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lemopparnyecknii CMHAPOM BO3HUKAET BC/IeACTBUE NOPAKEHUA COCY[NCTON CTEHKM, HAPYLLUEHWA CTPYKTYpPbI, PYHKLUN
N Konnyectsa TPOMOOLUTOB, HapyLIEeHNA KoarynAaLMOHHOro reMocTasa. [Jns NoCTaHOBKM fMarHo3a BaXHbl HE TOMbKO Na-
6opaTopHble NoKasaTenn, Ho 1 NOJIHbIe CBEAEHNA O COCTOAHMM NaLUMeHTa, aHaMHe3e, KOMOPOUAHOCTU, HaCNeLCTBEHHOCTY,
NpPoBOANMOM fleyeHunu. icnonb3oBaHme CTaHAAPTU3NPOBAHHbIX MHCTPYMEHTOB, TaKMX KaK LLKasibl KPOBOTOUMBOCTU, WWKasbl
pvicKa BO3HNKHOBEHWA reMopparnyeckoro CMHApoMa noMoratoT B AUarHoCTUKe 1 onpefeneHnm TakTuky BeaeHna naueHTos.
MpryrMHaMmn reMopparmyeckoro CUHAPOMa HacleACTBEHHOTO reHe3a Yalle ABNSITCA TpombouuTonaTm, remodunmu, bonesHb
BunnebpaHaa, TeneaHrnaKTasus, NpuYMHaMm remopparmieckoro CMHAPOMa NPUobPeTEHHOro — BTOPUYHasA TpombouuTone-
HuA n TpomboumTonaTun, ABC-cuHgpom, fedmumnt GakTopoB NPOTPOMOVHOBOIO KOMMIEKCA, FeMOppParnyeckunin BacCKynuT, a
TaK»Ke fleKapCTBEHHble CpeCcTBa (AHTUTPOMOOTNYECKMNE, LUTOCTATUKM, aHTUOMOTMKI 1 Ap.). KNMHULMCTY OTBOAUTCA BarkHanA
ponb B ANArHOCTUKE Y JIeUEHUN, UTO TPebyeT 3HaHNA COBPEMEHHbIX PYKOBOACTB, KNUHUYECK/X PEKOMEHAALNIA, UHCTPYKLWIA,
CTaHAAPTOB U APYrnX periaMeHTUPYoLWrX JOKYMEHTOB.
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Hemorrhagic syndrome occurs as a result of vascular wall damage, disturbance of the structure, function and number of
platelets, coagulation hemostasis disorders. For diagnosis, not only laboratory parameters are important, but also complete
information about the patient’s condition, history, comorbidity, heredity, ongoing treatment. The use of standardized tools
such as ISTH-SSC BAT scale, bleeding risk scales help in diagnosis and determination of patient management tactics. The
causes of hemorrhagic syndrome of hereditary genesis are more often thrombocytopathies, hemophilia, Willebrand’s disease,
telangiectasia; acquired - secondary thrombocytopenia and thrombocytopathies, DIC, prothrombin complex factor deficiency,
hemorrhagic vasculitis, as well as drugs (antithrombotic, cytostatics, antibiotics and others). The clinician has an important
role in diagnosis and treatment, which requires knowledge of modern guidelines, clinical recommendations, instructions,
standards and other regulatory documents.
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BBeaeHue

CocTosiHUS, CBSI3aHHbIE C PaCCTPONCTBAMHU CH-
CTeMbI r'eMO0CTa3a, B YaCTHOCTHU C reMopparuye-
ckuM cu"gpomoM (I'C), BcTpeyaroTcst 4acTo U Tpe-
oyoT nuddepeHIMaTbHON JUATHOCTUKH U TPaMOT-
HOM Koppekuuu. CuctemMa remocrasa obecrieyrBaeT
[[eJIOCTHOCTD >KMBOT'0 OpraHW3Ma, TeCHO CBsI3aHa
C coCylaMU U UMMYHHOHM CUCTeMOH, y4acTBYeT B
peaknusix BoCHasieHUs], aHIMOTeHe3e U penapanuu
TKaHel. [[eMopparnyeckuil CUHAPOM BO3HUKaeT
KaK Cc/1e/iIcCTBUE U3MEHEHUN B OJJHOM UJIM HECKOJIb-
KHX 3BEHbSIX reMoCTasa. 3TO MOXeT ObITh Mopa-
»KeHUe COCYIUCTOU CTeHKHU, HapylleHHe QYHKIUU
WJIM KOJINYECTBA TPOMOOIIMTOB, HapylleHHe Koa-
TYJSILUOHHOTO reMOoCTa3a. YUYUThIBAsA CJ0XKHOCTHU
B MHTepHpeTalMy CHIOMUHYTHBIX J1ab0paTOPHbBIX
nokasaTeJsied, HE06X0 UMbl MOJIHbIE CBEJEHUS O
COCTOSIHUY MalMeHTa, aHaMHe3e, KOMOPOHUIHOCTH,
HacJIe,CTBEHHOCTH, IPOBOJUMOM JiedeHUH. [Ipu
omnpejiesIeHUY NPUIUH KPOBOTOUUBOCTU HEOGXOIU-
MO YYUTBIBATh, YTO OJHU BHUAbI NATOJOTUU YaCThI,
Jlpyrue pejiKy, a TpeTbU KpaiiHe peaku. U3 Hacen-
CTBEHHBIX HapylLIeHUH reMocTasa HauboJsiee 4acTo
B TepaneBTHYECKON NMPAKTHUKE BCTPEYAIOTCS TPOM-
ponMTonaTUH, reModuns A, 6osie3Hb BusiebpaH-
Ja (bB), remoduus B, us cocyauctoix popm — Te-
JleaHT'M3KTasusl. [IpruuyrHON Npruo6peTEHHBIX GpopM
['C HanboJiee YAaCTO CTAHOBSITCSA BTOPUYHAsA TPOM-
6onuMToNeHUs U TpoMbouuTonatuu, JJBC-cunapom,
JedunuT GakTopoB MPOTPOMOUHOBOIO KOMILJIEK-
ca ¥ reMopparuyeckuil Backyaut. CieyeT y4YUThI-
BaTh, YTO B nocsieaHue roAbl I'C Bcé yalle cBsi3aH C
MPUEMOM JIEKapCTBEHHBIX MpPenapaToB, HApyLIa0-
IIMX arperayguio TPOMOOIMTOB (aHTHATPEraHThI) U
CBEPTHIBAEMOCTD KPOBHU (AHTUKOATYJIAHTHI) [1,2,3].

[IpaBusibHas oneHka nauuenTa c I'C wiu nofo-
3peHHeM Ha MOBBILIEHHYI0 KPOBOTOYHMBOCTD CKJIA-
JbIBAE€TCS U3 HECKOJIbKHX 3TAIO0B, BKJIIOYAOIUX
OTpPOC MalHMeHTa, UCI0JIb30BaHUE CIelHabHBIX
IIKaJ U KaJbKYJSITOPOB JJ151 OLleHKH CTeNeHHU T-
»kectu I'C, onpesesieHHe THUIIa KPOBOTOYMBOCTH U
Ha3HayeHUe aHaJIW30B, NOATBEPXKAAMUUX AHaA-
rHo3. 3HaueHHe JaHHbIX aHaMHe3a B OTHOIIEHUH
BBISIBJIEHUSI HACJIeICTBEHHON WJIUM MPUOOPETEHHOMU
MaTOJIOTUX CUCTEMBI FeMOCTa3a CJ0XKHO Nepeole-
HUTB: NOBbILIEHHAs KPOBOTOYMBOCTb B CaMbIX pas-
HOOOpa3HbIX MPOSIBJEHUSAX (IBHOE KPOBOTEUEHHUE,
reMaToOMbl, FeMOpparuyecKas Cblllb) y ManueHTa u/
WJIW ero POJICTBEHHUKOB 1-1 U 2-U TUHUHM POJCTBA,
WHPOpPMALHS O HAJIUUUHU TKENOro 3a00/I€BaHUS
nevyeH! WU KOCTHOTO M03ra, GaKT MpuéMa aHTHU-
TPOMOOTUYECKUX NpenapaToB (aHTHArperaHToB
Y aHTUKOATyJSIHTOB) MOTYT 3HAYUTb 6OJIbLIE, UYEM
omnpejesieHue OTAe/bHbIX TApaMeTPOB CUCTEMBI Te-
MocTtasa [4]. [IpescTaB/ieHHbIH aJIrOPUTM IIOMOTra-
eT B KOPOTKHU MPOMEKYTOK BpeMeHU YCTAaHOBUTH
Juarsos [5].
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OcHOBHbIE BONPOCHI, HA KOTOPble HEO6X0AUMO
HOJIYYUTb OTBETHI:

1. /leficTBUTENIBHO JIM TeMOpparudeckKruii CuH-
JPOM NMPUCYTCTBYET Yy naLuueHTa?

2. Kakoro Tuna JaHHBIN reMopparu4eckKui CUH-
JpOM: TPOMOOLIUTAPHOT0 UJIU KOATY/ISILLUOHHOTO?

3. lemopparuueckoe HapylleHUe NPUOOPETEH-
HOe UJIU BpOXKIEHHOE?

4. Kakue aHa/M3bl HY>KHO BBINOJIHUTD U KaK UX
HHTEPNpPeTUPOBAThL?

J el CTBUTEBHO JIM FeMOpparndecKuii CHHAPOM
NMPUCYTCTBYeT y NaneHTa?

HecMmoTps Ha Kaxyuiyocs O4eBULHOCTb Nep-
BOT'0 BOINPOCA, BOCHPUSTHE BBIPAXKEHHOCTHU U
KJMHUYeCcKUX nposasaeHni ['C MoxeT pa3inyaTb-
cA y pa3HbIX Jwogeld. Tak, HanpuMep, nagueHTKa
C OOUJIBHBIMH MEHCTPYalUsIMH MOXET CYUTATh
VX HOpMaJIbHbIMHU, €CJ11 OHU BCETZa CONPOBOXKAa-
JIMCb MOBBILIEHHOW KPOBOMOTEPEN UM TaKHE XKe
MEeHCTpyalluu OblJIM y eé MaTepUu U 6abyIIKU. Y
YacTH GOJIbHBIX C HaC/JAeACTBEHHBIMU HapylleHU-
SIMU CBEPTHIBAEMOCTH KPOBU MOTYT ObITh MUHU-
MaJibHble reMopparuyeckuve nNposiBJeHUs; U Ha-
060pOT, MHOTHE NALMEeHThl C HOPMaJbHBIM T'€MO-
CTa30M COOOILAIT O NOBBIIIEHHONW KPOBOTOYU-
BocTU. KpoMe TOro, KJIMHUYECKHE MPOSABJIEHUS
MOTYT ObITh BeCbMa pa3HO06pa3HbIMHU Jaxe Y Na-
LJUEeHTOB C OJHUM U TeM >Ke HapylLleHUueM CBEPTHI-
BaeMOCTU KPOBH.

O6BbEeKTUBHO OLEHUTDb HA/AUYUE U BblPANCEH-
Hocmb I'C, a Tak»Xe CIIPOTHO3UPOBATh PUCK pa3BU-
THs KPOBOTEUYEHHS NPH JI0OO0H MpoLeype noMora-
eT NpaBUJIbHO COOPaHHbIN aHaMHe3 U UCI0J/1b30Ba-
HUe CIelUaJbHbIX lKal. BaxHo, 4To6bl pa3roBop
C MallMeHTOM He OrpaHUYUBaJICA eJUHCTBEHHbIM
BOIIPOCOM — BOIIPOCOM O TOM, €CTh JIU Y NaljeHTa
NOBBILIEHHAas KpPOBOTOYUBOCTL? [IpesiaraeM Boc-
M0JIb30BaThCS YTOYHSAIOLUMH BOIIPOCAMHU JiJisl €60-
pa reMoCTa3suoJI0rM4eCKOro aHaMHes3a U3 NlepevyHs,
npeaJioxkeHHoro Pesepanyeil aHeCTe3U0JI0TOB U
peaHuMaToJI0TOB [4].

PexomeHayeMble BOIPOCHI AJisi c60pa reMocTa-
3MO0JIOTUYECKOT0 aHaMHe3a:

1. Bouin 1iu y Bac koraa-a1u60 JIUTeNbHOE KPo-
BOTe4YeHHe, NPUIYXJOCTb A3blKa UM BHYTPEHHEU
NIOBEPXHOCTH ILleK [10CJIe NIPUKYCbIBaHUA?

2. Beuiu 1 y Bac cuHsiku pasmepoMm 6oJiee py-
6JIeBOM MOHETbl 6€3 OYEeBHJIHOW NPUUYHUHBI UJIH
noBpexaeHusi? Ecaiu J1a, To KaKOW BeJTUYUHBI ObLI
3TOT CUHSK?

3. Kak wacTo Bam ygansiiu 3y6bl, U KakK J10JT0
JAJINJI0Ch KpoBoTedyeHUe? Bo3HMKa/Io 1M KpoBOTe-
YyeHUe Ha eyl JeHb?

4. Kakue xupypruyeckue onepanuu Bel nepe-
HeCJIM, B TOM 4McJje MaJjble, TaKHe KaK 6homncus
k0xu? He 3amevasiu jin Bel 06pa3oBaHusl KPOBO-
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Tabnmuua / Table 1

IIkasa ISTH/SSC Bleeding Assessment Tool

Scale ISTH/SSC Bleeding Assessment Tool

HocoBoe kpoBoTeyeHHe Basn
Het/He3HauuTebHOE 0
Bosiee 5 B roa, gosabiie 10 MuH. 1
OcMOTp malnyeHTa ¥ HanpaBJjeHHe ero K CHelUaluCTy WIH NPOBeJeHHe JeTalbHOI0 JJAG0PaTOPHOTrO HC- 2
c/ie/J0BaHUs

TaMNnoOHMpPOBaHHUeE, IPHMKUTAHNE, AHTUPUOPHUHOJIUTUKHU 3
[lepesvBaHMEe KOMIIOHEHTOB KPOBH, 3aMeCTUTE/IbHAS Tepalus, ,eCMOIPECCHH 4
KoXHble KpOBOU3IUSHUA

HeT/He3HayuTeIbHO 0
5 u 6osiee 3kxuMO3 ( 6osiee 1 cM) B pa3/IMYHBIX YACTSX Tesa 1
OcMOTp malnyeHTa ¥ HanpaBJeHHe ero K CHelUaluCcTy WU NpoBefieHHe AeTalbHOro JIabopaTOPHOro HcC- 2
cel0BaHUSA

OGIIUpHbIE 3
CrnioHTaHHasi reMaToMa, Tpebylolas nepejMBaHUs NPernapaToB KPOBU 4

MOATEKOB BOKPYT ONEePaLMOHHON PaHbl WU JIPyTUX
MOBpEX/JEHUN KOXKHU?

5. Beuu sin y Bac 3a6oJieBaHUsA B TeueHUe IO-
c/eIHUX 5 JieT, Tpe6oBaBIlKe BpayeOHONW MOMOIU?
Ecnu ga, To kakue?

6. Kakue siekapcTBa, BKJ/IIOYas aCIUPUH, TabJIEeT-
KH OT r'0JIOBHOW 60JIM, TPOCTY/1bl, MEHCTPYaJIbHBIX
Y Ipo4uXx 60/1ei Bbl IpUHMMasU B Te4eHUe NOCIe]i-
HUX 7-9 gHen?

7. CTpajiaeT i1 KTO-HUOYAb U3 Bauiux KpoBHbBIX
POICTBEHHUKOB OT HEOOBIYHBIX KOXKHBIX KPOBOU3-
JIUSTHUHM UJIM KPOBOTEYEHHUU NOC/e XUPYPTrUIeCKUX
BMeUIaTeNbCTB?

8. Habuitojanuce i y Bac NOCTOSIHHbIE MEHOP-
parvu npu OTCYTCTBUU PUOPO3HBIX ONyX0J1el U1
JPYTUX aHOMaJIUU MaTKU?

[Ipu o6ciefoBaHUM MALMEHTA C NOJ03peHUEM
Ha HapylleHHe CBEPThIBAEMOCTH KPOBU JJisl KOJIU-
yecTBeHHOM oneHKkHU ['C 1o JIoKasu3aluu U CTelle-
HU TSDKECTU NPUMEHSAIOT CTaHAAapPTU3UPOBAHHbIE
MHCTPYMEHTHI OLLlEHKU KPOBOTEYEHHUS] — IIKaJbl.
HauboJsiee yacTo B KJAMHUYECKON NpPAKTHUKE HC-
noJsib3yeTcsi onpocHuk MescdyHapodHozo obuje-
cmea no mpom6o3y u cemocmasy ISTH-SSC Bleeding
Assessment Tool (BAT). lllkana ISTH-SSC BAT BkJto-
yaeT 14 kaTeropui AJisl peTPOCIEKTUBHOU OIleHKHU
CHMIITOMOB KpPOBOTe4Y€eHHUs (HOCOBOE KpPOBOTeYe-
HUE, KOXKHble KPOBOU3JIUSIHUS, KPOBOTEUEHUS U3
HeOOJIbIIUX PaH, KPOBOTEUEeHHUs] POTOBOH MOJIOCTH,
YKeJYA0YHO-KUIIEYHOe KPOBOTEYEHUE, reMaTypus,
KpOBOTe4YeHHUE MOocje yaleHus 3y60B, XUPYPTH-
yecKue KpOBOTeUeHUs], MEHOPparuy, nocaeposo-
BO€ KpPOBOTeYeHHe, BHYTPUMbIIIeYHble I'eMaTOMBbl,
reMapTpo3bl, KPOBOU3JIHUSIHUSA B CTPYKTypbl LJHC,
JIpyrye KpoBoTeueHHus1). Kaxkgas u3 14 kaTeropui
oLeHuBaeTcs no mkaszne ot 0 1o 4 (kpoMe KpoBO-
TeyeHus B IJHC, roe 6anabl coctaBasioT 0, 3 Uau
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4) ¥ Ha OCHOBE 3TOr0 BbIBOJWUTCSI UTOTOBBIN 6aJsLI.
HopMasbHbIN Arana3oH cocTaB/sgeT <4 y B3pOCJbIX
MY>KUUH, <6 — y B3POCJbIX KEHU[UH U <3 — y Jie-
Tel). OueHKa 24 yka3blBaeT HAa BO3MOXKHOe Hapy-
IeHHe CBEPTHIBAEMOCTH KPOBU Y B3POCJIbIX; YACTO
y Takux JitoJeil coctaBaseT 210 [6]. Haubosee un-
dbopMaTHUBEH 3TOT NMOKa3aTeJsb AJI OLlEeHKHU CTele-
HU ['C y nanueHTOB ¢ BB (06111251 4yBCTBUTENBHOCTD
coctaBJisieT 75%, a o6uias cnequuaHOCTh — 54%
[7], HacneACTBEHHBIX HAPYIIEHHUH TpoMGOLUTaP-
HOTO 3BeHa remocrta3sa, aedunura XIII paktopa
CBepTBhIBAaHUS KPOBH, a TAKXKe JPYTUX HapyLIEHUH
cucTeMbl remocTtasa. O61unl 6aa1 MeHee 4 MO3BO-
JsieT ¢ 6oJsiblIel foJiell BepOSTHOCTU UCKJIKYHUTH
3a60J/1eBaHUs CBEPThIBAKOIEN CUCTEMbI KPOBU. B
KauyecTBe NpHUMepa NpUBeJeHbI IepBble 2 KaTero-
puu oneHku I'C (Tabs.1).

[TosTHBINA TEKCT IIKaJbl (KaJbKYJSTOP) MOXHO
HalTu 1o ccelike https:// bleedingscore.certe.nl/.

CymecTByeT 60JibllIOe KOJUYECTBO U APYTUX
ONPOCHUKOB, UCNOJIb3YEMbIX IPU KOHKPETHBIX HO-
3oJiorusx. Tak, Ipyu UAMONATUIECKONH TPOMOOIU-
TonneHnvyeckol nypmype (UTII) oneHka NpuU3HAKOB
KPOBOTEYEHHUs MPOBOJUTCS C MOMOIIBIO HIKAJbI
ITP-BAT (ITP-specific Bleeding Assessment Tool).
HWuctpymenT pass onenku I'C npu UTII npegio-
)XeH MexlyHapoaHOHM pabodedt rpynnoi no UTII
JAJIsl CTaHJApTHU3aL MU NOHATUSI KKPOBOTEUYEHUSI»
Y pasrpaHUYeHUs1 BUJIOB KpoBoTeueHuH [8]. [Ipu-
3HAKHU /CUMITOMBI KPOBOTEUEHHsI CTPYIIHUPOBA-
HBI 10 TPEM OCHOBHBIM JIOKaJIU3anMAM: Koxa (skin,
S), BuuMble CAU3UCTbIe 060J104KU (mucosae, M)
u opraHbl (organ, O). 'pagauus TsSKeCTU KPOBOTe-
yeHud (cuctema S-M-0O Gradation, SMOG): kaxxjoe
NposiBJIEHNE KPOBOTEYEHHUS I0JKHO OBITh OLleHEHO
Ha MOMEHT 06cJiefjoBaHus, ocMoTpa. CTeneHb ero
TSKECTH BbIpaxkaeTcs B 6asax oT 0 fo 4. laHHbIN
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CrycTku: pasmep 1 Kon-Bo
KpoBoTeyeHue: oTmMeTKa

CrycTKu: pasmep v Koj-Bo
KpoBoTeueHue: oTMeTKa

Cucrema noacyeTa 6annos

Mpoknagkn

1 6ann 3a cnerka oKpaLeHHyio MPOKNaaKy
5 6annoB 3a yMepeHHO 3arpAsHeHHyIo
npoknagky

20 625108 3a NOMIHOCTbIO NponnTaHHyo
npoknagky

TamnoHbl

1 6ann 3a cnerka OKpaLIJeHHbII7I TaMnoH
5 6asnioB 3a yMEPEHHO 3arpA3HEHHbI
TaMMoH

10 621108 32 NONHOCTHIO MPOMNUTaHHbIN
TaMnoH

Cryctkun

1 6ann 3a ManeHbKui Cryctok (pasmepom
C BUHOrpag)

5 621108 3a 6OMbLLOI CryCTOK (pa3mepom
C KNy6HWKY)

Kon-sosANNOB: [ |

Ecnu obuiee KonnyecTBo 6annoB npesbiLaeT
100, obpaTuTech K cneLuanmcTy

Pucynok 1. lllkana Pictorial Blood Assessment Chart
Figure 1. Scale Pictorial Blood Assessment Chart

OIPOCHUK UCIOJb3YIOT TaK¥Ke [ ol eHKU 3 dek-
THUBHOCTH NPOBOJUMOM Tepamnum.

B nepuatpuu ucnosbaytot Pediatric Bleeding
Questionnaire (PBQ) — aHkeTy, pa3paboTaHHYIO
JUIs1 ieTel, 4TO6bl IOMOYb BBISICHUTD, YKa3bIBAlOT
JIU CHMIITOMBI NOBbIIIEHHON KPOBOTOYUBOCTHU Ha
BO3MOXXHOCTb Ha/IM4us 3a60/1eBaHUsI CBEPThIBAIO-
el cucTeMbl KpoBH [9].

OToesbHOTO BHUMAHUS 3aCAY>KHUBAKOT IIKAJIbI
OIIeHKH O6GUJIbHBIX/aHOMaJIbHBIX MEHCTPYaIbHBIX
kpoBoTedueHud (OMK/AMK). B cooTBeTCTBUH C
KJUHUYECKUMHU pekoMeHaanusamu [10] k AMK oT-
HOCSITCS1 KPOBOTEUeHUs], Ype3MepHbIe M0 AJIUTEb-
HocTHU (6oJiee 8 fHel), 06'bEMY KpoBomoTepH (60-
sgee 80 mu), yactoTe (MeHee 24 nHel uau GoJiee
38 aHell) /WK peryasipHocTH (BapuabesbHOCTh
nukaa >9 nueit). CorsacHo onpepenenuro NICE,
OMK — 3T0 ype3aMepHasi MeHCTpyasibHasi KPOBOIIO-
Tepsi, KOTOpasi OKa3bIBaeT HeraTHBHOE BJIUSIHUE Ha
dusndeckoe, conyaabHOE, SIMOIMOHAIBHOE U /WU
MaTepuabHOe 6JIaronoJy4ue xKeHIuHbI [11].

JlOBOJIBHO CJIOKHO ObIBAaeT 06'b€KTHUBHO Olie-
HUTb 006bEM KPOBONOTEPU BO BpeMsl MeHCTpya-
nuu. Takve nokasaresiy, Kak KOJIMYeCTBO UCIOJIb-
30BaHHBIX NMPOKJIAL0K WU TAMIOHOB, MOTYT GLITh
HETOYHBIMH, OCKOJIbKY OHU 3aBUCAT OT UHJUBU-
JAyaJbHbIX 0COOEHHOCTEHN M MpeANoYTEHUN KeH-
IIMHBI, 2 06bEM NOTEPIHHONU KPOBU MPAKTHYECKHU
HEBO3MOXXHO ONpe/ieIUTh IPU NPUMEHEHUHU TH-
rMeHUYecKUX NPOKJ/aJJ0K UM TaMIoHOB. HekoTo-
pble ONMPOCHUKH, HanpuMep Menorrhagia Impact
Questionnaire (MIQ), olleHUBAIOT JIUIIIb CTENEHb
OTPaHUYHMBAIOIIETO BJIUSIHUS MEHCTPYAJbHOTO KPO-
BOTEeYEeHUsI Ha paboTy, pru3nyecKue, cOLUaibHble
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Y 10CYyTOBbIe 3aHATHS KeHUUH. HauboJsiee moses-
HBIMU C IPAKTUYECKOU TOUYKHU 3PEHUS SABJISIOTCS
CUCTEMBI OLIeHKH, B KOTOPBIX UCHOJIb3YIOTCS U30-
6pakeHUsI NPOKJIAJ0K UM TaMIIOHOB C pa3HOM CTe-
NeHbI0 HallOJIHEHHOCTH; B HEKOTOPBIX UCCJIe/0Ba-
HUSX BBICOKUH 6asjl XOpOLIO KOPPEJUPOBaJ C Ha-
auyuem OMK [12].

Pictorial Bleeding Assessment Chart (PBAC) —
rpaduyeckas TabsMlla OL,eHKHM KPOBOMOTEpPH
(PBAC) — aTo npocToi BHM3ya/IbHbI UHCTPYMEHT,
KOTOPBIX HcoJib3yeTcs y xKeHIuH ¢ OMK (puc. 1).

OH mo3BoJIisieT ONpesieIUTb IPUMEPHbINA 06 bEM
KpPOBOIIOTEpPU BO BpeMsl MEHCTPYyaLUU C HOMOILbIO
Habopa KapTUHOK, Pe/[CTABJISIONINX Pa3HbIe YPOB-
HU HaINlOJIHEHHOCTU FMTMEeHUYEeCKUX MPOKJIaJ0K
WJIM TaMIIOHOB, a TaKXe pa3MepoB crycTkoB. Cy-
IleCTBYIOLIME KaJbKy/ISATOPbI NOACYETA UHTEHCUB-
HOCTH MaTOYHbIX KPOBOTEUEHUU [TIOMOTalOT CHeL -
aJIMCTaM NPUHSATH pelleHue, IBJASeTCs JIM IoTeps
KpOBU 4pe3MepHOU. BpoxkiéHHbIe KoaryjonaTuu
umeet 70 50% noapoctkoB U 10-20% >KeHUUH C
OMK. B 70% caydaeB BrisABasIeTca BB, pexe — ge-
¢unut XI, VII, VIII dakTopoB CBEPTHIBAHUS, HOCHU-
TeJIbCTBO reModuinu A uiu B [13, 14].

Hcmopus I'C uMmeeT GoJsibliloe 3HaYyeHue. Ha-
JIMYMe B aHaMHe3e BbIPa)KeHHbIX KPOBOTEUYEHUH,
TpeOyoUIMX XUPYPrUiecKUuX BMeLlaTebCTB, Iepe-
JIMBaHUS KPOBHU WJIM BOCIIOJIHEHUS 3allacoB xeJie-
3a, NOATBEPXK/aeT NOA03peHHe Ha CKPbITOe Hapy-
leHHe CBEPThIBAEMOCTU KpoBU. Y Hao60poT, eciiu
oIepaTUBHOe JieUeHUe, yJjajeHue 3y60B U/UJIH ce-
pbé3Hble TPaBMbl paHee He CONMPOBOX/AAJIUCH T10-
BBIIIEHHON KPOBOTOYMBOCTHIO, TO 3TO OYJEeT CBU-
JleTeJIbCTBOBAaTb 00 OTCYTCTBUHU HacJe[CTBEHHOU
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Tabnuna / Table 2

Illkasia HAS-BLED onieHKHU pucKa pa3BUTHS KPOBOTeYEHU Y MALUEHTOB ¢ QuopuLIAnue
npejacepaui, NoJy4awINX aHTUKOATY/ITHTBI

Scale HAS-BLED assessing the risk of bleeding in patients with atrial fibrillation receiving

anticoagulants

AxponuM | KnmHM4Yeckas xapaKTepHCTHKA Banibl

H ApTepuasibHasi rTUNEPTOHUS 1

A Hapymenue ¢pyHkuu neyeHu U novek ( mno 1 6anny) 1 nnu 2

S HUHcynbT 1

B KpoBoTeuenue 1

L Hecta6uisHoe MHO 1

E Bospacrt crapuie 65 et 1

D [IpreM HEKOTOPBIX JIEKApCTB, aJKoroJs (1o 1 6asmy) 1 vuum 2
IIlpuMeyaHue: apTepuajbHasi TMINEPTOHUA — cUcToaudeckoe A/[>160 MM pT. CT; HapyueHHe QYHKIUM MOYeK — KpeaTH-

HUH >200 MKMOJIb/J1, JMaNn3, TPAHCIJIAHTALMSA N04eK; HapylleHne GYHKIMY eYeHU — MOBblLIeHHe 6UIMpyOrHa B 2 pa3a B coye-
TaHWUH C noBbllneHneM akTuBHOCTU ACT /AJIT / menouHoi ¢ocdaTasel 23 pasa; KPOBOTEUEHNE B aHAMHE3€e UJIM reMOpparu4ecKui
JuaTe3, aHeMuUsl; HecTabuabHoe MHO — HefocTaTouHoe (<60%) BpeMs npeGbIBaHUA B LieJIeBOM AMaNa30oHe; JeKapCTBa — NPUEM
aHTUTpOM6OIMTapHBIX cpeAcTB, HIIBC, 30ynoTpe6ieHre ajiKoroJieM.

MaToJIOrMU reMocTasa (WJIM, ecjid y YyesJoBeKa B Ha-
cTosilllee BpeMs HAOJII01aeTCsl aHOMaJIbHOE KPO-
BOTeYeHUe, NOATBEPXKAATh BO3MOXKHOCTb MTPHUO6-
pPeTEHHOTO HapyIlIeHHUs CBEPTHIBAIOIEN CHCTEMBI
KpOBH).

Y KeHILIUH OYeHb BaXKHO 8bISICHUMb UCMOPUI0
bepemeHHOCcmell, B TOM 4YHCje KPOBOTeUYeHHE BO
BpeMsl POJIOB UJIM MOCAEPOLOBOE KPOBOTEUEHHUE, A
TaK»Xe BbIKM/IbILI Ha paHHUX CpOKax (HabJiogaeTcs
MPU HEKOTOPBIX PeIKUX HapPYIIeHUSIX CBepThIBae-
MocTH kpoBH). [Ipu BB nocsiepoioBoe kpoBoTeye-
HUe (depe3 24-28 yacoB NocJie poJi0B) BCTpeYyaeTcs
yalie, YeM KpOBOTeYEHUE BO BpeMsl 6EpeMeHHOCTH,
MOCKOJIbKY 60Jiee BBICOKHUM ypOBeHb 3CTPOTeHa
BO BTOPOM U TPEThbeM TPUMECTPAX CIOCOOCTBYET
yBeJIMUeHUI0 BbIpaboTKU dakTopa Busiebpansa.
[IpokoarysisiHTHbIE U3MEHeHHs BO BpeMsi GepeMeH-
HOCTU MOTYT HUBeJUpOBaTh nposiBaeHust ['C, BbI-
3BaHHble HApPYIIEHUsSMU B CUCTEMe IreMOoCTasa co
CKJIOHHOCTbIO K KPOBOTOYHUBOCTH [3].

[ToMuMO 1IKaJI, MOATBEPXKAAIIUX HAJUIHE U
OI[eHUBAKIIUX BbIpaXXeHHOCTb ['C, 0 KOTOPBIX MbI
FOBOPUJIM BBIIIIE, CYLECTBYIOT IIKaJbl IPOTrHO3UPO-
BaHUs BEPOSITHOCTH €ro pa3BUTHS MPU PaA3IUUYHBIX
CHUTyalUsX, a TaKXKe KJaccuPUKALUK KPOBOTeYe-
HUH, B TOM YHCJIe B KIMHUYECKUX UCCIe0BAHUSIX
[6, 15].

[lIkasbl pricka pa3BUTHS KPOBOTEYEHUH B Kap-
JIUOJIOTUY U HEBPOJIOTUU:

1. lllkana CRUSADE (Can Rapid risk stratification
of Unstable angina patients Suppress ADverse
outcomes with Early implementation of the ACC/
AHA guidelines) ucnosb3yeTcsi nocjie oCTpOro UH-
¢dapkTa MHOKap/a A4 onpejeneHns 30-AHEBHOTO
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pHCKa KPOBOTEUEHHUs], He CBSI3aHHOTO C IPOBEJeHU-
€M Ollepaliyi a0PTO-KOPOHAPHOTO IIYHTUPOBAHMUSL.
2.llkana REACH (REduction of
Atherothrombosis for Continued Health) npenHa-
3HaueHa JJis pacyéTa pUcKa Cepbe3HbIX KPOBOTe-
YeHUH y cTabUIbHBIX 6OJIbHBIX aTEPOCKJIEPO30M,
He uMewInux Gubpuaaauuu npeacepauu (OII) ,
OCTPOTO KOPOHAPHOTO CUHAPOMA, HE MPOXOJUBIINX
3H/I0BACKyJIIPHOIO JIeYeHUs (CTeHTHPOBaHHUA).

3. lllkana S2TOP-BLEED npuMeHseTca AJA
OLIEHKHM pHCKa KPOBOTEYEHUH NPU Ha3HAYeHUH aH-
TUTPOMOOLUTAPHBIX penapaToB NPU BTOPUYHOMN
npoduIaKTHKE UHCY/IbTA.

4. llikasma SEDAN (blood Sugar (glucose) on
admission, Early infarct signs and (hyper) Dense
cerebral artery sign on admission computed
tomography (CT) head scan, Age, and NIHSS) oue-
HUBaeT PUCK CHMITOMATHYeCKOTO BHYTpHUUYepeI-
HOTO KPOBOU3JIUSHUS NPU IPOBEJEHUU TPOM6OO-
JINTUYECKOW Tepanuu ¥ 60JIbHBIX C UIIEMUYECKUM
HUHCYJIbTOM.

5. lllkana AIS-GIB (Acute Ischemic Stroke-
Gastrolntestinal Bleeding) npumeHsieTcst AJ1s1 OLleH-
KM pUCKa TaCTPOMHTECTUHAJIbHOIO KPOBOTEUEHH S
B OCTPOM NEepUO/ie UILIeMUIECKOT'0 HHCYJIbTA.

[l OLleHKU pucka 2emMoppaz2uyvyeckux 0C/A04C-
HeHUll Ha poHe aHMUKOA2yAsIHMHOU mepanuu Mo-
ryT npuMeHaTbca wkKaabsl HAS-BLED, VTE-BLEED,
RIETE, mkasa ACCP. Bei6op 1iKa/ibl OCHOBBIBAETCS
Ha NpeJANoYTEHUSIX Bpaya, ONpeJesollero neJje-
C006pPa3HOCTb NPOBEJEHUsI WU MPOAJIEHUST aHTHU-
KOaryJIssHTHOU Tepanuu [16].

[lTkasma HAS-BLED wncnoJsib3yeTcd AJi1 OL,eHKU
MH/IMBU/YAJIBbHOTO PHCKA 6OJIBLIOI0 KPOBOTEYEHHS
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PucyHok 2. [lerexuun
Figure 2. Petechiae

B IIPOJIOJI)KEHHE OJHOTO rofia y nauueHTos ¢ PII,
NMOJIyYaKIL[UX OpaJibHble aHTUKOAryJasHThI. HAS-
BLED MoeT sIBJSITbCS ONTHUMaJbHbIM BbIGOPOM
JUIsl OLIEHKH PUCKa He TOJbKO ¥ 60JbHBIX ¢ PII, HO
Y IpU OCTPOM KOPOHAPHOM CHUHJPOME U KapJAHOXU-
PyprudecKkux onepanusax (TadJ. 2).

CorstacHO NpoBeIEHHBIM pac4yéTaM, pUCK reMop-
paru4yeckux ocja0XkHeHUM BospacTtaeT oT 1,02% B
roj npu 1 6anue no 12,5% npu cymme 6asyioB 5 1
6oJiee.

[llkasa 06/1a/jaeT BbICOKOU Ipe/icKa3aTe/JbHON
[[eHHOCTBIO, OLleHKa Ha €€ OCHOBE KOPpPEeJUpyeT C
YaCTOTON BHYTPUUYEPENHbIX KPOBOTEYEHUH U, YTO
He MeHee Ba)KHO, YKa3blBaeT Ha MO/ Jal0Iecs KOp-
pekuuu GpakTopbl (HEKOHTPOJUPyeMOe apTepHuab-
HOe JlaBJIeHUe, CONYTCTBYIOllee IPpUMeHeHue ale-
TUJICAJULMIOBON KucaoThl/HIIBC, HecTabuabHOE
MHO u fp.) A28 CHUXKEHUSI pUCKA KPOBOTEUYEHUH.
OneHKy prcKa KpOBOTeYeHHS peKOMeH/AyeTcs Mpo-
BOJAUTD Yy Bcex nayueHToB ¢ PII. [TauueHThI € KOJIU-
yecTBOM 6GasiyioB no mkane HAS-BLED 23 Tpe6ytoT
OCTOPOXHOTI'O MOAX0/a, PETYJISIPHOr0 HabJII0AeHH ],
6oJiee yactoro KoHTpoJsisi MHO u npoBeseHus me-
PONPUSATUH 10 KOPPEKLMH NOTEHLHAIBHO 06paTH-
MbIX GpaKTOPOB pUCKa KPOBOTEYEHUN, BHUMATEIb-
HOT'O OTHOLIEHUS K papMaKoTepalru COMyTCTBYIO-
KX MaToJsiorui. [IpeBbilieHHe YPOBHS >3 6aJljioB
He sIBJISIETCSI CUTHAJIOM K OTMEHe Tepanuu mnepo-
paJIbHBIMU aHTHUKOATY/ISIHTAMHU.

[llkasa VTE-BLED pa3pa6oTaHa AJis1 OlleHKH pU-
CKa KpoBoTe4deHUH y nanueHToB ¢ TAJIA. OneHka no
mkoJsie VTE-BLED MoxeT 6bITh NoJie3Ha AJis NPpHU-
HSATHS pelleHUs 0 BO3MOXHOM NpPOJAJIEHUU aHTH-
KOaryJIIHTHOU Tepamuu MocJe nNepBbiX 3-6 MecsieB
IpU COMOCTABJEHUHU C UHAUBUAYATbHBIM PUCKOM
BT30.

[lIkasna oueHkU pucka kpoBorteueHUud RIETE
paspaboTaHa Ha OCHOBe JJaHHBIX perucTpa namu-
eHToB ¢ BTI0 (Registry of Patients with Venous
Thromboembolism) 1 Mo>xeT Tak>ke UCMIOJIb30BATh-
Csl B KJIMHUYECKOH MpaKTHUKe IPU HEOOXOJUMOCTH
MpUMeHeHUsI aHTUKOATY/ITHTHOU Tepanuu.

[lTkasia ACCP nporHo3upyeT pUcK 60JIbIIUX KPO-
BOTeYeHUHN y nauueHToB ¢ BTI0, npuHuMaroux
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PucyHok 3. [lypnypa Ha c/IM3UCTBIX 060JI04YKax
Figure 3. Purpura on the mucous membranes

Oopa/IbHble aHTUKOATY/ISIHTBI, OJJHAKO OLleHKa pHUCKa
kpoBoTeyeHul no ACCP 6b11a paspaboTaHa NyTéM
aHaJ/IM3a UCCJeJOBaHUM, OCHOBAHHBIX TOJIBKO Ha
MCII0JIb30BAaHUM aHTAarOHUCTOB BUTaMuHa K, moa-
TOMy npuMeHsATb Kaay ACCP y nauuentoB ¢ BT30
npu JJUTEJTbHOM JIeUeHUH NePOPaJbHbIMU aHTHU-
KOaryJIsHTaMHU CJie[yeT C OCTOPOXKHOCThIO [16].

IIIkabl OLEHKH TSXKECTU KPOBOTEeYeHU M

[lIkasnbl KPOBOTEYEHUM KJIMHUYECKUX HUCCIeN0-
BaHuH TIMI u GUSTO 6b1y1n pa3paGoTaHbl C LieJIbI0
KOHTPOJIsI 32 6€30MaCHOCTbI0 TPOMOOJUTUYECKOHN
Tepanuu. Knaccupukanus TsSKeCcTH KpOBOTEUEHU N
coryiacHo kpuTepusam rpynnsl GUSTO BeigensieT T4-
»KeJible WJIM YrporKaroliye KU3HU KPOBOTEYEHHs,
yMepeHHble KpOBOTEUYEeHHUs], JIETKHMEe KPOBOTEYEHUS.
B ksaccudukanus TSHKeCTH KpOBOTEUEeHUH, corviac-
HO KpuTepusaM rpynmnsl TIMI, npucyTcTByOT 60/1b-
e KpoBOTEYEeHUs], yMEPEHHbIEe KPOBOTEUYEHHS,
He3HauuTesJbHble KpoBoTeueHUs. Knaccudukanusa
TskecTu KpoBoTedyeHUuil BLEEDSCORE npegaara-
eT GUKCUPOBATH 3MU30/1bl KPOBOTOYHUBOCTH HA OC-
HOBe 6a/lIbHOU cucTeMbl. Knaccudukanus Tsoke-
ctu kpoBoTeueHui no BARC (Bleeding Academic
Research Consortium) onpepesisieT pa3Hble THUIIBI
KpPOBOTEYEHUH OT HeCyl|eCTBEHHOTO /10 daTalbHO-
ro ¢ y4€TOM KJIMHUYECKHUX U JIJaG0PATOPHBIX XapakK-
TepucTUK. TKecTb KPOBOTEUEHUH, onpe/esisieMast
no Tunam BARC, koppesupyeT c pUcKOM CMepPTH
[17].

Kakoro Tna JaHHBIA reMopparu4ecKum
CHUHAPOM: TPOMOOLUTAPHOTIO
WIM KOAryJaslUOHHOT0?

Jlyist oTBeTa Ha 3TOT BONPOC HAM MOHAI0065TCSA
JlaHHbIe 06'bEKTUBHOTO 06C/IeIOBAaHUS MAIlUEHTA,
nHbopMalus 06 0COGEHHOCTIX KPOBOTEUEHUH MO-
cJie TpaBM, JJaHHble aHaMHe3a (Tab6J1. 3). [lepBuy-
HbIJ TeMO0CTa3 OTHOCUTCS K Ha4ya/IbHbIM 3TanaM 06-
pasoBaHUs TPoMOA, KOTOPbIE B OCHOBHOM 3aBUCST
OT I[€JIOCTHOCTH U 3JIACTUYHOCTH CTEHKH COCy/a, a
TaKXe OT B3aUMOJEUCTBHUS MEX/Y CTEHKOU COCY-
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PHCYHOK 4. JKXUMO3bl Y IAMEHTKHU C TPOMGOLUTONEeHUE
Figure 4. Ecchymosis in a patient with thrombocytopenia

Jla, TpoMb6onuTamMu U paktopoM GpoH Busnebpanga
(®B). BropuuHbIil reMoCTa3 OTHOCUTCS K MOCTeAy-
o1 eMy 06pa30oBaHUI0 TpoM6ba Ha 0ocHOBe GUOPHUHA,
KOTOPbIN B OCHOBHOM 3aBUCUT OT GaKTOPOB CBeP-
ThIBaHUSI KpOBU. HapyllieHusi nepBUYHOTO reMo-
CTa3a 4acTo MPOSIBJSIOTCS B BU/JE KPOBOTOYHUBOCTHU
CJIM3UCTBIX 060J104€eK (HapuMep, KpOBOTOUUBOCTD
JIECEeH U YacThble HOCOBbIe KPOBOTEYEHHUST) UJIU KOXK-
HBIX 9KXMMO30B U MeTEeXUH, TOTAAa KaK HapylIeHUs
BTOPUYHOTO IeMoCTasa NposIBASAKTCS B BU/JIE Te-
MaTOM B IVNIyOOKHX TKaHSX MJM KPOBOTEUEHUU B
cycraBax. [lagueHTsl ¢ BB MOryT UMeTh PU3HAKHU
HapylleHHsl 060UX 3BeHbeB remocTtasa [18].

OcHOBHbIE 3JIeMEHThI TeMOpPpParuyecKux mpo-
SIBJIEHUH U THUITbI KPOBOTOYMBOCTH MPeECTABJIEHBI
HUXKe.

IleTexuu — 3TO HebOJIbIINE [IJIOCKHE KPACHbIE
MSTHA Ha KOXe, 0ObIYHO MeHee 2 MM B JAUaMeTpe
(puc. 2). OHM He GJIeJHEIOT U He MPOIYNbIBAIOT-
cs1. OBGBIYHO MOSIBJISIIOTCS B 3aBUCUMBIX OT I'PaBU-
TallMM YacTAX TeJsa (Jalle Ha HUKHUX KOHEYHO-
CTAX, 1M60 B 06J1aCTH KpecTLa y Jieauyux naru-
eHTOB). [leTexuu MOTYT MOSABAATBCA NP THKETON
TPOMOOLUTONEHUH, TPOMOOIUTONATHUH, & TAKXKe
PU «XPYIKOCTU» KOXKU WU TPUEME TJIIOKOKOPTH-
KOM/I0B, 0COOEHHO y MOXKHUJIbIX.

Ilypnypa MoXXeT BO3HUKATh B pe3yJsibTaTe CJIU-
saHUsA netexuil. Cyxas nyprnypa — 3To NypIypa Ha
Koxe. BiiaxkHas nmypnypa — 3TO reMopparuieckue
BOJIJIbIPY Ha CJIM3UCTBIX 060J109Kax (puc. 3). [lyp-
nypa, BbI3BaHHAsi TPOMOOIUTONEHUEN, NI0CKAs
U He GjieiHeeT, 0ObIYHO MOSBJAETCSA HAa y4acTKax
TeJia, oJIBepPramIuxcs caaBaeHuio. [lypmnypa, BbI-
3BaHHas BaCKYJIMTOM, 06bIYHO NaJbIUPYETCS U MO-
>KeT COMPOBOXAThCS 3yZ0M, a eé pacnpocTpaHe-
HUe He OIPaHUYUBAETCS YyYaCTKaMH, OJBepPrako-
LIUXCS CAaBJeHU0. BiaxkHas mypmypa 4daiie Bcero
MPUBOJUT K CEpbE3HBIM KPOBOTEYEHHSIM Y JIIOZEH C
TpoMbGouUTONEeHUueH [7].

CHMHSIK/3KXHUMO3 MPE/ICTABISET COO0M MOAKOXK-
HOe CKOIlJIEHMe KPOBHU, He BO3BbIILIAIOLeecs HaJ,
MOBEPXHOCTBIO KOXKU. CO BpEMeHEM I1BeT MEHSeTCs
OT MyPIYPHO-CUHETO 0 KPACHOBATO-KOPUYHEBOTO
Y 3eJIeHOBATO-KeJITOr0, UTO OTPa)KaeT paclierie-
HUEe reMOrJIo6MHA 10 OUIMBEPAUHA U OUIUPYOH-
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Ha. CUHSIKA 0O6BIYHO CYUTAIOTCS 3HAYUMBIMHU, KOTAA
MX KOJIMYECTBO JOCTUraeT NAThb WU GoJiee, TUOO0
ux pasmep 6osiee 1 cm (puc. 4)'. Ecim akxuMo3bl
NOSIBJSIIOTCS TOJIBKO Ha KUCTAX U NpeJIJieyubsx,
0COGEHHO y MOXUJIBIX JIIOAEH, 3TO MOXKET YKa3bl-
BaTb Ha COJIHEYHYIO Mypnypy (Tak:ke Ha3blBaeMyo
cTapyeckod nypnypo#). KpoMe Toro, CkKJIoHHOCTb K
06pa30BaHUI0 CUHSKOB He SIBJISIETCSI YYBCTBUTEJIb-
HBIM U CHeNUPUIHBIM MPU3HAKOM U MOXET OBITh
NPU3HAKOM TPaBMbl MJM NATOJIOIUU COCYAUCTOMN
CTeHKH, a He UICTUHHOT0 HapylleHUsl CBEPThIBaeMO-
CTH KPOBH.

F'emaTOMa — 3TO CKOIJIEHWE KPOBU BO BHECOCY-
JUCTOM mpoctpaHcTBe. [lofKkokHasA reMaToMa Mo-
KT MPUMOAHUMATb KOXY; TeMaTOMbI B IVIyGOKHUX
TKaHAX (MblIIAX, 3a0pIOIUHHON 06J1acTH) caeay-
eT 3aMo/03pUTh 10 60J1M, CHUXKEHUIO YPOBHS reMo-
IJI06MHA WM CKOIJIEHUIO KUAKOCTH MPU BU3YaJIU-
3auuu. [eMaTOMbI U TeMapTpPO3bl (KPOBOUBJIHUSIHUSA
B CYCTaBbl) XapaKTepHbl AJs Jebunura GaKkTOpoB
CBEpPTHIBAHUS KPOBH.

Knaccudukanus TUIIOB KPOBOTOUUBOCTHU
no 3.C. bapkarany (1975) [1,2]

1. MUKpOLMPKYJSTOPHBIN (IleTeXuaJbHO-ISAT-
HHUCTBIN).

2. leMaTOMHBIH.

3. CMenIaHHBIH.

4. BackyMTHO-NIYPIYPHBIH.

5. AHTMOMAaTO3HbIH.

MUKpOUUPKYJIATOPHBIN (MeTeXuaabHO-ISATHH-
CTbIH, CHHSYKOBbBIM) BOSHUKAET Yallle pU TPoMb0-
[UTOMEHUH, TPOMOOIUTONIATHUH, UHOTIA IPU peJl-
KUX HapylLIeHUsX CBEPThIBAlOIEeN CUCTEMBI (TUIIO-
U 1ucOUOPHUHOTEHEMHUS], HACJeICTBEHHOM JebUITH-
Te pakTopoB cBepThiBaHus X u 11, unoraa VII).

['eMaTOMHBIN THUIIHYEH AJis reMouanuu A u B,
XapaKTepu3yeTcsi BOBHUKHOBEHHUEM 60JIe3HEHHBIX
HaNpSKEHHBIX KPOBOU3JIUSHUUN B MATKHE TKaHHU
Y CyCTaBbl, IOCTENEHHbIM Pa3BUTHEM HapylleHUH
bYHKIMY ONOPHO-ABUTaTeJbHOI0 annapara.

! International Society on Thrombosis and Haemostasis
Bleeding Assessment Tool (ISTH-BAT) Bleeding Score in Normal
Children https://cdn.ymaws.com/www.isth.org/resource/
resmgr/ssc/isthssc_bleeding_assessment.pdf
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PucyHok 5. Hac/eacTBeHHasA TeJleaHTMO3KTa3uUsl
Figure 5. Hereditary telangiectasia
Tabnuua / Table 3
KinnHnyeckue oCO6€HHOCTH Hapymeﬂnﬁ CBE€pPTbIBAEMOCTHU KPOBH
Clinical features of bleeding disorders
XapakTepuCTHKa Jedunut pakTopoB cBepThiBaHUsA | TpoMGOLMTONIEHNH
reMopparu4eckoro WJIM MHTUGUTOPBI GAaKTOPOB CBEP- | WM HapylmeHUsa QyHKIUHA
CUHApOMA ThIBaHUSA TPOMGOLUTOB
N [TopaxkeHue CU3UCTBIX 060J104€eK (pTa,
TeMaTOMBI IJIy60KUX TKaHel (cycTa-
Jlokanusanus ; HOCQ, )KeJy0YHO-KHIIEeYHOr 0 TPaKTa, MO-
BOB, MBIIII] HJIN MATKHX TKaHeH) N
YeBBIBOJSUX Ty Tel, MEHOPPAruH)
[TeTexun Pepxu XapakTepHbI
'emaTOMBI XapakTepHbI Penku
O6bIYHO HEGOJIbIINE MHOXECTBEHHbIE, I10-
BEPXHOCTHBIE;
DKXMMO3bI Yauie 60/b11KEe OJUHOYHbIE
B 3aBUCUMOCTH OT CTEMEeHU TPOMBOIUTOIE-
HUU MOTYT OBbITb 3HAYUTEJTbHBIMHU
[emapTpo3bl XapakTepHBbI /17151 reMOQUINN Penku
OTcpoyeHHass KPOBOTOYHUBOCTb 06bI4HA Penka
EE:BOTequHe 13 MOPE3OB M APA | vy yymanbHoe JliiTenpHOe, YaCTO MHTEHCUBHOE
YpesmepHOe KpOBOTEUEHHE NTPU YacTo BO BpeMsI IPOLeAyPhI; TPH YacTo nposBJsieTcss HeMeAJeHHO, CTeNleHb
XUPYPruyecKoM BMeIIATeNbCTBE nepunute pakropa XIII Bo3MoKHO TSPKECTU BapbUPYETCsI B 3aBUCUMOCTHU OT
WJIM MHBa3UBHBIX [IpoLe/lypax OTCPOYEHHOE KPOBOTEeYEeHUE BbIPaKEHHOCTHU TPOMGOIUTONIEHUU

CMemaHHbIN (MUKPOLUMPKYASATOPHO-TEMATOM-
HbII) pa3BUBaETCA NPH TOHKEIOM JedUIuTe GaKTo-
POB IPOTPOMOGHHOBOTO KOMIJIeKca U ¢pakTopa XIII,
fedunute VII pakropa, BB, I BC-cungpome, nepe-
JIO3UPOBKe aHTUKOATYJITHTOB U TPOMOOJIUTHKOB,
MOSIBJIEHUU B KPOBU UMMYHHbBIX HHTUOUTOPOB dak-
TopoB VIII u IX, xapakTepusyeTcsa coueTaHHUeM Ie-
TeXUaJbHO-MSATHUCTBIX KOXKHBIX TeMOpparuu ¢ oT-
JleJIbHBIMHU GOJIBIIUMU TeMaTOMaMH B 3a6pIOLINH-
HOM IIPOCTPAHCTBE, CTEHKe KUIIeYHUKA. B oTinume
OT reMaTOMHOI'0 THIA KPOBOM3JIUSIHUE B IOJIOCTh
CyCTaBOB BO3HUKaeT KpailHe pe/jko. CUHSKU MOTYT
ObITb OOLIMPHBIMU U 60J1€3HEHHBIMU.

BacKyJUTHO-ypIypHbBIN TN HAGII0AAETCS IpU
UHG}EKIMOHHBIX 1 UMMYHHBIX BACKYJIHUTAX, JIETKO
TpaHcopmupyetcs B IBC-cuHAPOM U xapaKTepu-
3yeTcsl reMopparvueil B BujJie CHMMETPUYHOU MeJi-
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KOTOYEYHOH ChIMU WJIM 3PUTEMbl Ha BOCHAIUTE/b-
HOH OCHOBE, BO3MOXXHBIM NMpHUCOeJUHEHUEM He-
dpUTa ¥ KULIEYHOTO KPOBOTEYEHHUS.
AHrroMaTO3HbIM TUI pa3BHUBAETCS B 30HAX TeJle-
aHTHU9KTa3uU (puc. 5), aHrMOM, apTEPUOBEHO3HBIX
IIYHTOB U XapaKTepHU3yeTcsl YIIOPHbIMHU JIOKAJIbHbI-
MU, CTPOTr0 JIOKaJIN30BaHHBIMH, FTeMOPPAarusiMy, cBsi-
3aHHBIMU C 30HAMU COCYAUCTOU NATOJIOTHU.

TeMopparuyeckoe HapylueHHe NPUOGPeTEHHOE
WJIM HacJIeJCTBeHHoe?

[l oTBeTa Ha 3TOT BONPOC HEOGXOAUMO TO-
JIYYUTb UHPOPMAIMIO 0 CeMeHHOM aHaMHe3e I10-
BbIIIIEHHOW KPOBOTOUYHMBOCTU U O BO3paCTe, B KO-
TOPOM NOSAABUJIMCH KJAWHWYecKue npusHaku ['Cy
nanyeHTa.
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JIEKUMH

PucyHoKk 6. TeMaTOMBI IPH NPHOGPETEHHO! reMOPU/INH y NallUeHTKU M.
Figure 6. Hematomas in acquired hemophilia in patient M.

HekoTopble maniueHTh! 3HAOT O KOHKPETHOM
Jluar"ose, NOCTaBJeHHOM pPOJICTBEHHUKY NepBOU
WJIK BTOPOH CTeleHU POACTBA; APYyTUe MOTYT CO00-
IIUTh O C/Iy4asiX CUJIBHOTO KPOBOTEYEHHUS B CEMbE,
MOTPebOBABIINX XUPYPruieCcKOro BMeIlaTe bCTBA
WJIM NlepesvBaHus KpoBHU [5]. Hanuuue cemeiiHo-
ro aHaMHe3a yBeJIMYMBaeT BepPOSTHOCTb Hac/e/-
CTBEHHOTO HapyllleHUsl CBEPThIBAEMOCTHU KPOBH.
OTcyTcTBUE ceMeHHOTro aHaMHe3a He UCKJIIoYaeT
BEPOSITHOCTb HAC/JAe[CTBEHHOTr0 3a6osieBaHus. Tak,
HanpuMmep, 30-40% mnarueHTOB c reModuaneii A
HMMEIOT 3apOo/ibIIEeBYI0 My TalMI0 de novo, a HEKOTO-
pble ayTOCOMHO-peLIeCCUBHBIE COCTOSIHUSA (TpoMba-
cteHus [aHuMaHa, 6ose3Hb Buinebpanga 2N) He
NPOSIBJISIOTCSA HU Y OJJHOT'O U3 pOAUTEJIEN.

JlMarHocTupoBaTh HACJeACTBEHHOE HAapyLIeHHe
CBEPTHIBAEMOCTH KPOBH MOXHO B JIIOOOM Bo3pac-
Te. Tsxxésble 3a60/ieBaHUs, KaK MPaBUJIO, MaHHU-
decTupyroTcs B I€TCTBE, HO MOTYT OBITh BIIEPBbIE
JMAarHOCTHPOBAHbI U Y B3POCJbIX NALUEHTOB NpHU
JIETKOM TeueHUH 3abosieBaHus. Tak, jiérkas ¢popma
remoduanu wind BB MoxeT HUKaK KJIMHUYECKU He
MPOSIBJASTHCS 0 IePBON TPaBMbl UK XUPYprUye-
CKOr'o BMelllaTe/ bCTBa. HekoToprlie Hac/ieACTBEH-
Hble 3a60/1eBaHUs UMEIOT JONOJHUTE/bHbIEe CUH-
JlpoMoJIoTHYeCcKHe TPU3HAaKK, KOTOpble IOMOTAlOT
MOCTaBUTh AuarHos [1,2,3].

XapakTep Hacle[J0BaHUS TaKKe MOXKeT yKa3bl-
BaTh Ha olpeJeséHHbIN Habop 3a6osieBaHUl. [e-
Moduus A u B HacieayeTcs mo X-cuenieHHOMY
TUIy (MaTepyU-HOCUTEJbHULBI IEPeSA0T 60JIbHbIM
CbIHOBbBSIM, 60JIbHbIE OTIIbl — J04epPsIM-HOCHUTE/Ib-
HUIIaM), 60JIEI0T B OCHOBHOM JIMI]Aa MY>KCKOT'0 11013,
B TO BpeMs Kak 6oJsie3Hb Busie6panja u apyrue
JedunuTel GaKTOPOB CBEPTHIBAHUS HACIEAYIOTCS
10 ayTOCOMHO-PELleCCUBHOMY THIy ¥ MOTYT BCTpe-
YaTbCs KaK y MYy»KYHMH, TaK U y )KeHIIUH [5].

OpHako, MOMHUMO KJlaccuyeckod ¢popMbl reMo-
bunnu, KOTOpou CTpajarT NPeuMylleCTBEHHO
MY>KYUHBI, ¢ MaHHecTanuil 3a6o/ieBaHUs, KaK
MPaBUJIO, B IETCKOM BO3pacTe, reMOUINI0 MOKHO
JUArHOCTUPOBATh U Yy KeHIUH. JKeHIIUH ¢ naTo-
reHHbIM BapuaHToM reHa FVIII wan FIX HaseiBawoT
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06JIMraTHBIMU HOCUTEJIbHULIAMU IeMOPUIINH, OHU
MOTYT OBbITh BbISIBJEHBI IPU aHaJU3€e CEMEWHOro
a"HaMHe3a remModuanu. B kaTeroputo o6JUraTHbIX
HOCHUTEJIbHUIL BXOJAT BCe GUOJIOTUYECKUE J0UepH
oTIa ¢ reMopuareH, Jrobass 6UoJIorudeckasi MaTh
pebenka ¢ reModuaMel, y KOTOPOH eCThb XOTS OBl
OJIMH JIpyTroM 4jieH ceMbU Cc reModuineit (To ecTb
eé 6paT, e/ 10 MAaTepPUHCKOU JIMHUHY, AsAAs, TJ1e-
MSIHHUK WJIM ABOIOPOAHBINA 6paT) UM YIeH CeEMbU
C y?Ke U3BEeCTHBbIM CTAaTyCOM HOCHUTEJbHHUIBI (TO
ecTb eé MaTh, cecTpa, 6abylLIKa 10 MaTepPUHCKON
JIMHUH, TEeTS, IJIEeMsSHHUIA WU IBOIOPOJHAs ce-
cTpa), Jitobast 6uoJsioruyeckast MaThb JAByX U 6oJjiee
neTel ¢ remoduarei. 3a4acTy0 HOCUTENbHUIbI
reMoQUIMU He IPOSABJISIOT CUMITOMOB 3a60JieBa-
HUS$I, TOCKOJIbKY, XOTsl y HUX U €CTb aHOMaJIbHbIH
reH FVIII uau FIX Ha ogHOU K3 X-XpoMoOcCOM, B Jipy-
roii X-xpoMocoMe COJlep>KUTCA HeM3MeHEeHHbIN IeH
FVIII unu FIX, koTopbli, Kak NpaBU/Io, paboTaeT 1
NPOU3BOAUT yPOBHU PaKTOpa Ha HUKHEUN I'paHULle
HOpPMaJIbHOTO Jhana3oHa. TeM He MeHee y omnpeje-
JIEHHOTO MpPOLIEHTA KEeHI[UH-HOCUTEJIbHUL TeMO-
¢unu ypoBeHb akTuBHOCTH dakTopa VIII (FVIII)
unu pakrtopa IX (FIX) saBiaseTca HU3KUM HU3-3a
JlahoHu3anuu (cay4aiHoOro NoAaBJaeHUs OJHOU U3
JIBYX X-XpOMOCOM; TaK»e 3TO Ha3bIBaeTCs «KMHAKTH-
Banuen X-XpoOMOCOMBI»), YTO MOXET BbI3BaThb JIET-
KYI0, CpeIHe-TSDKENYI0 U Aaxe (B peKUX Cay4asx)
TsDKENyo remoduanio. [[pu HaJIMYUU CHMITOMOB
’KEHL[MHAM MOXKeT GbITh [TOCTaBJEeH AuarHos «le-
MoQUIHUS» C ONpeaeéHHON CTENEHbIO TSXKECTH,
TaK e Kak U My»K4YHHaM ¢ reMmoduuei [3].

KpoMe Toro, cyumecTByoT NpUOOGpEeTEHHBIE
dopmbl remoduanu (IITA). [ITA — penkoe 3a60-
JieBaHHUe, MopaXkallee My»KYUH U KEHILUH BCEX
Bo3pacToB. O6bIYHO HAGJIIO/[aeTCsd /Ba MUKA 3a-
6osieBaeMocTH [I'A: oiuH cBsi3aH Cc 6epeMeHHO-
CTbIO, a APYroil — C NOXKUJIBIM Bo3pacToM (cTap-
mie 60 JsieT). [IpuMepHO y OJIOBUHBI NAIIUEHTOB C
[IT'A HaG/1I0JaI0TCSl CONMYTCTBYIOIIME 3a601€BaHUS,
yalle BCero Jpyrue ayToUMMMYyHHble 3a6oJieBa-
HUS UJIM 3JI0Ka4eCTBEHHbIE OMyXoJHd. [IpuMepHO
B 1-5% cayuaes [I'A fuarHoctupyeTcs Bo BpeMs
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6epeMeHHOCTH WUJH B TeuyeHUe 1 roja mocje po-
noB. KpoBoTouuBocTh npu [II'A MoxeT BapbUupo-
BaTbCSl OT OMACHBIX JAJIS )KU3HU KPOBOTEYEHUH 10
HEe3HAaYUTeJbHbIX KPOBOTEYEHHUH HUJIU UX OTCYT-
cTBUA. [logKoXHbIe reMaTOMBbI XapaKTepHbI /1
[ITA, oHM MOTYT GbITh IEPBbIM MPHU3HAKOM 3a60-
JieBaHud [19].

OnucaHue KJIUHUYECKOro cay4dada

[TaumeHnTka M., 31 rog. O6paTuiach B CBA3U C
NOSIBJIEHUEM CHHSIKOB Ha HOTax (6e3 MpUYHHbBI), Ha
pyKax — OT HampsiXKeHUs pyK IpU yOOpKe UJIH NPU-
FOTOBJIEHUH IUILMY B TedeHHe nocaeHux 10 gHeM.
[locsie MBIThSI OKOH MOSIBUJIaCh reMaToMa U OTEY-
HOCTb B 06J1aCTH JIEBOTO IJIeYa U NMpeJIiedbs (puc.
6), B CBSI3U C BbIpa)KeHHBIM 60J1€BbIM CUHJPOM NpH-
HUMaJla lapaneTaMoJl B TeueHue JByX JHEH.

2,5 Mecsilla Ha3a/, eCTeCTBEHHbIe PO/ibl, IEPBEIE,
Ha cpoke 38 HeJieJib, 6€3 0CJ0KHEeHUH. U3 comyT-
CTBYIOLIMX 3200/1€BAHUNA — XPOHUYECKUH racTpUT.
B anamHe3e nposiBieHuil I'C y nayueHTKH, a Tak-
»Ke O1MXKaUIIUX POJICTBEHHUKOB He ObLI0; JieKap-
CTBEHHBIX NIpenapaToB, KpoMe NapaleTaMoJia, He
nprHuMaet. [Ipu JeTasbHOM paccrpoce 10 IIKaae
ISTH/SSC BAT oueHka 8 6a/i0oB (HopMa JJisl JKeH-
1MH — MeHee 6). TakuM 06pa3oM, Ha OCHOBaHUHU
HW3y4YyeHUs JaHHbIX aHaMHe3a U 060'bEKTUBHOTIO OC-
MOTpa, y NallMeHTKU 3aMo03peH0 NPUOOpeTEH-
Hoe 3a6o0JsieBaHHe CBepThIBAIOLEN CUCTEMBI KPO-
BU C FeMaTOMHbBIM TUIIOM KPOBOTOYHBOCTH, 6oJiee
XapaKTepHbIM JJis1 AePeKTOB KOaryJasiiuOHHOTO
(BTOpHuHOro) remocrasa. I[IpescraBieHsl pe3yb-
TaThl aHanu30B. B OAK npusHaku runoxpoMHou
MUKPOLUTAPHON aHEMUHU JIETKOU CTeleHU: reMo-
mo6uH — 117 r/a, aputpountsbl — 4,2x10*12/1,
MCV 78, MCH MCHC, neiikouutbl — 4,9x10%*9/1,
TpoM6GoUuThl — 189x10*9/s1. B koarysorpamme
BbIpaxkeHHOe yayiuHeHue AIITB: AIITB — 117,2 cek.
(Hopma — 25,4-36,9), pe3y/bTaT NPOBEPEH [ BAXK-
Ibl, IpoTpoM6uHOBOe BpeMsa — 10,7 cek (HOp-
Ma — 10-13,2 cek), nporpoM6uH 1o KBuky — 93%
(Hopma — 80-133%), dubpunoren — 4,3 (Hopma
2-4 r/n), TpoMm6uHOBOE BpeMs — 13,8 cek. (HOp-
Ma — 10,3-16,6).

C y4éTOoM THNA KPOBOTOYHMBOCTH, YAJIHUHEHUS
AIITB, xapakTepusyouiero BHyTpeHHUM Ny Thb CBEP-
ThIBaHUs KPOBU, PEKOMEH/I0BAHO oMpeJiesieH e aK-
TuBHOCTH dpakTopoB VIII, IX, XI, npoBeseHre TecTa
CMelllUBaHUs, olpe/ieieHhe HHIHOUTOPOB paKkTopa
VIII, IX. BoiiB/1eHO BhIpa)KeHHO€E CHUXKEHUe aKTUB-
HoctH VIII paktopa — 1% (HopMa — 50-150%),
ypoBeHb GakTopoB X, XI, B npejiesiax HOpMaIbHBIX
3HayeHU#. UHruouTop ¢akrtopa VIII coctaBua 12
en. berecaa/mia (Hopma — 0-0.6). Takum o6pasom,
o pe3y/JbTaTaM HNPOBEAEHHOT0 00CJeJOBAHUS
nayguveHTKe ycTaHOBJIeH Auaruo3s «llociepogoBas
Npro6GpeTéHHAsA reMOPUIUA».
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Kakmue TecTbl Hy»KHO BbIIOJTHUTD
U KaK UX HHTEepNpPeTUpPoOBaTh?

OCHOBHBIMU CKPUHUHTOBBIMH T€CTaMH Y MalU-
€HTOB C Ipe/ioJjlaraeMblM aHaMHe30M MOBbIIIEH-
HOM KPOBOTOUYUBOCTHU SIBJSIIOTCS aKTUBUPOBAHHOE
YacTU4YHOe TpoMboracTuHoBoe BpeMsi (AUTB),
npotrpoM6uHoBoe BpeMs ([1B), kosimyecTBO TpOM-
601MTOB. Pe3y/ibTaThl 3TUX TECTOB MO3BOJISIOT CY-
3UTh NPOCTPAHCTBO AUATHOCTUYECKOrO MOMCKA
Y BbIOpATh JajbHelllie MeTO/ bl UCCAeL0BaHUSA
[1,2,3,20].

Yarie Bcero BCTpeyaroTCsl CleAyiolie U3MeHe-
HUS:

Yonunenue AYTB y nayjUeHTOB C TOBBILIEHHOU
KPOBOTOYMBOCTBIO MOXET ObITh NPHU JePULUTE
$aKTOpOB BHYTPEHHEr0 NYTHU CBEPTHIBAHUS KPO-
Bu VIII, IX u XI. HacneactBeHHbIN nedunut dak-
TopoB VIII unu IX cBUAeTeNnbCTBYEeT 0 HAJTUYUU
remopusuu A uau B. lepunut dakropa XI co-
NPOBOXK/AeTCsl pa3JIMUHbIMU TUIIAaMHU KPOBOTO-
YUBOCTH, YaCTO CBSI3aH C MOCJeoNnepatuoOHHbIM
KpoBoTeueHHeM. [I[puobpeTéHHbIE HHTUOUTOPHI
baKkTOpoB 6yAYT NPOABAATHCS BHE3ANHbIM Hava-
JioM KpoBoTeuyeHus. Pegko yanuHenue AUTB Ha-
6JsirogjaeTcs npy BB nmpu cHwkeHWU ypoBHSA dak-
Topa VIII Huxke 30%. Y mauueHTOB 6€3 remMmoppa-
rHYECKUX NMPOSIBJIEHUN B aHaMHe3e JU60 C UCTO-
puelt TpoM6030B noBbilieHHe AYTB MoxeT 6bITh
CBSI3aHO C NPUCYTCTBUEM BOJYAaHOYHOI'0 aHTUKO-
aryJissHTa U TpebyeT UCKJI0YeHUs1 aHTudocdou-
nuJHOTOo cuHApoMma. Jlepunut pakropa XII Takke
MOXET CONpPOBOXKAaThcA yaauHeHueM AUTB 6e3
KJIMHUYECKUX MPOSIBJIEHUHN MOBBIIIEHHON KPOBO-
TOYUBOCTH.

Yanuuenue [IB xapakTepHoO /151 ©U30JIMPOBaH-
Horo gedunura ¢pakropa VII. [lag agekBaTHOTO
reMocTasa TpebyeTrcs ypoBeHb paktopa VII Bcero
5-10%, noaToMy He3HayUTeJbHOE yAauHeHUe [1B
JIM60 MOBBILLIEHHE MEX/AYHAPOAHOTO HOPMaJIU30-
BaHHoro otHoueHus (MHO) (meHee 3) peako co-
npoBoxaatorcs I'C.

Ynnunenue 1B u AYTB BcTpevaeTcsa npu co-
yeTaHHOM iepuniTe GAaKTOPOB BHEIIHETO U BHY-
TpPEeHHEero JIM60 CHKEeHUH aKTUBHOCTU PaKTOpPOB
006LIero NyTU CBEPTHIBAHUS KPOBU. XapaKTEpPHO
aJs1 peakux neduniutoB pakropoB X, V u Il. Bosee
4acTbIMU NPUYUHAMU YAJUHeHUs Kak [IB, Tak u
AUYTB aBasiioTcsa 3abosieBaHus nedyenu, [IBC cuH-
JIpoM.

CHM)XKeHHe KOJIMYeCTBA TPOMOOIIUTOB HEOOXO-
JAYMMO NpoBOAUTH AuddepeHLMaJbHYI0 JUATHO-
cTuky Mexay UTIl u BTOpUYHBIMU TPOMOOLIUTO-
neHusMu. [emopparudeckue NposiBJeHUsI MUKPO-
LUPKYJASATOPHOTO TUIA NPU HOPMaJIbHOM 4YHCJIE
TPOMGOIUTOB B epupepudeckod KpoBU TPEGYIOT
BBINIOJIHEHUS TECTOB, XapaKTePU3YIOILUX GYHKIUIO
TPOMOOILMTOB.
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JIEKLiHN

B 3aBUCUMOCTH OT pe3yJbTaTOB CKPUHUHTOBBIX
TeCTOB HAa3HAYAIOTCS JOMOJHUTE/bHbIE UCCIEe/0-
BaHMUSsl, HallpUMep, aKTUBHOCTb PaKTOPOB CBEPTHI-
BaHUsl KPOBH, aHTUTeHbl paKTOPOB, UCCIEOBAaHUE
(YHKLIMU TPOMOOLMTOB, UHTETPabHbIE TECTHI U T.[.

HopMasibHble pe3yabTaThl UCCAeJ0BaHUS Ha
Ha4yaJIbHOM 3Talle MOTYT UCKJIIOUYUTh MHOXECTBO
HapyllleHUu# cBepThiBaeMocTH. OJHAKO 3TO He OT-
HOCUTCS K 60J1e3HU Busne6paHa, koTopas ABJS-
eTcsl 3a6oJieBaHMeM, IPU KOTOPOM JepuuuT dpak-
Topa VIII yacTo oka3spiBaeTcA HeLOCTATOYHBIM [
npogsienus AYTB. [laieHTOB ¢ HOpMaJIbHBIMHU pe-
3yJIbTaTaMU NePBUYHBIX UCCAEOBAHUN U C HAJIU-
YyHeM CUMIITOMOB WJIM MPU3HAKOB KPOBOTEYEHHUS U
OTSTOLEHHBIM CeEMEeHHBIM aHAaMHE30M HY>KHO 00-
ciaenoBaThk Ha BB ¢ momoubio onpesiesieHUs aHTHU-
reHa ¢aktopa ¢oH Busnebpanzaa (PB) B miasme,
PUCTOLLETUH-KODAKTOPHON aKTUBHOCTU (Hempsi-
Mo# TecT pyHkuuu ®B), Tuna mysbruMmepa ®B u
ypoBHe# ¢pakTtopa VIII [1,2,3,20].

[IpoBogs auddepeHUANBHYIO AUATHOCTUKY
Bpa4yy HEOOXOAMMO MOMHUTDb O Pa3JIMUHbIX IPHUYHU-
Hax ['C 1 uck/r04aTh NpU HAJIMYUK COOTBETCTBYIO-
el CHMIITOMAaTUKU TaKUe COCTOSIHUSA, KaK reMop-
paruyeckasi JUX0paZKa ¢ IOYeYHbIM CUHAPOMOM,
reMopparu4yeckue JUXOPaJAKU APYTrod 3TUOJIOTUH,
JIENTOCIUPO3, CBIMHOU TU(, IIoMepy/IOHeDPUT, Te-

Mopparm4ecKuil BacKyJIUT, IPUILI, CENCUC, YPeMHU-
yeCcKUW CHHJpPOM U T.J. Hann4yue JONOTHUTENbHBIX
CUMIITOMOB IIpX OCMOTpe, HanpuMep, TUMMPoaZeHo-
NaTHUU WM CIJIEHOMETauM, MOXeT NIOMOYb yCTa-
HOBUTD [JMAarHO3, CONPOBOXAAOIINNACA KIUMHUKON
NOBBIIIEHHON KPOBOTOYMBOCTU. OYeHb BaXKHBIM
ABJISIETCS YTOYHEHHe JIeKapCTBEHHOI'0 aHaMHe3a, a
MMEHHO NPHUEM aHTUKOAry/IAHTOB, aHTHArperaHToB
JIM60 pyrux npenapaTos, BJUAOLIUX Ha CBepThIBa-
IOLLYI0 CUCTEMY KPOBH, B TOM 4YHCJI€ PACTUTENbHBIX
IpenapaToB ¥ OMOJIOTMYeCKH aKTUBHBIX [00aBOK.

Heo6xo MO NOMHUTD, YTO HapylleHUs CUCTe-
MBI reMocTa3a (TpoM603bl, KPOBOTEYEHHUS U JHUcce-
MHUHUPOBaHHOE BHYTPHCOCYJMCTOE CBepPThIBaHUE)
UTpaIOT BaXKHYI0 POJIb B TAaHATOTeHe3e (ABJISITCA
NPUYUHON CMePTHU) NPU CaMbIX Pa3HbIX XUPYPIu-
YeCKHUX U TepalleBTUYeCKUX 3aboJsieBaHUAX. Kiu-
HULUCTY OTBOAUTCS BaXkKHasA PoJib B JUATHOCTHKE
U JledeHHUH, 4YTO TpebyeT 3HAaHUS COBPEMEHHBIX pY-
KOBO/ICTB, KJIMHUYECKHUX peKOMeHalui, HHCTPYK-
UM, CTaHAApPTOB U APYTUX perjiaMeHTUPYIOLHUX
JlOKyMeHTOB [1,2,3].

duHaHcupogaHue. ViccneoBaHde He UMeJO
CIIOHCOPCKOU MOJIePXKKH.

KoHdarukm unmepecos. ABTOpPHI 3asIBJSIOT 00
OTCYyTCTBHUH KOH(I)J'II/IKTa HHTEpPECOB.
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