO-
HanbHbIe TECTbl HAXOAWINUCH B Npefenax pedepeHcHbIX
3Ha4eHNiA, No faHHbIM Y3/ He 06HapY>XeHO NPU3HAKOB
ONAQY3HOro UK 04aroBOro NOPaXeHUs NeYeHn 1 crne-
HOMeEranum, 4To N03BONANO UCKIKYUTL NEPBUYHOE 3a60-
neBaHue neyeHn Kak npuyuHy TBB. [pyrue dakrtopsl pu-
CKa — Hanbosiee 3Ha4MMble BPOXAEHHbIE TPOMOBOGQMNNY
(MyTaumn B reHax dpaktopos Il n V, nedpnumnt aHTUTPOM-
6uHa lll, npotenHos C u S, AOC 1 runepromMmoLucTenHe-
MUS) TAKXKE ObIIN UCKITHOYEHDI.

MokasaTenn KNMHWUYECKOrO aHanu3a KpPoBM Ha MO-
meHT TBB He cootBeTtcTtBoBanu WI1 cornacHo auarHo-
cTuyeckum kputepuam BO3 2016 r. Ans ycTaHOBnEHMS
auardosa UMM Heobxoaumo Hanuyme Tpex 60MbLUnX Kpu-
Tepues (remorno6ud > 160 r/n unu rematokput > 48 %
Y KEHLLUMH, TPeXPOoCTKOBas runepniasus npu uccneno-
BaHWUM KOCTHOrO mo3ra, mytaumu V617F unn B 9K30HE
12 reHa JAK2) unu Hanu4me nepebIx ABYX O0MbLUUX U Ma-
11010 KpUtepus (Cy6HOPManbHbIi YPOBEHb IPUTPONO3TU-
Ha CbIBOPOTKM KpoBm) [11].

Bo Bpemsa 6epeMeHHOCTM 3Ha4YeHMs remartokputa
1 TEMOINO6BMHA CHUXXEHbI 33 CYET YBennyeHns obbema
nnasmbl, N03TOMYy 3anofo3putb VM Ha 0CHOBAHWK 3TUX
CTaHOAPTHbIX KPUTEPMEB CNOXHO. Kpome 3TOro, y Ha-
e NauueHTKW OMarHocTMpoBaHa mackuposaHHas WM,
Npu KOTOPOIA YBENNYEHNE KNETOYHOCTM KPOBU, B HYACTHO-
CTU KOJIMYECTBA 3PUTPOLUTOB, NOKa3aTeNif reMaTokpuTa,
a TaK)XXe KOHLeHTpaLum remornobuHa, He Habntogaercs.

OtkpbiTne mytaumn V617F B reHe JAK2 B 2005 r. s81-
N0Cb 3HAYNTENbHbIM LUArOM Kak B MOHMMaHUM GMONOru-
yeckux ocobeHHocTel Ph-neratmsHbix MI3, Tak u fo-
CTYMHOCTU ManoMHBA3NBHON LUATHOCTUKI: ANA aHann3a
nccnegyerca nepudepuyeckas Kposb. B HacTosALee Bpe-
M$ MOJIEKY/IAPHO-TeHEeTMYeCKoe UCCIeA0BaHNe MyTaLum
V617F B reHe JAK2 BbinosiHseTcs B doefepasibHbIX Me-
ANUMHCKMX LIEHTPaX U MHOTMX KOMMepYecKux faboparo-
pusx. bonee yem y 95 % nauneHtos ¢ Ul onpenensercs
myTaums JAK2 V617FB 14-m 9K30He, ¥ 2 % — myTaums
B 12-M 3K30He [12].

ViccnenoBaHue myTauui, xapaktepHoix ansa MI3, Ha-
LWen nauueHTKe ObINO BMepBble NPOBEAEHO MOC/e po-
JopaspelleHns: o6HapyXeHa Haubonee yacras MyTa-
uma V617F reHa JAK2. NanbHeiiliee mopdonornyeckoe
nccneaoBaHne KOCTHOrO Mo3ra MOATBEPAWUNO OMarHo3
mackupoBaHHoit WM.

lNpoBefeHne 3TUX TECTOB BO BPEMSA TpeTbeill 6epemMeH-
HOCTU, BO3MOXHO, NO3BONNUIO 6bl paHblUe YCTaHOBMUTH
ANarHo3, HO BPSAA N1 NOBAUANO Obl HA NIeYeHUE: naum-
eHTKA Nnony4ana ¢ MOMeHTa AuarHocTukn TBB npenapa-
Tol HMI, koTOpble o6ecrneynnu 61aronpuaTHbIA UCXO4
6epeMeHHOCTM 1 POLI0B.

Vicxogpl 6epeMeHHOCTM Y MauMeHTOK C YCTaHOBJIEH-
HbiM AnarHo3om UM m3yd4eHbl B PETPOCMEKTUBHBIX KO-
FOPOTHBLIX MCCNESOBAHUAX W Cepuax cry4aes (Taébn. 2).
[anuble 0 Hanuyun myTtauum V617F B reHe JAK2 nmetot-
c B 4 3 Hux [13-16]. Y 44 (96 %) nauneHToK BbisiBNEHa

m http://www.gynecology.su
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AxyuiepcTBo, I'mHekoAorusa u Pennpoaykiima [PAryER Ve (X

myTauus B 14-m 3k30He, 'y 2 (4 %) — myTaums B 12-m
3K30He, 4TO NOATBEPX[AeT 06LUMEe AaHHblE O YacToTe
3TUX MyTaumi cpeam Bcex nauueHToB ¢ WM. Tpom603bl
[0 6epeMeHHOCTN BbIN AMArHOCTUPOBaHbI Y 26 %, Hau-
6onee yacto — TBB u cunapom bagna—Kuapu. JleveHue
1M Bo Bpemsa 6epemeHHoOCTV nposogunock y 69-90 %
NauUMeHTOK 1 BKMtoYano npumeHeHue HMI, auetuncanu-
LIMNOBON KMCNOTbl WM KOMOMHALMIO 3TUX NpenapaTos;
B PEIKUX CMydasx NPOBOANSINCL FEMOIKCY3NUMU UK Has-
Hayancs uHTepdepoH-anbda. Passutue TBB BO Bpems
6epemMeHHOCTM ONNUCaHOo Y OLHOM MALWEHTKN B MCCneno-
BaHun J. Lapoirie ¢ coasT. [13]. 0606LIEHHbIE AaHHbIE
1CCneaoBaHnii B Tabnuue 2 nokasblBalT, 4TO GepemeH-
HOCTb Y NauneHToK ¢ T 3aKoH4YMNach POXXAEeHNEM XXNBO-
ro pe6eHka B 65 % cny4aes, B 10 % — MepTBOPOXAEHNEM
UMW HeOHaTaNlbHOW CMepTbI, B 25 % Cny4aeB npou3o-
LLUeST BbIKUAbILL UM GepeMEHHOCTb Obla npepsaHa uc-
KYCCTBEHHO.

Oco6bIn MHTEpEC ANg HALero cnyyas npeacTaBnsier
onucanue N. Aggarwal ¢ CoaBT. NALUMEHTKN C OCITOXKHEH-
HbIM Te4yeHuem 4eTbipex GepemeHHocTten [20]. lMepsas
3aBepLUunach BbiKuAabiemM Ha 10-i Heaene, BTOpas — Ha
33-/1 Hepene aHTeHaTanbHoOI rnbenblo nnoga u MepTBo-
poxxaeHuem. Bo Bpemsi TpeTbel 6ePemMeHHOCTM pas3Bu-
nacb TshKenas npeaknamncus, 3afepxxka pocta nnoaa;
Ha 31-11 Heaene nauueHTKa 6bina poJopaspeLleHa nyTem
onepauun Kecapesa CeY4eHUs, POUNCS XUBON PeBEHOK.
Bo Bpemsi 4eTBEPTON GEPEMEHHOCTI NOSBUNOCH NOKPAC-
HEeHUe rNas, HeYeTKOCTb 3PEeHUs, rofoBHas 60/b U reHe-
PaNn30BaHHbIA 3ya, YCUNUBAKLWINIACA NOCNE NPUHATUSA
BaHHbI; YPOBEHb reMOrnobuHa BnepBble MOBbLICMNCA [0
188 r/n, remarokputa — 10 56 %, BbIiBIIEHA CMyIeHOMera-
nus. O6HapyxeHa JAK2 V617F myTaums, uccnenoBaHue
KOCTHOro Mo3ra noartsepauno auarto3 WM. Mposoau-
nacb remo3kcdy3ns, HazHa4anacb aueTusicanuumioBas
Kucnota 75 mr/cyT, Ha 36-i Hefene 6epemMeHHOCTb 3a-
BEpLUUNACH NPEXAEBPEMEHHbIMI CAMOMPOU3BOSbHbIMN
poJamm, pomncs X1BOoN pedeHoK.

Kak n B OMMCAHHOM Hamu cny4ae, nepsas u BTopas
6epeMEHHOCTU 3aKOHYWUIIUCL HE6NaronpuaTHLIMKA  UC-
Xo[amu Ang nnoaa, U T0/bKO MOSIBIEHNE XapaKTepHbIX
KNMHNYECKNX CUMNTOMOB 11 FTEMATONOrNYECKOW KapTUHbI
WM ¢ BbICOKMM YpOBHEM TemoriiobmHa u rematokputa
BO BPEMS YeTBEPTON 6epemMeHHOCTI NO3BOJINIO YCTaHO-
BUTb AnarHo3 MI3. B Hawem cnyyae anarHo3s WM ycra-
HOBNEH NaLMeHTKe B Xo[e AnddepeHLnanbHOro noucka
npuyuH TBB.

Bnnser nn Hanuyue mytauum V617F B reHe JAK2 Ha
ncxobl 6epPeMEHHOCTI, U HEOOXOAMMO NN BKIHOYATb UC-
CNnefioBaHuMe 3TOM MyTaLum B YACO PEKOMEHIYEMbIX aHa-
NI30B Y NALMEHTOK C peLuauBuMpytoLLei noTepen nnoaa?
[laHHble ony6/IMKOBAHHbIX UCCNIEA0BAHUIA NPOTUBOPEYU-
Bbl. Tak, B uccnegosanum |.J. Dahabreh ¢ coaBT. He 06Ha-
pyXeHo yBennyeHus Yactotbl JAK2 V617F myTaumn cpe-
AU NALMEHTOK C PeLMANBUPYIOLLIMMI BbIKUABILIAMMW UMK
notepeit nioga [21]. B 6onee no3gHem uccnenoBaHum

R. Irshad ¢ coaBT. ans naumenTok ¢ JAK2 V617F myTauu-
el OTHOLLIEHME LLAHCOB PeLMaNBUPYIOLLIEI nMoTepu ninoja
coctasuno 3,03 (95 % poseputenbHbln uHTepsan (AW) =
0,28-76,13) no cpaBHeHUIO C nonynaUMen 6e3 MyTauum
[22]. B nccnegosaHuu E. Mercier ¢ coaBT. OLEHWUBANOCh
OTHOLLEHME LIAHCOB NOTEpM NIo4a BO BpeMa nepsoii 6e-
PEMEHHOCTW: ans nauueHtok ¢ JAK2 V617F myTaunen
0HO cocTasusio 5,33 (95 % AW = 2,37-11,90) no cpasHe-
HUIO C nonynaumein 6epemMeHHbIX 663 MyTauun [23].

CnenyeT 0TMeTUTb, 4TO MyTauus V617F B reHe JAK2
MOXET BbISABNATLCA 32 5-15 neT [0 yCTaHOBNEHUA au-
arHo3a passepHytoro MMN3 [24]. JAK2 V617F myTaums
0YeHb YYBCTBUTE/bHA [/19 BbIABIIEHNA PAHHMX (N1aTEHT-
HbIX) CTaguii MackuposaHHo UMM, 0CoO6eHHO Y MONOABIX
NauneHToB CO CMIAHXHUYECKUM BEHO3HbIM TPOMBO30M
[25]. Takme nauneHTbl 06bIYHO HE COOTBETCTBYIOT KpUTE-
pusm BO3 ansa UM, npu atom B TpenaHobuonTaTe MOXeT
onpefenaTbca xapakrepHas kapTusa MI3.

BoisBneHne JAK2 V617F mytaunu y 6epemMeHHoOi co
CNNIAHXHUYECKMM BEHO3HbIM TPOMO0O3OM W/MNU peuu-
OVBMPYIOLLEA noTepei nioga no3BoJSiMT CBOEBPEMEHHO
anarsoctuposats MIM3 (B TOM 4ucie MAcKMPOBAHHYHO
(hopmy) 1 Ha3HA4MTb Jie4eHre NN60 0CTABUTb MALUEHTKY
noA HabnAeHMeM remMatosiora ¢ y4eTOM BbICOKOr0 pu-
CKa pasBMTUS TPOMOOTUHECKUX OCIOXKHEHWIA.

3axiarouenue / Conclusion

B penpogyktnsHom Bo3pacTe Ph-HeratmeHble MI3
BCTPEYAOTCA J0CTATOYHO PefKo. Y OepemeHHbIX U3-3a
dhmsnonornyeckoii remoguntoumn guartoctuka M ¢ no-
MOLLIbHO CTaHAAPTHbIX KpUTEpueB (M3MepeHne 3Ha4eHun
reMornobuHa, rematokpurta) 3a4acTyro 3atpygHeHa. Kpo-
Me 3T0ro, CyLecTBYyeT MackuposaHHas U, npoTekatoLuas
0€3 NOBbILLIEHHON KITIETOYHOCTU (3pUTPOLMUTO3a), ANArHo3
KOTOPOW MOXET ObITb YCTAHOB/EH TONbKO MOC/e 3nK130-
Ja KNMHUYECKN 3HaYMmMoro Tpom6o3a. OcobeHHocTb M3
Yy MONOAbIX — YacTbli [e6H0T B BUAE CMIAHXHUYECKOr0
BEHO3HOro TPOM603a, HTO AEMOHCTPUPYET NpeacTaBneH-
HbIil KNUHWYECKNiA cnyyail. OgHUM M3 ManouHBa3UBHbIX
uccnefoBaHnil, No3sonsaowWwmx 3anofo3pute MIM3, asns-
eTCA MOJEKYNSPHO-TEHETUYECKOE UCCNEN0BaHME KPOBY
Ha Hanuyue mytauum V617F reHa JAK2.

[laHHble 06 accoumauuu 3Toil MyTauuu ¢ peunanBu-
pytoLLeii moTepeii niofga npoTueopeymsbl. LLinpokomac-
WTAbHbIX MCCNef0BaHWA N0 3TOMY BOMpPOCY W3-3a pef-
KOCTY NaToniorum Het. BKntoyaTb Nn 9TOT aHanu3 B nnaH
06CneioBaHNS NALMEHTKI C HANUYMEM B aHAMHE3e peLu-
AVNBUPYIOLLEI NOTepu NNoAa — BbI30OB B KXXAOM OTAeNb-
HOM cIyyae.

INeyenne T Bo Bpems 6epeMeHHOCTY BKOYALT Npu-
MEHEHNe aHTUKOArynsiHToB, M0 NOKAa3aHMAM Ha3Ha4aeT-
CA UMTOPEyKTUBHASA Tepanus — UHTepdepoHbl anbga-2
1 NPOBOAATCS CeaHCbl reMo3Kcy3unii; 4actoTa Hebna-
ronNpuUATHbIX UCXOA0B GEPEMEHHOCTU Bbllle, YeM B MO-
nynsuuu.

m http://www.gynecology.su
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