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AnHOTAINA

AnomarbHble MaTouHble KpoBoTedeHs (AMK) - pacipocTpaHeHHas aTONOTNS Ha CTHIKE CIELMATbHOCTEN!, IPEMMYIIeCTBEHHO BCTPEYAIOMIASCS Y KEHIINH PETPORYK-
TIBHOTO BO3PACTA. BBIMIEMANT 2 OCHOBHbIE IPYIIIbI UX IPIYMH: CTPYKTYPHAS TATONOTILS KEHCKOI! PeIPOMlyKTUBHOI CUCTEMBI i PYHKLMOHA/IbHbIE H3MEHEHIIS, K KOTOPBIM
OTHOCHTCA B TOM 4MC/Ie TIATONOTMSA CUCTEMBI TeMOCTasa. HesaBICHMO OT BBIPaXXeHHOCTI IIPOABMIEHMIT, /14 9QdEKTUBHOCTY NeYeHNA BaXHO YCTAHOBUTD JOCTOBEPHYIO
npianey AMK 11 BbIGpaTh IPeIysHOHHYI0 TepaneBTIIecKyo crpaternio. OFHAKO CYIIECTBYIOT YHUBEPCA/IBHbIE TepANleBTIYECKIe IOXO/BI, I03BO/IIONIE 0becrednTh
TeMOCTaTI4ecKitit 3¢ deKT BHe 3aBICUMOCT OT STHONOTHH Tpoliecca. VIHIMbuTops! puOpUHOMI3, B YaCTHOCTY TPAHEKCAMOBAs KICTIOTA, — 0CHOBA IAHHOTO LIOJXOMa.

KitroueBbie cmoBa: aHOMa/bHbIe MATOYHBIE KPOBOTEYEHIIS, OGI/IBHbIE MEHCTPYa/IbHbIE KPOBOTEUeHIsT, eHIMHBI PEIIPOXYKTIBHOIO BO3PACTa, KPOBOTEYEHIIS B IPEMEHO-
Tayse, TPAHEKCaMOBas KICMOTA, MHIMOUTOPbI HrbpuHOmM3a
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Abnormal uterine bleeding. Hemostatic therapy: hematologist point of view
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Abstract

Abnormal uterine bleeding (AUB) is a common pathology at the confluence of different specialties, mainly occurring in women of reproductive age. There are two main
groups of AUB causes: the structural pathology of the female reproductive system and the functional changes, which include the pathology of the hemostatic system,
among other things. Regardless of the severity of manifestations, for the efficacy of the treatment, it is important to establish the certain cause of AUB and to choose the
precision therapeutic strategy. However, there are universal therapeutic approaches to provide the hemostatic effect, regardless of the etiology of the process. Fibrinolysis

inhibitors, in particular, tranexamic acid, are the basis of this approach.
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BBepeHnue

AHoManbHbIe MaTOuHbIe kpoBoTedeHns (AMK) HapyiaroT Ka-
4ecTBO >KM3HY [0 30% MaLMEeHTOK PeNpOfyKTUBHOTO BO3PACTa,
co3jaBasi 3HaYNMTeNbHble (PU3MYECKIe, IMOLIOHAIBHBIE, CEKCY-
aJIbHBIE, COL{MA/IbHbIE U (PVMHAHCOBBIE Mpobemsr [1-3].

Kax nsBectno, AMK BKIHOYAIOT CIEKTP CUMITOMOB, TAKUX
KakK obyabHbIe MeHCTpyanbHble KpoBoTedeHns (OMK), mex-
MeHCTpya/bHble KPOBOTEUEHNUA U COUYeTaHNe OOVIbHBIX 1 IIPO-
TO/DKUTENIbHBIX MEHCTPYalbHBIX KpoBoTedeHuit [4]. TepmuHo-
norust AMK 6bi1a ycTaHOBNIeHa MexgyHaponHoOIt deneparieit
aKyIIepOB J TMHEKOJIOTOB, pabodeil TPYIIIIOi 10 MEHCTPYaslb-
HBIM paccTpoiictBaM B 2011 I. 1 ¢ TeX IOp IPUHMUMAETCA BO
BCEM MUpe.

OcHoBHas nenb Tepam AMK - npexpaiieHre MaToO4HOTO
KPOBOTEeYeHsI, 10 BO3MO>KHOCTY 6€3 XMpPypIiudecKoro BMera-
TENbCTBA IIPU OTCYTCTBUM CTPYKTYPHOII ITaTonoryy. BapuanTs
TepalmyMy pasIMyHble: OT HECTEPOVJHBIX IPOTMBOBOCIIAIIN-
tenpHbIX npenaparos (HIIBIT) [5] go aroHmcToB roHagoTpo-
nuH-punnsnHr ropmonos (TuPT) [6, 7]. Ho Hanbomee mmpoxo

nprMeHnMBbI TpaHekcamoBas kucmora (TK) m ropmonanbHble
KOHTpauenTussl [8-10].

B ta6i1. 1 npencTaBieHbl OCHOBHbIE PEKOMEHALINY 10 Mef-
KameHTO3HOI Koppekuyu AMK (BbibOp Tepamuy 3aBUCKUT OT
[PUYMHBI, HeOOXOAMMOCTY KOHTPALEIIUY ¥ HATNYUs [IPOTH-
BomoKasanui) [7,11,12].

OuesnpHo, uto TK aBnsercs ogHuM 13 3¢ (HeKTUBHBIX U Hall-
6071ee pacpocTpaHEeHHBIX BUIOB TEPAIINM, HA3HAYaeMBbIX [TPaK-
TUYecKy He3aBKcuMO oT npuunusl AMK [13, 14].

TK npexncrasiser coboit nurunburop ¢pubpunonmusa. bynyun
CMHTETUYECK/M aHA/IOTOM aMMHOKMCIOTHI JIVM3VHA, OHA eil-
CTByeT IIyTeM OOPaTMMOTO CBSI3bIBAHMS C IM3MHOBBIMY pelLjel-
TOpaMM, IPEMATCTBYeT MpeBpallleHNIo ITa3MIHOTeHa B I/Ias-
MUH 1 B KOHEYHOM cUeTe — ferpaganuy ¢pubpuHa. IToT addexT
HaO/moziaeTcst B nepudepuueckoil KpoBI, MEHCTPYaIbHOM KW/
KOCTH ¥ 9HEOMETPUM — BO BCEX MECTAX, I7ie Hab/TIoae TCsI OBbI-
meHHbI Gubpunonu3 y xeniun ¢ AMK [15]. BoisiBnena kop-
penams mexay posoit TK n kpoBonoTepeit (cHmKeHMe o6beMa
Ha 45-60% mpu 6ojee BBICOKMX fo3ax [16].
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TK VICIIONTBb3YETCA B Pa3/INYHBIX CTpAaHaX MUpa 1A JT€IEHUA
AMK ysxe 60ree 40 net 6e3 Kakux-mm60 yKasaHMII Ha HOBbIIIIe-
HIIe 9acTOTHI TpoM6030B [17, 18].

Nctopua TK

« 1945 1. - mocne Bropoit MupoBoit BoiHbI foKTopa OKaMoTo,
ceMertHas1 apa u3 SIHOHMY, HOCBATIIIN CBOV VICC/IEOBAHIS
reMOCTasy, UCIIONb3Ys «COOCTBEHHYIO KPOBb BBUY HEHOC-
TaTKa pecypcos» [19].
1960-€ roppl — uccnenoBanyuA NCUIOH-aMUHOKAIIPOHOBOM
KIUCTIOTBI KaK IperapaTa, IIPU3BaHHOTO CHUSUTDH BBICOKYIO
CMEPTHOCTD OT IIOC/IEPOJIOBLIX KPOBOTEUYEHMI, ITPOJEMOH-
CTpMpOBaIN MOTPEOHOCTb B CO3AHUM HOBOTO, Ooree -
(beKTMBHOrO areHra.
1961 r. - oTkpbiTa 1-(aMMHOMETWI)IUKIOTeKCaH-4-Kap-
6ono0Basa xkucnora (AMK), mnn TK, xumudeckn cxopgHas ¢
aMMHOKAIIPOHOBOJ KIC/IOTOI, HO obmapjatomas B 27 pa3s
6oree MOLIHBIM reMocTaTnueckuM addexrom. Jaree oHa
IIPOJEMOHCTPUPOBAa CBOW 3¢ GEeKTUBHOCTD B MHOTOYNC-
JIEHHBIX MICCTIEOBAHMSAX TPV KPOBOTEYEHVSIX B PA3/IMIIHBIX
obmacTsx MeguiHsl [20].

MexaHu3m geitctBua

ITpy m060M KPOBOTEUEHNM, KaK TOIBKO 3aITyCKAeTCs CUCTEMA
reMOoCTas3a, apajUIe/IbHO aKTUBY3MPYeTcs (prOPUHOMMNTIIeCKAs
cuCcTeMa, HallpaB/ieHHas Ha pacTBopeHue Tpomba. PubpuHomus
Ha4YMHAETCA C AKTUBALMN IVIA3MMHOI'€HA M CBA3bIBAHMA AKTUB-
HOTO KOMIUTEKCAa ¢ HUTAMY QUOpMHA 32 CUET IM3VH-CBA3bIBAIO-
II[eTO YYaCTKa IIa3MUHOTeHa. B pesy/brare akTMBamy IIasMu-
HOTeH IIpeBPaIlaeTCsl B I/Ia3MIH, KOTOPBIII pacinervisieT GpuopuH,
U TpoMb pacTBopsieTcsi. Pl MaTOMOrM4ecKyX reMopparndecKmx
COCTOSIHMIT 00YCTI0B/IEH M36bITOYHBIM prbprHOMM3OM [20].

TK 610KkmpyeT MM31H-CBA3BIBAIOIINIT yIaCTOK B II/TA3MIHOTe-
HE, B p€3y/IbTaTe 4€T0 IVIa3MMHOTE€H HE MOXKET aKTMBNPOBATbCA,
4TOOBI OKasarh cBoe feitcTBIe. [I1asMuH He 06pasyercs, HUTH
¢bubprHa He pacIafaoTCs, 3aMe/IsIeTCsl BpeMsi pacTBOPEHMs
Tpomba [21].

OcHoBHoe npo TK

« SIBnsieTcst 3¢ HEKTUBHBIM TePANEBTUIECKUM IIOLXOLOM IIPU
AMK He3aBUCUMO OT ero Mpu4IuHsI [22].

« BxopuT B IepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CpeficTB Bce-
MMVPHOJT opranmsanuy 3gpasooxpatenust (BO3), 2020-e roppr.

» Bxopgut B Poccmitckme knmHmyeckne pekomengauym Poceniic-
KOTo 00II[eCcTBa aKyIIepPOB-TMHEKOTIOT0B «AHOMA/IbHbIE Ma-
TOYHbIE KPOBOTE€YEHNA» B Ka4eCTBe 1-11 IMHUM Tepalnin.

» PexomeHfioBaHa AMepPUKAHCKOJ KOJIIeruell aKyllepoB-
TMHEKOJIOTOB 14 le4eHns ocTpoix AMK.

» Pexomenpiopana HanyoHanbHbIM MHCTUTYTOM 3[J0POBbA U
K/IMHIYECKOTO COBEPIIeHCTBOBaHMs Bemnkobpyrannn pis
xoppexuyny OMK.

 He yBenuuuBaet pruck TpoM6006pasoBaHms.

o CHIDKaeT PUCK KPOBOTEYEHNSA Y YACTO PUCK CMEPTH OT KPO-
BOTEUYEHNS.

ITpotuBonokasanusamyu K npuMeHenno TK ABIAOTCA TeKy-
11as KIMHNYECKast KapTUHa WV aHaMHe3 TpoM003a, ero MOBBI-
LIEHHBIN PUCK, OKKIIO3Us COCY/IOB CETYATK! U UCIIO/Ib30BaHMe
KOMOVHMPOBAaHHBIX TOPMOHA/IBPHBIX KOHTpalenTuBoB. B Poc-
CMJ BEHO3HBII WM apTepuaIbHbIil TPOMOO3 B HACTOsLIee Bpe-
M WIM B aHaMHe3e ABJ/IAeTCA IIPOTYBOIIOKa3aHMeM Py HeBO3-
MO>KHOCTM OffHOBPEMEHHOII Tepanyy aHTUKOATYIAHTAMM.

B TO e BpeMA B MEXJYHapOLHOM pPaHAOMU3MPOBAaHHOM
ABOJHOM CJIETIOM IUIarje60-KOHTPOITMPYEMOM MCCIIE[OBAHNN C
y4actuem 20 600 >KeHIIVH € IIOCIEPONOBbIM KPOBOTEYEHNMEM HE
Ha6/II0/1a/I0Ch MTOBBILIEHHOTO PUCKa BEHO3HOM TPOMO03IMO o/
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Ta6nuua 1. Tepanua AMK [7, 11, 12]
Table 1. Treatment of AUB [7, 11, 12]

Knununuecknit Bapnant

Tepanua

Octpoe AMK (HopmanbHas
MaTka 6e3 ycTaHoBNeHHoiA
OpraHnyeckoil NpUYMHbI
KpOBOTEUeHNs)

TK BHYTpb
Motoda3Hbie KOK
AroHunctbl THPT

TK
HMBN
JHI-BMC
KOK
[IporecTareHbl B HEMPEepbIBHOM pexume
TK
HMBN
JIHI-BMC (npu Heu3meHeHHOM pa3mepe MoA0CTY MaTKiA)
[lporecTareHbl B HeNpepbIBHOM pesxume
KOK
TK
KOK
JHI-BMC
[Jlecmonpeccun
lpenapat dpakTopa CBepTbIBaHUA KPOBM (MU €ro
neduuute)
JHI-BMC
[lporecTareHbl B HEMPEPBIBHOM peXnMe
TK

XpoHuueckne OMK

AMK npu Mrome matku

HacneacTeenHble remoppa-
ruyeckue 3aboneaxus

AHTH KoarynAaHTHaA Tepanua

y XKeHIIVH, paHAoMMU3npoBaHHbIX B rpymy TK (n=10 050), mo
cpaBHeHuto ¢ wrane6o (n=10 009). V1 310 HecMOTpsI Ha HOBBI-
IIEHHYI0 CK/IOHHOCTb K BEHO3HBIM TPOMOO3aM 13-3a CBsI3aH-
HbIX C OepeMeHHOCTbI0 TOPMOHA/IbHBIX M3MEHEHMII CHCTEMBbI
CBEPTBIBAHMS KPOBH, aKYLIEPCKYI TPaBMy U OrpaHMYEHNE
noABVKHOCTH [23].

ITo mMerommMcsi HaHHBIM, (OHOBasI YacTOTa TPOMOOTUYe-
CKMX COOBITMII Cpefy >KEHLIMH PelpOfyKTMBHOIO BO3pacTa
nocturaeT 4-5/10 000 manuenrto-ner. CunraeTcs, YTO TOPMO-
HaJIbHBIE KOHTPAIIEITUBBI YBaMBAIOT 3TOT PUCK IIPYMEPHO JI0
8-9/10 000 [24]. O61mMpHBIIl KIMHUYECKWIT OIIBIT, JEMOHCTPU-
pyroumit 6e30macHOCTh KpaTKocpouHoro BosgerictBus TK u
ero 6maronpusAtHble addektel npu octpom AMK, nossonser
HPENIOIOKNUTD, YTO MPEUMYLIEeCTBA Tepanuy i OOMbLINH-
CTBa >KEHIIH [IepeBeIlBalOT IOTeHIMaIbHble PUCKN [25].

KoMOuHMpoBaHHbBIe TOPMOHA/IbHBIE IIpelaparbl 4acTo 3¢-
bexTuBHBI npy AauTenbHoM nedeHnun AMK u MoryT paBath
IOTIOTHUTE/IbHBIE TPOTUBO3a4aTOYHbIE /I HEKOHTPALIeIITHBHbIE
npeumyiectsa. Ho adpdextnBHoe npumenenne TK npn AMK
Toka3aHo ¢ 1970-X rOfOB 1 He COIPOBOXK/IAeTCA MOBBIIICHNEM
PpUCKa TPOMOOTHYECKIX OC/IOKHEHMIT [26, 27].

JKeHIMHaM C IOBBIMIEHHBIM TPOMOOTEHHBIM PIUCKOM, KO-
TOPBII1 IIPEBBIIIAET PUCK, ACCOLUMMPOBAHHBI C TOPMOHA/IbHOI
Teparueri, clegyeT u3beratb MpuMeHeHMs: KOMOMHMPOBAHHBIX
opasbHbIx KoHTpalenTBos (KOK) A/ meyeHns XpoHnuecKux
OMK [28].

ITpu orcyTcTBuM 3¢ dextnHoil Tepanuy AMK Henz6eXxHbIM
cTaHOBUTCs popMmpoBaHye xenesopeduunra u aHemun. Psx
(bakTOpoB crocobeH yCyryOmATb BBIPRKEHHOCTb XKele30ie-
¢uunTHBIX cocTosHMil. CTaHOB/IEHME PETY/LIPHOTO MEHCTPY-
aJIbHOTO I[MKJ/IA, OCOOEHHO B CIy4ae IOBBIIIEHHOTO O0beMa
KPOBOIIOTEPY, HETIOJTHOLICHHOE NUTaHNe, JUeThl (BereTapuaH-
CTBO), OBICTPBIIT POCT U Pa3BUTHUE CIIOCOOCTBYIOT yCYTryOIeHUIO
meduunra xenesa. Ero HUSKMIT ypOBEHD AB/IAETCA CaMOIL pac-
MIPOCTPAHEHHONM NMPUYNMHON AaHEMUN Y JEBOYEK-TIO[POCTKOB 1
JKEHIIVH PeNPOfYKTUBHOIO BO3PacTa.
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Ta6nuua 2. Kputepumn ckpuH1Hra HacneCcTBEHHbIX HapyLLeHHUii
CBepTbIBAaeMOCTH KpoBY Y eHwuH ¢ AMK [31]

Table 2. Screening criteria for inherited clotting disorders in women
with AUB [31]

MoapocTku

MeHcTpyaumun npogomxuTenbHoOCTbI0 6onee 7 AHeli

KpoBoTeueHue yepe3 npoknaaky wim TamnoH yepes 1y

CrycTku guametpom bonee 3 cm

AHemuA AN naTeHTHbI )KEJ'Ie30£le¢VILlVIT

KposoTeueHue, Tpebyloliiee nepenuBaxis Kposi

Pe¢ppartepHble OMK

(CemeitHblii aHaMHe3 HapyLUeHNiA (BePTbIBaeMOCTH KPOBU

W cTopust CUNbHOTO MAM MPOLOMIKMTENBHOTO KPOBOTEUEHNUS NOCE MPOLEAYPbI
WY XMPYPrUYecKoro BMELLATENbCTBA (yaaneHua 3y6a, onepaumu, pogos)
[JinuTenbHoe KpoBoTeueHie U3 HeBONbLLINX paH, AnAlieecs Gonee 15 MUH

WM CAMONPO3BOSIbHO NOBTOPSIOLLEECS B TeueHue 7 AHeit nocne panexus (NIH)

B3pocnbie

L|pe3BI>I‘{aI7IH0 CUNbHOE KPOBOTEYEHME NOC/IE MEHAPXe

KpOBOTe‘IeHVIE, Tpeﬁywmee nepennBaHnA KpoBiu

MocnepogoBoe KpoBoTEUEHUE

KpOBOTe‘IeHVIE, (BA3aHHOE C onepaumeﬁ

KPOBOTQHEHME, (BA3aHHOE CO CTOMATONOTNYeCKoin MaHMI'Iyl'IﬂLlVIEVI

[lBa unu 6onee U3 cnepyioLux yCNoBUin

HocoBoe kpoBoTeueHue 1-2 pasa B MecaL (6onee 10 MuH unu Tpebylowwee
MeZANLIMHCKOI noMoLLK)

Yactas KpOBOTOUYMBOCTb AeCeH

(CemeitHblii aHaMHe3 CUMNTOMOB KPOBOTEUEHMA

ITo onpepenenuto BO3, aneMueli cumTaeTca CHUXKEHME Te-
MormobuHa MeHee 120 r/n y mopgpoctkoB 12-15 yet u Hebepe-
MeHHBIX XXeHIIMH. [1o 30,2% HebepeMeHHBIX )XeHIUH CTPaJaloT
aHeMelt, 6ojlee 4eM Y IIOJIOBMHBI U3 HUX IIPUYMHOI SIBIISETCS
xenesopeduumt (BO3,2001). PacpocTpaHeHHOCTB Xere3ope-
(GULMTHBIX COCTOSHUIT HEOJMHAKOBA B PA3/MYHBIX CTPAHAX U
3aBUCUT OT COLMA/IBHBIX ¥ SKOHOMIYECKUX YCIoBuii [29].

AHeMIsI CHIDKaeT KaueCTBO >KMU3HU, MOXKET SB/SITHCS HOHOM
IS BO3HUKHOBEHMs Pas/IMYHbIX 3a00IeBaHMII, yXyALIaeT pa-
60TOCOCOOHOCTD M 3MOLMOHANbHBI (oH. [Ipn aHemun Ts-
JKEJION CTeNeHM BO3HUKAeT HeOOXOIMMOCTb 3aMeCTUTENbHOIM
TPaHCY3MOHHOI Tepanmy 3PUTPOLNUTCOREPIKAIMMI KOMIIO-
HEHTAaMIU JJOHOPCKOIT KPOBH 1, COOTBETCTBEHHO, BO3PACTaeT IO~
TEHI[MATbHBIN PUCK OCTOXKHEHMIT, CBSI3aHHBIX C a//IOTeHHBIMU
reMOTpaHCy3UAMIUL.

OcHoBa AMarHOCTHKM Xee30AePUIINTHOI aHeMUH — Y30~
POBaHHOE CHIDKEHMe TeMOIZIoOuHa B 00LieM aHanuse KpOBH.
MoxxeT OBITH BBISB/ICHO YMEHBIIEHNE CPefHero obbema apu-
TPOLNTA, CPEFHETO COAEP)KAHMsI TeMOrIOOMHA B IPUTPOLIUTE
(MukpoIuTO3).

Kpurtepun gyaruosa — CHY>KeHe TeMOITIoOMHa B 001jeM aHa-
mm3e xpoBu (MeHee 115-120 /), cHVDKeHMe heppUTIHA CBIBO-
potku (MeHee 20-30 Mr/mi).

MpodunakTuka xenesopePpuuUTHON aHeMMUK

« ObecrieyeHne MOMTHOLEHHOTO MUTAHNS, COEPIKAILETO JOC—
TATOYHOE KOIMYECTBO BUTAMUHOB U MUKPOS/IEMEHTOB.

« CBOeBpeMeHHas! IVMArHOCTMKA ¥ KOPPEKIVsI HaC/ef[CTBEH-
HbIX U XpOHI/I‘{eCKI/IX COCTOHHMi[, CHOCO6CTBYIOH.U/IX pa3-
BUTHIO JKelle30AeUIUTHOI aHeMuu (3abOIeBaHuUIT >Kemy-
OTOYHO-KNIIIECYHOI'O TpaKTa, HEeOOCTAaTOYHOTO HOCTYHHCHI/IH
9K30T€HHOTO JKeJle3a, HAC/IENCTBEHHBIX TeMOPpParnyecKux
3a60/1eBaHMI1, U3OBITOYHBIX [TOTEPD >Kenesa) [12, 13].
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Hamnboree pacnpocTpaHeHHO NMPUYMHOMN Kee30meuinT-
HOJI aHEMUM Y OIPOCTKOB ABNAITCA penyuausupyromue AMK.

Haubornbliree 3arpyfHeHMe B HAacTOsLlee BpeMs BbI3bIBAaeT
CBOEBpEMEHHas IMaTHOCTMKA HaCTeACTBEHHBIX KOATy/lIomaTuii,
HepenKo nexaiux B ocHose AMK.

HacnepcrBeHHble remopparunyeckue 3aboneBanus

Csbiwre 20% peunpusypyomux AMK o6ycnoBeHb! Hacen-
CTBEHHBIMU Koarynomarusamu. Hambormee 4acToit mpu4mHOI
cpenn HuX sABIsAeTcs 6onesHb Bunnebpanpa (5-18%). Ipyrue
npuunHbL TpoMboryTonatuy (1-5%), HOCUTENIbCTBO TeMO-
¢bummu A n B (1-3,5%), penkue meduuntbl $akTOpoB CBep-
teBanms 1, 11, V, VII, X, XI, XIII (1%) [30]. Cpenn manmeHTOK
C YCTaHOBJIEHHBIM JMarHO30M HAC/IeICTBEHHOI KOATy/IomaTun
50-70% ctpagaor AMK (tabm. 2).

Bonesup Bunnebpanga — 3T0 HaC/eACTBEHHOE TeMOpparnde-
cKoe 3a6071eBaHNe, CBSI3aHHOE C KOTIMYECTBEHHBIM I Ka4eCTBEH-
HbIM fieektoM daxropa Gpon Buiebpanma. Tun HacmegoBanms
IPEeNMYILIeCTBEHHO ayTOCOMHO-ZOMIHAHTHBIN, B PEIKUX CIy-
Yasx — ay TOCOMHO-peljeccnBHbI. KnnHndyeckas xapTuHa 3aBu-
CUT OT TUIIA MYTAL[UN U CTEHIEHN 9KCIPECCUN I'eHa 1 BKTI0YaeT
pas/MYHble IPOSABIEHNA KPOBOTOYMBOCTY (KOXA U CIIM3UCTDIE
o6omoukn). ¥ 6onpumHcTBa manyuedTos (6onee 70%) 60ne3Hb
IPOTEKAeT B JIETKOI (OpMe, MHTEHCUBHOCTb TeMOPParndecKux
IPOSIB/IEHNIT BapbypPyeT OT MaJIOCHMIITOMHBIX [IO XXM3HEYIpo-
JKAIOLIMX KPOBOTEYEHNMIT IIPY TSDKENBIX POpMax.

Kpurepusamu nuarHosa 6onesuu Bue6panpa apiasorcs:

* OTATOIIEHHBIN HAC/Ie[ACTBEHHDbII aHaMHe3 (IIOBBILIEHHAsS

KPOBOTOYMBOCTD Y OMIDKANIINX POACTBEHHNKOB);

o IMYHBI aHAMHe3: He MeHee 2 TeMOpPParn4ecKux sIn3ofoB,
TPeOYIOLIMX TePAIINY, UM 3 STIM30/a OFHOI TOKa/TN3ALN;
o CHIDKEHJE PUCTOLIeTHH-KO(AKTOPHOI aKTUBHOCTY (aKTopa

¢oH Bune6paHpa, BeIBIsIEMOe IIPY aHa/M3e KpoBu [12].

Bonesup Bumnebpanna BcTpedaeTcss MPaKTUYECKY C PaBHOI
YaCTOTOI Y JINI] KEHCKOTO M MY>KCKOTO IIOJIa, OfHAKO Y >KeH-
IIMH B CBA3U C Hamu4yeM OOJIbIIET0 KOMM4YecTBa (aKTOpOB,
[pepacoaraloliyX K IPOsIBIEHNIM KPOBOTOYMBOCTH (MeH-
cTpyanui, 6epeMeHHOCTBD, POfbL, IIOCTIEPOROBOIL IIEPUOL), 3a60-
neBaHue vaie MaHngectupyer. OCHOBHBIM CUMIITOMOM SIBJISI-
€TCs1 KOXKHO-C/IM3UCTDI TeMOPPAarn4ecKuii CMHIPOM. Y MHOTUX
6OJIbHBIX YoKe B IETCKOM BO3pacTe MOABIIAIOTCA KPOBOTEYEHMA
U3 HOCa, KOXKHbIe TeMOpparuy, AJInTeNbHble KPOBOTeYeHMs O-
C7Ie OTIepaTMBHBIX BMEIIATebCTB. BaykHO, UTO Y SKeHIIMH ¢ MO-
MEeHTa MeHapXxe MEeHCTPYalLuy 9acTo IpoTekaioT mo Ty OMK
U HepeIKO COIPOBOXKHAIOTCS JKene30fieULUUTHOI ITOCTIeMOp-
parudeckoii anemueit. Kpome Toro, BO3MOXHBI TaKye IIPOSB-
JIeHMs, KaK reMopparndeckue KUCTBI AMYHMKOB, AIlOIIEKCHUS
AMYHUKA, BHYTPUOPIOIIHOE KPOBOTEYeHMe. Bce >KEHIVHBI C
AMK, He 06YC/IOBIEHHBIMM TMHEKOIOTMYECKON IaTONOTHeN,
TOJDKHBI ObITh 06C/IeTOBaHbI Ha IpeaMeT 60e3HN Buyiebpan-
na. Xupyprudeckue MeTOMBI IeYeHNST MATOYHBIX KPOBOTEIEHNIT
(BbICKab/MMBaHMe MONOCTY MaTKy) HeaddexTuBHLI mpy 6071e3-
Hu Bunebpanpa.

Dnarnoctuka 6onesHn Bunnebpanpa

ITepsuunoe o6cnedosarue:

« 001MIT aHA/IN3 KPOBY;

* aKTMBUPOBAHHOE YaCTUYHOE TPOMOOIUIACTMHOBOE BpeM,
IPOTPOMOMHOBBIIT MHJIEKC;

e arperanus TpPOMOOLUTOB.

Cneyuanusuposannoiii 6a306bLii 1460pAMOPHBITE CKPUHUHE:

« anTHreH (pakTopa oH Bumiebpanpa;

* pUCTOLIeTMH-KO(}AKTOPHasA aKTUBHOCTD (pakTopa ¢on Bu-
nebpanpa;

o KOHLIeHTpanus ¢akropa cBepThiBanus VIIL
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B crry4ae cHVDKeHMsT PUCTOLIETHH-KO(AKTOPHOI aKTUBHOCTH
meHee 40% pmarHo3 6orne3Hu Bwirebpanaa mopTBepXKAaeTcs,
manee mpu 6osee feTanbHOM OOC/IETOBAHUN B CIIEL[UAIM3MPO-
BaHHOM TeMaTOIOTMYeCKOM LIEHTPE YTOYHAETCS THUII OOIe3HU
Bune6panpa, Tak Kak OT THUIA 3a60/meBaHMs 3aBUCUT BBIGOP
TeparneBTUYECKIX MEPOIIPUATHIL.

B ciryuae HOpMa/IbHBIX 3HAYEHWIT PUCTOLIe TUH-KO(AKTOPHOII
aKTVMBHOCTY BEAYIYI0 POJb IprobpeTraeT 3sHauUeHUe KOHI|CH-
tpaumnu ¢akropa VIII (pu ee CHYDKEHMHU eCTb BEpOATHOCTD
6onesuu Bunnebpanpga 2-ro Tuma).

JleyeHne mocrne MOATBepXAeHNs 6oe3Hu Bunnebpanpa tpe-
OyeTcsi B clydae peLMAMBYUPYIOLINX KPOBOTEUEHNUIT, CHIDKAIO-
I[MIX Ka9€CTBO >KM3HU INAIMEHTA, a TAK)Ke IIPY OCTPOM KPOBO-
TEYeHNY VIV [IPY VHBA3MBHBIX MaHWUITY/LILVSX/XIUPYPrIIeCcKuX
BMeIIIaTeIbCTBAX.

ITpu ycraHOBIeHMM AuarHosa GonmesHum Bumnebpanpma pis
nedenus AMK IpuMeHAIOT cefyioline TeKapCTBEHHBIE Ipe-
naparsr: TK, necmonpeccun, KOK; npn Hegocrarounoit addex-
TUBHOCTY — KOHIJEHTpaThl (pakTopoB cBeprhiBanus (rmpn AMK
6oree 7 CyT WM FOKa3aHHOM BBIPOKEHHOM fiepUIIIITe SH/OTeH-
HbIX (pakTOpoB — B fo3e 40-50 ME daxropa ¢poH Bunnebpanga
Ha 1 KT Macchl Tela B CYTKM).

JecMompeccHa amneTaT — CMHTETHYECKMIT aHAlIOr Baso-
HpeccuHa ¢ MOAMGMKALMAMM, HAIIPABIeHHBIM) Ha CHIDKEHIE
[IPECCOPHOI aKTMBHOCTY TOPMOHA. J[eCMOIpeccHH IIOBbILIA-
eT KOHIeHTparuio ¢akropa ¢oH Bunrebpanga u akTMBHOCTD
¢axropa cBeproiBanus KpoBu VIII myTeM ux BbICBOOOKAEHMS
U3 3H/IOTE/NINAIbHBIX K/IE€TOK U ABJAETCA 1-11 MMHMeN Tepannnu
IS HAL[MEeHTOB C JIeTKOI (opMoit 60mesHM.

OpnHako NOBTOPHOE BBefieHe IeCMOIIPeCcCHHA B TedeHue 48
BBI3bIBaeT JCTOLIEHNMe 3amacoB ¢aktopa GoH Bunnebpanma u
MOXXET HPUBECTY K Taxyuaakcuy (CHIDKEHMIO OTBETa Ha Jie-
YeHue) U OTCYTCTBUIO afeKBATHOTO OTBETA IIPY IIOCIERYIOLEM
HazHaveHun [12]. Kpome Toro, 8 PO B HacTosi1Iee BpeMs HeT 3a-
PErMCTPUPOBAHHBIX IIPEHapaToB AECMOIPECcCUHA I JIeYeHUs
6omne3nu Bunnebpanpa.

VIsBecTHO, 4YTO BBefieHNME SCTPOTE€HOB IOBBIIIAET PYICTOLIE-
TUH-KO(AKTOPHYI aKTMBHOCTh (pakropa ¢oH Bummrebpanpma u
KOHIIeHTpaumio (akTopa cBeprbiBanysa Kposu VIIIL s jeve-
a1 AMK moxkeT okasatbcest foctarounbiM HasHadeHne KOK mmm
BHYTPUMATOYHOII JIEBOHOPTeCTPE/I-BBICBOOOKAIONIEI CHCTEMbI
(JTHT-BMC) f1s >KeHIIMH pelpofyKTUBHOTO BO3pacTa ¢ 60mes-
HbI0 Bryutebpanpa.

B TO >Xe BpeMs [ieBOYKaM-IIOAPOCTKAM VI MOJIOLBIM XK€H-
IIMHAM, IVIAHUPYOLIMM O6epeMeHHOCTD, Ooree LenecoobpasHoO
HasHadeHre TK Ha mepumop MeHCTpyaumum B MHTEPMUTTHUPY-
I0LIIeM PeXXUMe.

ITpu HeapPeKTUBHOCTY MPOBOAUMOIL TEPAINY HEOOXOLIMO
Ha3HaYeHVe KOHIeHTPaToB (HaKTOpOB cBepThiBaHMs GoH Bu-
ne6panpa/VIII (Temare I1, Bumare).

TakTyuka, HalpaBeHHAs Ha CBOEBPEMEHHYIO JUArHOCTHKY
6ore3nu Buebpanna B feTCKOM BO3pacTe, MO3BOJIsAET obecIie-
YUTh MPOGUIAKTUKY U afIleKBATHYIO TEPAIIII0 TeMOPPArNIeCcKuX
OCIIOKHEHUIT ¥ >Kere30feULUTHON aHeMMU KaK CIeNCTBUA
XPOHMYECKOIT KPOBOMOTEPY, TEM CAMBIM CBECTV K MUHMMYMY
K/IMHMYeCKIe TIPOSIB/IeHNs 3a00/IeBaHMsA 1 YIYYIINTh Ka9eCTBO
JKVMSHM ManyeHToB [32]. B cry4ae BOSHMKHOBEHVS PELUAVBI-
pyomutero AMK o6s13are/ieH KOMIUIEKC AMarHOCTUYECKMX MEpPO-
IPUATHUIL IO JUAarHoCTuKe 6ome3suu Bunnebpanpga [33].

Eme opuoit mpuumuoit AMK MokeT OBITH STpOTeHMs, Ha-
IpyMep 13-3a TPOMOOIPODUIAKTUKY, OCOOEHHO B CIydae MC-
[I0/Ib30BAHNsI IPSMbIX OPANbHBIX aHTUKOAry/IsiHTOB. Ocobyio
aKTYa/IbHOCTD JaHHAsI IPUYMHA PHoOperia B IePyOf aHAEMUN
COVID-19, xorga y4acTu10Ch Ha3Ha4yeHMe aHTMKOATY/IsIHTOB B
KayeCTBe IEPBUYHON TPOMOOIPOPUIAKTUKY, @ TAKXKe OECKOH-
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TpONbHOEe UX NpuMeHeHMe [34]. B maHHOM cry4ae OCHOBHbIE
TepaleBTIYeCKle ITOAXOAbl K OCTAHOBKE MaTOYHOTO KPOBOTEYe-
HUA OCTAIOTCA IPEXHVMIU, HO Ha BEAYIIYIO TO3MIVIO BBIXOAVUT
KOppeKIM:A N03bl aHTUKOATY/LTHTHOTO IIperapara BIIOTb IO €To
OTMEHBI B OTCYTCTBHME aOCOMIOTHBIX IIOKAa3aHWIl K IPOJOJIKe-
HMIO aHTUTPOMOOTUYECKOTO BO3/EICTBIA. B cTy4ae BTOpUYHOIL
TPOMOOIIPOUIAKTIKM, 0OCOOEHHO KOIZIa ee OTMEeHa HellOMyCTH-
Ma, BHOBb OCHOBOII Tepamuu OyfieT SB/ATHCS CUCTEMHOE TeMo-
CTaTM4ecKoe BO3JeCTBME, B YacTHOCTY npuMeHeHne TK.

3aKniouenne

Jleuernne AMK y >KeHIIMH PpeNpORYKTMBHOIO BO3pacTa —
pacrpocTpaHeHHas Mpo61eMa, ¢ KOTOPOIi BCTPEYAlOTCs Bpadn
Pas/IMYHBIX CllelManbHOCTel. IIpy OTCYyTCTBMM CTPYKTYpHOIM
IIATO/IOTMM OPTaHOB YKEHCKOI PENPONYKTUBHOM CUCTEMbI BaXK-
HeJIIeN TepaleBTUYeCKON CTpaTeruell CTAaHOBUTCA CUCTEMHAA
KOppeKLMs T'eMOpparn4eckoro CUHApPOMa C MUHMMM3ALMeN
pucka TpomboTrdeckux cobsrtuit. I dexTuBHOM 1 He3omac-
HOJl OCHOBOJI [JAHHOII CTpaTeruy B TedeHMe HECKONbKUX Jie-
carunetuit apnsaerca TK. B MoHOpexxnme nnm B codeTaHUM ¢
HasHayeHNMeM TOPMOHA/NLHBIX npenapatos TK mossonsdeT He
TO/IBKO KOPPEKTUPOBATDb U3ObITOYHBIE KPOBOIIOTEPH, HO 1 IIPO-
GbUIaKTUPOBATh OCTTEMOPPArNYecKye OCTIOXKHEHNUA U B LIeJIOM
BOCCTaHAB/IMBATbh KAUeCTBO KM3HM SKEHIIVH.

PackppiTie mHTEpECOB. ABTOD JIEK/IAPUPYET OTCYTCTBUE AB-
HBIX ¥ IOTE€HLMATbHBIX KOH(INKTOB MHTEPECOB, CBI3AHHBIX C
nyO/nuKanmeil HaCTOSAIEl CTaTbI.
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