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AnHoTauus

TpomboTHHeCKE OCAOXKHEHHMS — 3HaUMMBble (DAKTOPBI, OMPeAeAsiiolLMe NPOrHO3 NPU MUEAONPOAUDEPATUBHBIX HOBOOOPa3oBaHMsX. Mapkepamu,
NO3BOASIOLMMM OLIEHWUTb PUCK PA3BUTMS TPOMOO30B, SBASIIOTCS KOAMUECTBO AEHMKOLIMTOB, TPOMOOLIMTOB, YPOBEHb FEMOrAOOMHA, reMaToOKpPUT,
BO3PACT, MOAEKYASIPHBIN CTaTyC, TPOMOO3bl B aHAMHE3E, OXKMPEHUE, apTePUAAbHAS TUMEPTEH3MS, TUMEPAMITMAEMMS], HACAEACTBEHHAS! UAU NPUOO-
peTeHHas TpomMbomams. MaToreHes TPOMO0308B Yy GOAbHBIX C MUEAOTIPOAUCEPATUBHBIMIU HOBOOOPA30BAHUSIMU CAOXKHbIA M MHOFO(PAKTOPHbINA.
B GOAbLIMHCTBE CAyHaeB STMOAOTMUECKUI (haKTOP OCTAETCsl HEU3BECTHLIM. B HacTosilee Bpemst Tepanusi aHTUArperaHTaMm U aHTUKOAryAsiHTamu
MPOBOAMTCS B MHAMBUAYAABHOM MOpsiAKe. AATOPUTM NMEPBMYHOM U BTOPUUHON (MOCAe cocTosiBlierocs Tpom603a) NpodmaakTUkM TpebyeT pas-
paboTku 1 anpobaunn. Mbl NPEACTaBASEM KAMHUYECKOE HabAIOAEHME — MOBTOPHbIE apTEPUAAbHBIE M BEHO3HbIE TPOMOOTUUECKHUE OCAOXKHEHHS Y
6OABHOIO C NEPBUYHbBIM MUEAOPUOPO3OM.
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Abstract

Thrombotic complications are the most significant factors determining the prognosis in myeloproliferative neoplasms. Markers for assessing the
risk of thrombosis are the number of leukocytes, platelets, hemoglobin level, hematocrit, age, molecular status, history of thrombosis, obesity,
arterial hypertension, hyperlipidemia, hereditary or acquired thrombophilia. The pathogenesis of thrombosis in patients with myeloproliferative
neoplasms is complex and multifactorial. In most cases, the etiological factor remains unknown. Currently, antiplatelet and anticoagulant
therapy is carried out on an individual basis. The algorithm for primary and secondary (after thrombosis) prevention requires development and
testing. We present a clinical case of repeated arterial and venous thrombotic complications in a patient with primary myelofibrosis.
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BBeaeHue

B cTpyKTYpy CMEPTHOCTH M HHBAJIMAN3ALUH PH MUEJIONPO-
nmdepatrBHBIX HOBoOOpa3zoBanusix (MITH) 3HaunTeNnbHBIN BKIIA]]
BHOCAT ocnoxHeHus [1, 2]. TpomO03bl B aHaMHE3€ MOTYT OBITh
OJIHUM M3 Ha4yaJIbHBIX MPOSIBJICHUH 3a00JIeBaHKs, KOTOPbIE MTPHU-
BOJIAIT K MHUIIMAIIMY THarHOCTHYECKOTO MOUCKA H YCTaHOBJICHUIO
JTUarHo3a. PHCKk TpOMOOTHYECKHX OCIIOKHEHHUH MOCIIe YCTaHOB-
JIEHUsI AMAarHO3a COXPAHAETCsl, HECMOTPS Ha IPOPIIAKTHYECKYIO
TEpaIuIo HU3KUMH J103aMH alleTHIICAIUIMIOBOI KHCIOTHI [3-5].

Metaananu3 29 KOTOPTHBIX UCCIIEAOBAHUI C BKIIOYEHHEM
13 436 GonbHbIX ¢ MITH (3cceHnpanbHast TpOMOOIIUTEMHS —
OT — 49,2%, uctunnas nonuuuremus — UII — 36,4%, nep-
BUYHBIA Muenopnopos3 — [IM®D — 14,4%) nokazai, 4yTo yacTtoTa
apTepHalbHBIX TPOMOO030B cocTaBnsieT 16,2%, BEHO3HBIX —
6,2%, puck kpoBoTedeHuit — 6,2% [6]. IIpuunHOl TpOMOOTH-
YECKUX OCJIOXKHEHUH MOXKET IIOCITY>KUTb IIPOrpeccupoBanue 00-
JIe3HU, IPH KOTOPOM HaOJIIOIAeTCsl HApyIICHHE YHCIIa KIIETOK U
H3MEHEHHUEe X QYHKIHOHAIBLHOTO cocTosiHus [ 7—9]. [TyckoBbIM
MEXaHU3MOM B Pa3BUTUH TPOMOO30B SBISIETCS AUCHYHKIUSL
SHJIOTEJHS B COYETAHUH C TPOMOODHIMYECKUMH HapyICHUSIMUY,
00yCITOBJIEHHBIMH CHCTEMHBIMHU TIPOIIECCaMH (aTEPOCKIEPO30M,
caxapHbIM uabeToM). BaxkHyH0 poiib UTpaeT HacleCTBEHHAs
Tpomboduus [10].

K pa3BuTHIO KpOBOTEUYEHHI1 Yalle BCEro MPUBOAUT IPH-
oOpereHHbIi cuHapoM Buiiebpanaa [11]. Hasnauenue anTu-
arperaHToB M aHTUKOATYJISHTOB CHIKAET PHCK TPOMOO30B, HO
B paA€ CIy4dacB ABISCTCSA AOIOTHUTCIbHBIM q)aKTOpOM pucka
kpoBoreuenui [1, 12]. B uccnegosanuu ECLAP (European
Collaboration on low-dose Aspirin in polycythaemia vera)
npoaHanu3upoBaHbl AaHHbe 518 GonbHbix ¢ UI1. Menuana
BpeMeHU HabmrogeHus cocraBuna 3,4 roga. Yacrora Tpom-
OOTHYECKHUX OCJIOKHEHUH M CMEPTH OT TpoM0030B — 3,2% B
rpymme OOJbHBIX, MPHHAMABIINX AIlleTHIICATHIIOBYIO KHC-
noty; 7,9% — B rpynne miane6o. CTaTHCTHYeCKU JOCTOBEPHON
Pa3HHIIBI B YAaCTOTE KPOBOTCYECHUIT MEXKIy TPyIIIaMH HE OTMe-
geHo. YacTtora OONBIINX TPOMOOTHIECKUX OCIOKHEHUH — 3 Ha
100 nanueHTo-N€T (MapaMeTp MalUEHTO-JIET — CyMMa CPOKOB
Ha6ﬂ}0}1€HI/IH BCCX MNATUCHTOB I'PYIIIbI, UCIIOJIB3YETCA B ClTydasaX
HeOonbIoro cpoka HabmoneHust). [Tokasano, yTo Ha3HaYEeHUE
aneTmcanuioBoi KucoTsl (100 mMr B neHs) 6ompabIM ¢ W1
MO3BOJISET B 4 pa3a CHU3UTh PUCK TpoMO030B [13]. CHmxeHue
U mojjiep)kaHue reMatokpura meHee 45% y OonbHbIX ¢ WIT
CHIDKaeT pUCK TpoM0O030B B 4 pasa [14].

Ponp Tepanuu aHTHArperaHTaMH B KaueCTBE IMEPBHYHON
npoduinakTuku TpoM0603a npu DT HU3KOTO pHCKa W3yueHa B
HCCIIeIOBAaHUH C yuacTieM 433 marueHTos (271 ¢ MyTanusamu B
reHe CALR, 162 ¢ mytanueit JAK2V617F), koTopble NOITy4Yanu
ANEeTHIICATUIMIIOBYIO KHCJIOTY HIIM HAaXOIMIHCH TOJBKO MOJ
HaOmonenueM. LluropenykTuBHas Tepamnusi He IPOBOANIACK.
Bpemst HabmioneHus coctaBuio 2215 manueHTo-JeT, 3aperu-
CTPUPOBAHO 25 TpoMO6030B U 17 KpoBoTeueHUH. Y NalUEHTOB C
MmyTanusiMu B TeHe CALR Tepanus aHTHarperaHTaMy He BIUsIIa
Ha PUCK TPOMOOTHYECKHUX OCJIOKHEHHH, HO OKa3aJlach CBS3aHa C
6osee BEICOKOH YacTOTON KpoBoTeueHui (12,9 snuzona npotus

1,8 smm3oma Ha 1000 mammenTto-net; p=0,03). YV manueHTOB C
myTtanueit JAK2V617F tepanus HU3KUMH 103aMU all€THIICAITH-
LMJIOBOM KUCIIOTHI MTPUBOJIHIIA K CHIDKEHUIO YaCTOTHI BEHOZHBIX
TpoMOO030B U HE BIIMsIJIa HA pUCK KpoBoTeueH. Hannuue dak-
TOPOB PHCKa CEPICYHO-COCYIAMCTHIX 3a00JIeBaHUil y OONBHBIX
¢ OT ¢ myranueit JAK2V617F yBenuuuBanao puck TpoMO030B
JTake B ClIy4ae Tepaniy HU3KMMH JI03aMH alleTUIICATHIINIOBON
KkuCIO0TH (KoadduitueHt pasen 9,8; 95% nOBEpUTEIbHBIA HH-
tepsan — 11 2,3-42,3; p=0,02). Y 6omabnbIx ¢ T ¢ MmyTanusMu
B reHe CALR rpynnsl HU3KOTO pUcKa aleTUICAIUIUIOBAs
KHCJIOTa HE CHIDKAET PUCK TPOMOO30B, HO MOXKET YBEIHMYMBATH
pUCK KpoBoTEedeHHH [15].

B knmmanaeckom uccnenosanuu ECLAP npoBenena onenka
3Ha4YCHHs THAPOKCHKapOaMuaa B MpoduiakTuke TpoMO030B
y 6onpHbIX ¢ UII. B rpynmne GoyibHBIX, KOTOpbIE MOIyYaln
TUAPOKCHKApOaMHU, 3aperuCTPUPOBAHO 54 ciydas TPOM-
OOTHYECKUX OCIOXHEHHH — 7,9%, 4TO cocTaBWIIO 3 citydas
Ha 100 manuenro-yet, B rpynne OOJbHBIX, MOMYYaBIINX VIS
TIOJI/IEPYKAHUS TeMaTOKPUTA TOJIBKO KPOBOITYCKAHHUS U HUKAKOIH
OUTOPEIYKTUBHOU Tepalruu, 3aperucTpupoBano 45 cnydyaes
TpoM0030B — 13,2%, 4to cocraBuio 5,76 ciyyas Ha 100 marm-
eHTo-j1eT. YacToTa cilyyaeB IpOrpeccCUpoBaHUs 3a00IeBaHUs
BBIIIE B I'PYyIIE MallMEHTOB 0€3 LHUTOPEAYKTUBHON Tepanuu
(9,1% nporus 3,5%) [13].

B cityuae cocrosiBiierocs Tpom603a jiedeHre KOMIUIEKCHOE:
yCTpaHEeHHE (PaKTOPOB PHCKA, HIUTOPEAYKTHBHAS Teparnws,
JIEYCHHE CONMYTCTBYIOIIUX 3a00JeBaHUi, HAa3HAYCHNE AHTH-
arperaHToB, aHTHKoAryistHToB [1]. HecMoTps Ha KOHTpOIH
nposisnennit MITH, peructpupyrorcst 3nu30161 TOBTOPHBIX
TPOMOOTHYECKUX OCIOKHEHUH. PykconuTHHUO mokazan BbI-
COKYy0 3 (HeKTHBHOCT B MPEIOTBPALICHUH TPOMOOTHUESCKHX
ocnoxHeHuit y 6onpHbix ¢ UIT. Yactora TpoM0OO30B HIKE B
IpymIe pyKCOIUTHHNOA B CPaBHEHHUH C IUTanedo0 U HauIydiei
nocrtynHoi Tepanueii: 0,9%, 1,8%100 nanueHTo-eT Ha MOMEHT
OKOHYAHUS UCCIICNOBAHMUS B CpaBHEHHH ¢ 5,4%, 8,2%100 marien-
TO-JIET B OT/aJICHHOM miepuoze. Yactora TpoM6030B 3—4-ii cTe-
nenu cocrasisiia 0,7x100 mauueHTo-1€eT B Ipymie pyKCoauTh-
Huba 1 2,7*100 nanueHTo-1eT B IpyIie 60IbHBIX, HOTY4aBIINX
TEPAIHIO TIaIe00 Wik HAWTYUIIYIO JOCTYIHYO Teparnuio [ 16].

Meraananu3 uccienopannii COMFORT I, COMFORT II
u RESPONSE nokasai, yTo 4actoTa TpoMO030B 3HAYUTEIEHO
HU)XKE CPeAM MAaIMEeHTOB, MOJIYYaBIIUX PYKCOIUTUHHUO (OTHO-
menue puckos — OP 0,45, 95% JIN 0,23-0,88). [Toarpynmosoit
aHaJIM3 BEHO3HOTO M apTepHaIbHOro TPOoMOO3a MPOoaeMOH-
crpupoBai cxoxkue OP, KOTOpbIe HE TOCTUTIIN CTaTUCTHYECKOM
sHaunmoctu (OP 0,46, 95% 111 0,14-1,48 u OP 0,42, 95% AU
0,18-1,01 cooTBETCTBEHHO). PYKCOTUTHHHO CHUIKAET PHUCK
apTepHabHBIX H/UIH BEHO3HBIX TpoMO030B y nanueHToB ¢ UI1
unu [IM®. Opgnaxo pe3ynbTaTsl TpeOyIOT MOATBEPXKICHUS B
MIPOCIEKTUBHOM HccienoBanuy [17].

B uccnenoBannu GEMFIN (Grupo Espaiiol de Enfermedades
Mieloproliferativas Filadelfia Negativas) npoananu3upoBaH
PHCK MOBTOPHBIX TpoMO030B y 150 G6onbHbIx ¢ UIT u IT, no-
JIy4aBIIUX aHTaroHUcTsl BUTamMuHa K. Yacrtora moBTOpHBIX
TpoM0030B — 4,5 u 12 Ha 100 nanueHTo-JIeT Ha Tepaniy aHTa-
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roHucramu ButamuHa K 1 mocine npekpauieHust COOTBETCTBEHHO
(p<0,0005). B mHOr0O()akKTOpHOM aHaJIU3€ C MPOBEACHUEM
KOPPEKTHPOBKHU APYTUX MPOTHOCTUYECKUX (haKTOPOB JICUCHHUE
AQHTaroHUCTaMu BUTaMuHa K CBA3aHO CO CHIDKCHMEM pHCKa
peumarBa TpoM603a B 2,8 pa3a. YacToTa MOBTOPHBIX TPOMO030B
cocraBwia 4,7 Ha 100 nanmeHTo-JIeT Ha Tepaiy AHTATOHUCTAMHU
ButamuHa K u 8,9 Ha 100 mamueHTo-1eT B TpyNie OONbHBIX,
KOTOpBIE HE MOTy4aau aHTOroHHCTH BuTamuHa K. Tepamus
aHTaroHUCTaMH BUTaMHuHa K He yBeIM4MBaeT PUCK CEPhE3HBIX
KpoBoTeueHmi [18].

Huskomonekynspusie renapunbl (HMI) addexTuBHbl B
NpOQUIAKTUKE U JICYCHUU TPOMOOTHUYECKHUX OCIIOKHCHHIA.
B Pexomennanusax EBponeiickoii ceTH MO U3YyYEHHUIO JIEHKO30B
(European LeukemiaNet, ELN) npencraBieHbl JaHHBIE O
206 6onpHBIX ¢ MITH ¢ TpOMOOTHUYECKHMMH OCJIOKHEHUSIMH,
9,2% xoropsix nomydanu HMI. JInuTensHOCTh Ha3HAuUCHUS
cocraBuia 6—12 mec. 3a Bpems HaOMOAEH!S He 3apEeruCTPUpO-
BaHO TpoM0030B [19].

D¢ heKTUBHOCTh U 0€30TaCHOCTh NMEPOPATBHBIX AHTH-
KOAryJsiHTOB NPSMOTO JICHCTBHS OLIEHEHA B UCCIICIOBaHUH,
BkitoyasmeM 71 6onbHoro ¢ MITH. ITanuenTs! nomyyanu pusa-
pokcabaH B 26 (37%) cnyuasx, anukcadan B 21 (29%) ciyqae,
anokcaban B 14 (20%) cnyyasx u maburarpas B 10 (14%).
TTokazaHusAMH Ui Ha3HAYCHHS MPSIMBIX IIEPOPAIBbHBIX aHTH-
KOAryJistHTOB B 36 HaOJMIOACHUAX MOCIYXMIH TPOMOO3BI: B
36 — TpoM003bI TNTyOOKHMX BEH HIKHUX KOHEYHOCcTeH u B 10 —
aTUIUYHBIEe (TPOMOO3 BEH MOPTAIBHONW CHCTEMBI M CHHYCOB
TOJIOBHOTO MO3Ta). B OoCTanbHBIX Clydasx aHTHKOATYJISHTHI
Ha3HA4YEHBI B CBA3U C COIYTCTBYIOIIMMHU 3a00JI€BaHUSIMH Cep-
JIEYHO-COCYINCTON CHCTEMBbl. AHTHKOATYJISTHTHAsI Tepanus B
KadecTBe 1-i muHuK npumeneHa B 46 u3 71 ciydasx, npsMbie
nepopaibHble aHTHUKOATYJISIHTBI 10 YCTaHOBJICHHS HarHosa
MIIH nonyuanu 15 u3 71 nanueHros, B 25 HaOMoAeHUSIX U3 71
npoBeJeHa cMeHa Tepanud. OCHOBHBIMH NPUYUHAMHU CMEHBI
AQHTHKOATYISHTHOH Tepamuy SIBHJINCH OTCYTCTBHE BO3MOXK-
HOCTH KOHTPOJIMPOBATh MEXIYHApOIHOE HOPMAJIN30BAHHOE
OTHOILIECHUE y 12 MaIueHToB, HeXKeNaTelIbHbIC SBICHUS Y 4 Ta-
IIMEHTOB, TPYJHOCTHU C NPOBEJCHUEM PETYIISIPHOTO KOHTPOJIb-
HOro ocMoTpa y 9 mauneHToB. CpeaHsisi MPOJOIKUTEILHOCTh
HaOmoneHus cocraBuia 12 mec (8,7-26 mec). 3a Bpemst HaO0-
JIeHUsT TPOMOOTHUECKUX OCIIOKHEHHH He 3aperuCTPUPOBAHO.
3adukcupoBaH 1 3MU301 HOCOBOTO KPOBOTEUECHHS, KOTOPOE
He MoTpe0OoBajJ0 OTMEHBI aHTUKOATYISHTHOW Tepanuu. [Tomy-
YEeHHBIE JJAHHBIE T0Ka3aJH, 4To y 60osbHbIX ¢ MITH npsimbie me-
pOpasbHbIe aHTUKOATYJISTHTHI 3P EeKTHBHBI 115 PO(QUIAaKTHKA
TpOoMOO30B, XapaKTEPHU3YIOTCSl XOPOIIEH MEePEHOCUMOCTBIO U
npoduiem 6e3onacuoctu [20].

ITpo6iema TpoMOOreMOpparud4eCcKuX OCIOXKHEHUU y
6ompHBIX ¢ MITH aktyanpHast v CIOKHAsSL, MOCKOIBKY (haKTOPbI
pucKa HecleupUIHBI, HE CYIIECTBYET €IUHOTO aJropuT™Ma
AHTHUKOATYJISTHTHOM Teparuu.

KAnHMueckui cayyan

Bonproit 1962 rona poxkaenust, my>xanHa. B 2012 . Ha ocHO-
BaHUM KJIMHUYECKOTO aHaJI3a KPOBH (TpoMOouuTh 563%10%/m)
u creHoMmeranuu (cenezenka 130x50 MMm) ycTaHOBIIEH Jua-
rao3 MIIH, rpynna HU3Koro pucka (IIporHoCTUYECKUM UHIEKC
IPSS — International Prognostic Scoring System). HaGnromancst
HEperyJsipHO, IUTOCTATHYECKOTO JICUSHHs HE MOTydall.

B mae 2015 1. mo noBoay IHUBEPTUKYISIPHOU OOJe3HU
TOJICTOW KHIIKH, nepdopanuu AUBEPTUKYIIa CUTMOBUIHON
KHUILIKY, IEPUTOHUTA BHIIIOTHEHA JIaTIapOTOMHES, CHOPMHUPOBaHA
kosnocToma. CleayrouM 3TanoM JICYeHUs IIaHUpOoBaiach pe-
KOHCTPYKTUBHas KOJIOIUIacTHKA. B okTs0pe 2015 r. BeIONHEHA
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cyOToTanbHas KOIPKTOMHUS ¢ (POPMUPOBAHUEM ACLIEH]IO-CHT-
MOAHAcCTOMO3a. B KIMHHYeCKOM aHanu3e KPOBU ONPEIEIsIICs
TpoMbouuTo3 700x10°/1. OnepaTuBHOE TeYeHHe OCI0KHUIOCh
pa3BUTHEM OCTPOi NepdOpPaTUBHON S3BBI MPUBOJIAIICH YacTH
aCIICHJI0-CUI'MOaHACTOMO3a U IEPUTOHUTOM, BBITIOTHEHUEM
penanapoToMHH, Pe3eKIUH aCleH10-CHT'MOaHACTOMO3a, ACLIeH-
JOCTOMUH. B paHHEM oCeonepanioHHOM ITEpHOJIe Pa3BHIICS
TpOMOO3 CErMEHTApHOH BETBH CEJIE3¢HOYHOI apTepun, HHDAPKT
CEJIC3CHKH C YBEJIMYEHHEM pa3MepoB cenezeHkH 70 210%120 mm,
6oneBbIM CHHIPOMOM. [10 )KHU3HEHHBIM ITOKAa3aHUSIM BBITTOIHEHA
CIUIEHAKTOMUS. B paHHeM mocieonepaioHHOM TepUOJe B
o011eM aHajau3e KpoBU — reMorioouH 112 r/i1, TpoMOOIUTHI
2762x10%/1, neitkonutsl 21,8%10%/71; B KOarynorpaMme — ak-
THBHUPOBAaHHOE YaCTHYHOE TpoMmOoriacTuHoBOe BpeMs: 36 c,
nporpom6OuH 1o Keuky 81%, ¢pubpunoren 4,7 1/1, arperanust
TPOMOOILIMTOB C aileHO3uH-TudocdhaToM 6%, arperamust TpOM-
60111TOB ¢ pucToMULUHOM 2%, D-numep 1616 mxr/n. ITanuent
HanpasieH B PI'BY «HMMUIL] rematonorum» uist onpeneneHus
nanbHeHIel TaKTUKKH Tepanuu. Ha MOMEHT oOpamieHus
MPEIbSIBIISLT KaNI0Obl Ha ciabocThk. [Ipu ocMOTpe cocTosHUE
YAOBJIETBOPUTENIbHOE. [eMOopparuueckuii CHHIPOM He OTMEUEH.
[Mepudepraeckue muMdarndecKre y3ibl He MaIbITHPOBAIIKCE.
JKuBOT npu nansnanuu MIrkuii, 6e30051e3HEHHBIH, IEYSHBb — 10
Kpato pebepHoii nyru. CeneseHka oneparuBHO yaaneHa. Ko-
noctoMa QyHkioHupoBana. Ilocneonepanunnsle pyous! 6e3
MPU3HAKOB BOCIIAJICHUSL.

[Tpn MoONEeKyIAPHO-TEHETUIECKOM HCCIIEIOBAaHIH OOHApY-
&KeHa aenenus B ok30He 9 reHa CALR del. I'ucronoruueckoe
UCclIef0BaHNe TPENaHOOUONTaTa KOCTHOIO MO3Ta II0Ka3ajIo Ha-
nuure Mopdonorndyeckoi kaptunel [IM®, hpubdposHas craaus.
I'ncronoruueckoe McciaeIOBaHUE CENE3EHKH HE MPOBOAMIOCH
(MaTepual He IPEeOCTABIEH).

BhITONTHEHA OIICHKA JOMOMHUTENBHBIX (PAaKTOPOB pUCKA
TpoM0030B. KITMHUYECKH 3HAYMMBIX MyTalluii B TeHaX HACIIeA-
CTBEHHO# TpoMOoQuINKu He BBISBICHO: B reHax V dakTopa
(G1691A), metunenterparuapodonarpeaykrassl (C677T)
u nporpom6buna (G20210A; Thr165Met) myTauuil He BbIIB-
neHo. OOHapyKEeHBI TeTepO3UTOTHEIE MyTaruu B reHe MTHFR
(A1298C) u PAI-1 4G/5G. Ceponoruueckue MapKkepbl aHTH-
(dhochomunuaHoro cuHApoMa (BOJIYAHOUHBIH aHTHKOATYJISHT,
CYyMMapHBbIC aHTHTeNa K KapAUOJIHITHHY, (ochaTUINICEPUHY,
B,-rukonportenHy) orpunarensuere. [Iporenn C — 73%, npo-
teuH S — 81%, anTurpomOuH III — 90%.

Ha ocHoBaHMM pe3ynbTaToB 00CIENOBAHUS YCTaHOBIIECH
quarnos: [IM®, ¢ubposnas craaus, Huskui puck (0 6anaos
no IPSS). Hanauena tepanus runpoxcukapdamugom 2000 mr
B JIcHb, puBapokcadan 20 Mr B eHb. [lonydueH MONHBINH reMa-
TOJIOTHUECKHUI OTBET, OJHAKO HapacTaja ciaboCTh, MOSBUINCH
00JH B 3MUTACTPAIBHON 00JIaCTH.

B nekabpe 2015 r. pa3Bunace cnabocTh B NMpaBoil pyke.
ITo pesynmsraram oOceJOBaHUS B HEBPOIOTHYECKOM OTACICHUI
YCTaHOBJICH IMarHO3: UIIEMUYCCKUI UHCYIIBT B OacceifHe neBo
cpenHel MO3roBoii aprepuu. B o61iemM aHanu3e KpoBU: IpUTPO-
uuthl 3,27x10'%/11, remorno6un 99 r/m, TpomM6oLmTh 321x10%/1,
neiikonutsl 3,59x10%/n. Tlpu npoBeaeHUH AyIMIIEKCHOTO CKa-
HUPOBAHUS BBISBICH HEOKKIIO3UPYIOUIMKA TpoMO03 o0riel u
BHYTPEHHEW COHHOI apTepuM CIpaBa, aTepOCKIEPOTHYECKAs
Onsimka B obnacTu oOmieit coHHOW aprepuu cieBa. Tepamus
TPSIMBIMH AHTHKOArYJSTHTaMH (SHOKCANIAPHH HATPHs) IIPOBEICHA
¢ 3¢ pexToM — HaOMIOAAJICS TTIOJIHBIH PErPecc HEBPOJIOTHYECKOM
cumrnromaruku. [1o pesynbpraraMm ynbpTpa3ByKOBOH HomILiIe-
porpaduu cocynoB OpIOUTHON MOJOCTH BBIABIEHB TPOMO03
BOPOTHOM BEHBI U €€ BeTBeH, TPOMOO3 Cele3eHOYHON BEHbI U
BepXHeil OpbDKeeuHOW BeHBI. BBISBICHO BapUKO3HOE paciiu-
pEHUE BEH MUIIEBOA U XKeTyaKa 2-i cTeneHy, 6e3 yrposbl Kpo-
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CASE REPORT

BOTEYEHUsSL. 37I0Ka4eCTBEHHOE 00pa30BaHUE TeUeHH (KaK OfHa
U3 NpUYHMH TpoMO03a) HckitoueHo. COCTOSHIE PaclieHEeHO Kak
XPOHHYECKHH TPOMOO03 HEM3BECTHOM JaBHOCTH. PekoMeHI0BaHO
MIPOJIOJKUTH JICUCHUE THIPOKCHKapOamuioM B 1o3e 1500 mr B
JIeHb U puBapokcabaHoM 20 MI B I€Hb.

B ¢eBpane 2016 r. Tepanus ruApoKCcUKapOaMUAOM U
NpSIMBIM HHTHOUTOpPOM (akTopa Xa mpepBaHa B CBSA3H C
Pa3BUTHEM TeMOPPArnYecKOr0 CHHIPOMa (KPOBOTEUCHHE H3
KOJIOCTOMBI), aHEMUH, TPOMOOLIUTOIIEHHY, JIeHKOIIEHUH (3PUTPO-
uuthl 3,09x10'%/51, remoro6un 105 r/n, TpoMGormTe: 83%10%/1,
nedikoruTel 2,59%10%/1). B anpene 2016 . moclie BOCCTaHOB-
neHus TpombouuTos 10 600x10%/1 u neiikomuTos 10 6,8x10%/1
JIeUEHUE TUAPOKCHKapOamMuoM B cytouHor poze 1000 mr u
SHOKcanapuHoM Harpus 110 0,4 Mr 2 pasa B IeéHb BO30OHOBJICHO.
B cxemy Tepanuu BKIIOUEHO: (oNMeBast KUCIOTA 110 5 MI/CYT,
racTPONPOTEKTOPEI, CTAaTHUHEL. B pesysnbTaTe mpoBOIUMOTrO Jie-
YeHMsI IOCTUTHYT YacTUIHBIH 3 dekT (TpomGommTe! 604x 10°/1).

B utone 2017 . NOSBUINCH FOJOBOKPYKEHUE, TU3APTPHUSL.
TocnuTanu3upoBaH ¢ TPAaH3UTOPHOW MINEMUYECKON aTakod B
BepTeOpabHO-0a3MIsIpHOM oTxesne. Tepamnust B yCIOBUsX CTa-
IIOHapa IpoBeJicHa ¢ 3P (HEKTOM B BUIE perpecca HeBpOIoruie-
CKOW CHMITTOMATHKH. BINHCaH ¢ peKOMEHIAIMAMU TPOJIOJKHTH
npueM Tuapokcukapbamuaa B no3e 1500 mr B 1eHb, JieueHne
HMI oTrmeHeHo, Ha3HAUYEHBI NepOpaNIbHble aHTUKOATYISTHTHI
psiMoro aeiictBust (puBapokcabaH 20 MI' €KeTHEBHO).

B nexabpe 2018 1. HaxoquUIICS HA CTALIMOHAPHOM JICUCHUHU B
Iepsoii I'paackoii 6onpuuie umern H.W. ITuporosa (I'KB Ne 1)
B CBSI3U C OCTPHIM MH(APKTOM MUOKapAa MEepeAHEeH CTEHKH C
HObEMOM cerMeHTa ST 6e3 aTepoCKIepOTHYECKOTO HOPAXKEHUS
KOpOoHapHOTO pycia. KomudecTBo TpOMOOIMTOB B aHAIH3e
KPOBU Ha MOMEHT FOCHMTAIM3ALUU COCTaBnsAno 469x10%/m.
K nmpoBoaumomy jeuenuto (rugpokcukcapoamun 1500 mr B
JIeHb, puBapokcaban 20 Mr B JieHb) 100aBIECHB! KJIOMUAOTPEN
B CyTOYHOH J03€ 75 MI U alleTHJICAIMUIUIOBAas KUCIOTA B Cy-
touHoi no3e 100 mr. Ha croppekTupoBaHHON Tepamnmuu pa3Bu-
JIOCh KPOBOTEUEHHE U3 KOJIOCTOMBI. [ €MOIIOONH CHU3MIICS CO
125 10 89 r/n, 4To NOTPeOOBaAIO OTMEHBI AlETHIICAIUIIIIOBOI
KUCTIOTHI ¥ HA3HAYCHHS IIPEIapaToB JKeme3a.

B utone 2019 r. nepeHec NOBTOPHBIN OCTPHIH HHPAPKT MHU-
oKap/ia mnepegHel CTeHKH ¢ noabeMoM ST. B oOmiem ananmmze
kpoBH TpoMbormuTo3 714x10°/1. Tlo nanHbIM KopoHaporpaduu
BbIsiBIIEHBI TU(Dy3HbI cTeH03 (10 40%) B cCpeiHEM CETMEHTE U
ocTpasi OKKJIIO3MS B INCTAITEHOM CETMEHTE PaBoOif KOPOHAPHOI
aprepuu. BrimonHeHO cTeHTHpOBaHUE MPABOM KOPOHAPHOM
aptepuu. C y4eToM COXpaHSIOMIErocs TpOMOOIMTO3a [IUTOpe-
IYKTUBHAsI T€pamus MPOJODKEHA C YBEITMICHUEM JTO3HPOBKU
rupokcukapoamuaa 10 3000 Mr B JieHb, anukcabaH 1mo 5 mr
JBaXKAbl B JCHb, alleTHIICAIUIMIoBas kuciaora 100 Mr B JieHb,
npacyrpen 1o 10 mr B gens, Gponueas kuciaota. OJJHaKo JaHHOE
JICYCHHE OCIOXKHUIOCH PAa3BUTHEM KPOBOTEUEHUS U3 CTOMBI
(ayast KPOBB), YTO MOTPEOOBAIIO CAHAI[H CTOMBI C HAJIOKCHUEM
JIONIOJTHUTETIBHBIX IIBOB. B aHaIM3e KpOBH OTMEUEHO CHIDKEHHE
remoniobuHa 10 70 r/1. PekoMeHjoBaHa Tepanus npenapaTaMmu
skene3a 1o 100 mr 3 pasa B JieHb.

B centsa6pe 2019 . o6cnenosan B ®I'BY «HMUI] re-
Marosiorun». B obmiem ananuse kposu remornobun 110 r/m,
spuTpouTH 2,62%101%/n1, netikomuTet 4,14x10%/1, TpOMOOLIIHTHI
248x10°%/n1. Mopdonoruueckas kKapTHHa TPEMaHOOUONTATA
xapakrepuzoBana [IM®, ocreocknepoTuueckyto craguro. ['u-
CTOXMMHYECKOE HCCIIEOBAaHUE C UMIIPETHALMEl cepedpoM 1o
Gomori BbIsIBUIIO cTeneHb Gpuoposa ctpombl MF-0, ¢ yuacTkamu
MEF-1 (60nee 30%). CornacHo ynbTpa3ByKOBOMY HCCIIEIOBAaHHIO
pa3Mepsl edeHr B HopMme. [1o JaHHBIM TyTUIEKCHOTO CKaHUPO-
BaHHUS NOPTAIBHBIX COCYOB B 00JIaCTH BOPOT NEUEHH BU3Yyall-
3UPOBAJICS KOPOTKHUH y4acTOK BOPOTHOH BEHBI AUAMETPOM [0
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9 MM, renarorneTalbHbIi KPOBOTOK PETUCTPUPOBAJICS, B 00JIACTH
IIpaBOI BETBU BOPOTHOH BEHBI CETh IIOPTO-NOPTANIbHBIX KOJLIA-
Tepayeld, KPOBOTOK perucTpupoBaics. B meBoit mone mpocset
MOPTaNbHBIX COCYOB OTCYTCTBOBaJI (IIOCTTPOMOOTHYECKAS
OKKJIIO3Us1), TeNaTOIETaIbHbII KPOBOTOK TOJIBKO apTEPUaIbLHOTO
xapakrepa. 1lo pe3ynabraram oOcieJoBaHUS KIMHUKO-Ia00pa-
TOPHBIX PHU3HAKOB TporpeccupoBanust [IM® He BEIsBIEHO.
B cBs31 ¢ TeM, YTO OCHOBHOH KIMHUYECKOH MPoOneMoil aBmis-
JIUCh TPOMOOTHYECKHUE OCIOKHEHUS, HECMOTPSI HA IIOCTOSTHHYIO
Tepanuio THAPOKCHKApOAMHIOM, aHTUKOATYIITHTAMH, aHTH-
arperaHTamMM IPUHATO PEUICHHE JOMOJHUTEIBHO Ha3HAYUTh
cynoaexcun o 250 JIE nBaxkasl B 1€Hb.

B xone nminanoBoro Bu3ura B sHBape 2021 r. manueHT xanob
AaKTHUBHO HE NMPeNbsBIUL. TPOMOOTHYECKUX OCIOKHEHUH ¢ MO-
MeHTa KOppeKLUH Tepanuy He 3adukcuposano. [Ipu ocmotpe
COCTOSIHHE OTHOCHUTENBHO YyIOBIETBOpUTENbHOE. [Ipu nanb-
AU IeYeHb 110 Kpato peOepHOl AyTH cripaBa, cToMa (yHKIUO-
HUpOBaJia HOpMaJibHO. B 00m1eM aHaim3e KpOBU: TeMOIIOONH
120 r/n, TpombouThl 206 10%/1, neitkonurst 4,79x10°/1. Tpo-
JIOIDKEHO TUHAMHYECKOe HAOMIOCHUE 32 TTAI[IEHTOM.

OO6cyxaeHne

TpomOoTHYECKHE OCIOXKHEHHUS SBISIOTCS OCHOBHOM
IPUYUHON CMEPTHOCTH M MHBanuAu3aunuu 6osbHbIX ¢ MITH.
Crienyer OTMETUTh, YTO TPOMOO3bI M KPOBOTEUEHHUS MOTYT
HaOonaThesl Kak B aHaMHe3€e, TaK M Ha MOMEHT YCTaHOBJICHUS
nuar"osa [3]. Onnoit u3 neneit repanun MIIH sBnsercs npo-
¢unakTuka TpoM06030B. OAHAKO IIUTOPENYKTUBHAS TEparus
1 npoUIaKTHYECKOE Ha3HAYEHUE aHTHATPETaHTOB CHIDKAIOT
PHCK OCJIOKHEHHUH, HO HE TO3BOJISIOT IPeA0TBpaTuTh. OMHCHI-
BaeMbIM KIIMHUYECKUN CIydail mpeAcTaBisieT HHTEpPEC B CBSI3U
C Pa3BUTHEM PELUIUBHPYIOUIUX TPOMOOTreMOpparuyecKux
OCJIOXKHEHHH, KOTOPbIE 3aperuCTPUPOBAHBI MTOCJIE YCTAHOB-
JICHHsI JMarHo3a, B mpolecce Habmonenus u tepanuu [IMO.
Ha3nauenwne AHTHUKOATI'YJITHTOB U aHTHArperaHToB IIPOBOJUIIOCH
B CBSI3U C TSDKEJIBIMU TPOMOOTHYECKUMH OCJIOKHEHUSMH, OCY-
LIECTBIISIICS ITOCTOSHHBIN J1TaO0paTOPHBIN KOHTPOJIb.

[Tarorene3 Tpom6030B npu MIIH cnoxeH, HapylieHus
KacaroTcs COCYAMCTON CTEHKH, BCEX KJIETOK KPOBH U IJIa3MEH-
HOTO 3BEHa remMocrasa. Mi3MeHeHHsI He TOJbKO M HE CTOJIBKO
KOJINYECTBEHHBIC, HACKOIBKO MEHsIETCS (pYHKIIMOHAIbHAS
aktuBHOCTH [9, 10]. B mpeacTrapneHHOM KIMHUYECKOM CIlTydae
JIOTIOJTHUTENIBHBIX HEOMaromnpusaTHBIX (akTOPOB PUCKA TPOM-
6030B He HaOIIOAT0Ch — MAlMEHT MOJIOAOro Bo3pacra, 6e3
BPEIHBIX TIPUBBIYEK (HE KYPUT), HA MOMEHT IIEPBOTO TPOMOO-
TUYECKOTO OCJIOXKHEHHs OTMeuaaach YMEpPEHHasl CIJIEHOMe-
ramus (130x50 MM), KITMHUYECKH 3HAYUMBIX MyTallUil B TeHAaX
TpoMOOGUINY HE BBIIBICHO, aHTU(OCHONUIUIHBIA CUHIPOM
UCKITI0YeH. MOXKHO MPEATON0KNUTh, YTO OCHOBHOM NPUYMHOM
MIOBTOPHBIX TPOMOOTHYECKUX OCIIOKHEHHH SIBUIIOCH HETIOCPE/I-
crteeHHo MITH. HecocrosTensHOCTh aHacTaMo3a Moriia ObITh
oOycoBieHa TpoM0O03aMH BeH NOPTaJIbHOM cucTeMbl. B kaue-
CTBE JIOTIOIHATEIbHON TPHYHHBI TPOMOOTHYECKOTO IIPoIiecca B
aprepusax (MIIEMHYECKUI MHCYIIBT B OacceliHe JIEBOW CpeiHei
MO3TOBOI apTepuu, TpOMOO3 COHHOH apTepuu CIpaBa) MOKHO
OTMETHUTH aTtepockiepo3. B mepBoM cirydae ocTporo nHdapkra
MHOKap/Jia KOPOHapHbIE COCY/bl MHTAKTHBI. ATEPOCKIEpOTH-
YeCKOe MOopakeHNEe KOPOHAPHBIX apTepuil IBUIOCH MPUIMHON
MTOBTOPHOTO MH(APKTa MUOKap/a.

Onnott u3 ueneii teuennst MITH sBisieTcst cHIKeHNE prcKa
TPOMOOTHIECKUX OCIOKHEHHUH, HO, HECMOTPS Ha IPOBOINMYIO
TEPAIIo, PUCK MOBTOPHBIX TPOMOO30B COXpaHSETCS.

JlekapcTBeHHBIE TIpenapaTbl MOTYT YBEJIHYHBATh PUCK
KpOBOTEUEHHsI. 3HaHHE (PaKTOpOB pUCKa TPOMOO30B M KPOBO-
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TeUeHUH NMeeT KITMHUYECKoe 3HaueHue i Bpauell. Ha3znauenue
aHTUArperaHToB M aHTUKOAryJsitHToB OonbHbIM ¢ MITH siBnsiercst
CJIOKHOU TepaneBTHYECKOH 3a1adeli, He0OOX0ANMO COOMoeHNe
GanmaHca MeXIy ABYMS NPOTHBOIOJIOKHBIMH OCIOKHECHHSIMHU
(Tpombo3amu 1 kpoBoTeueHusIMH) [ 17]. B onuceiBaemom Halo-
JICHUU TIOBTOPHBIE TPOMOOTHYECKHE OCIOKHEHNSI BOSHUKAIH,
HECMOTpsI Ha NMPOBOJUMYIO IIUTOPEIyKTUBHYIO, aHTUKOATY-
JSIHTHYIO U @aHTHArpEeraHTHYIO TEepaIuio.

Bonpoc o HaunyynieM Je4E€HUH aHTUKOATYISHTaMHU y
nanueHToB ¢ MIIH ¢ BbICOKMM TpOMOOTE€HHBIM PHCKOM BCE
ele ocTaeTcs npenMeroM obcyxaeHus. OTHO3HAYHO MOYKHO
TOBOPUTH O HEOOXOAMMOCTH UINTEIHHON aHTHKOATYISTHTHOM
Tepanuu 11t popUIaKTUKN TPOMOO030B, 0COOEHHO Y OOJIBHBIX
¢ TPoMOO30M B aHAMHE3€ C MHIUBHU Ly aJIbHBIM BHIOOPOM Ipera-
paroB U JI0O3UPOBOK B KaX/10M KOHKPETHOM CiIy4ae.

3akAloueHue

Hapymenust B cucteMe reMocTa3a U COCyAHUCTBIE OCIIOXK-
HeHus1 y 6onpHBIX ¢ MITH sBisIOTCS BaXKHOH KIMHHYECKOM
npoOaeMoi, TpeOYIT TINATENBHOI0 U3yYeHHSs, OTPabOTKH
aNTOPUTMOB JICUCHHS U PO HIakTHKH. JIeueHne u npoduak-
THKa COCYTUCThIX coObiTHi mpu MITH TpeOyroT Ha3HaueHuUs
aJeKBaTHOM PTHOIIATOTCHETHYECKOHW Tepanuy, CTa0MIN3aluu
(YHKIIMOHABHOM aKTUBHOCTH (YOPMEHHBIX 3JIEMEHTOB KPOBH
1 YIyYIICHHS] PEOIOTHYESCKUX TIOKa3aTelel.

KoHdunkT HHTEpEeCcoB. ABTOPHI 3asBIISIOT 00 OTCYTCTBUH
KOH(JIMKTa HHTEPECOB.
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CnMcok cokpaLleHui

[ — noBepuTeIbHBIN HHTEPBAI

HNII — nuctuHHas NONULUTEMUS

MIIH — muenonponudeparuBHbIe HOBOOOPAa30BaHUS
HMI — HU3KOMONEKYIISPHBIE TeHapUHBI

OP — oTHOIIEHHE PUCKOB
I[IM® — nepBu4HbIi MUETOPUOPO3
OT — scceHnManbHas TPOMOOIIUTEMUS
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