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AHHOTAIUA

DTO HCClIeI0BaHUE MPECTABISIET CO00M 0OHOBJICHHBIN 0030p KIMHUYECKUX
U DIUJICMHOJOTHYECKUX aCIeKTOB TeMOPPAarudecKoro auare3a ¢ YACICHHEM
0c000ro BHUMaHHS Ja0OPATOPHON NUArHOCTUKE M TEPANeBTHUECKUM METOJaM.
['emopparmueckuid aMare3 BKIIOYAET MIUPOKYIO TPYIITy HACICACTBEHHBIX WU
NpUOOPETCHHBIX HAPYIICHUH CBEPTHIBAEMOCTH KPOBH, XapaKTEPHU3YIOIIUXCS
MOBBINICHHON CKJIOHHOCTBIO K KPOBOTEUECHHSIM BCIIEJCTBUE NHcCOaIaHca CUCTEMBI
remocrtasa. MccnenoBanue coCpeioTOUEeHO Ha TMOJXO0JaX K paHHEH NHarHOCTHKE,
7a00paTOPHBIX MapKepax W aJrOpUTMax JICUCHUs, HANPaBICHHBIX HA YITydIICHUE
KOHTpoJisi Haja 3abosieBaHueM. (Ocoboe BHUMAHHE YACNSETCS COYETAHUIO
KIIMHAYECKON OIICHKH, JJAOOPATOPHBIX JAHHBIX M COBPEMEHHBIX TEPANEeBTUUYECKUX
MPaKTUK JJIs YJIYYIICHHWs pPe3yJbTaTOB JICUCHHS TAIlUCHTOB W YMCHBIICHHUS
OCJIOKHEHUN.

KiroueBble cjioBa: TeHETHYECKAs TIPEIPACIIONIOKEHHOCTD, TPUOOPETCHHBIC
HApYIICHUS, TOMYJIAIMOHHBIE  HCCIEAOBaHUS, TreMOGWINSA,  JTUCHYHKIIHS
reMocTa3a, KacKaJl CBEpPTBIBAHHS KPOBU, CKIOHHOCTh K KPOBOTCUCHUSIM,
reMOPparuuecKuii uaTe3, HApYIICHHUS CBEPTHIBAGMOCTH KPOBH, KIMHUYECKUN
CJIy4aid, TMarHOCTHKA, JICUCHUE.
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ANNOTATION

This study presents an updated review of the clinical and epidemiological
aspects of hemorrhagic diathesis, with a particular emphasis on laboratory
diagnostics and treatment methods. Hemorrhagic diathesis includes a wide group
of hereditary and acquired disorders of blood clotting, characterized by an
increased tendency to bleed due to the imbalance of the hemostasis system. The
study focuses on approaches to early diagnosis, laboratory markers, and treatment
algorithms aimed at improving disease control. Special attention is paid to
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combining clinical assessment, laboratory data, and modern therapeutic practices
to improve patient treatment outcomes and reduce complications.

Keywords: genetic predisposition, acquired disorders, population studies,
hemophilia, hemostasis dysfunction, blood clotting cascade, tendency to bleed,
hemorrhagic diathesis, blood clotting disorders, clinical case, diagnosis, treatment.
BBEJIEHUE

['emopparuyeckuit nuate3 (ot rpedeckoro haimorrhagikos — “cCkioHHBIN K
KpoBoTeueHusm”, u diathesis - “BocnpuMMuYMBOCTB”) MpeNCTaBIseT COOOi
NaTOJIOTUYECKOE COCTOSHUE, XapaKTEPU3YIOLIEecss aHOMAIIbHBIM UJIU Ype3MEPHBIM
KPOBOTEUEHHUEM H3-32 HAPYIICHWM B MEXaHU3ME reMocTaza. Takue COCTOSHHS
MOTYT BO3HHMKATh W3-32 HAPYIICHWH IIEJIOCTHOCTH COCYJOB, (YHKIIMH
TpOMOOIIUTOB, (PAKTOPOB CBEPTHIBAHUA IUIa3Mbl WK (PUOPUHOIUTUYECKHUX
MIPOILIECCOB.

OT1o 3a00neBaHUE MOXET OBITh HACJICJACTBEHHBIM WJIH MPUOOPETCHHBIM M
BCTPEYAEeTCSI BO BCEM  MHPE CO  3HAUMTEIBHBIMH  Pa3IUYUsIMH B
pacnpoctpaHeHHOCTH.  CBOEBpEMEHHOE  paclo3HAaBaHHE, OCHOBAaHHOE  Ha
noJpoOHOM  aHaMmHe3e, KIMHUYECKOM  OOCIeOBaHMM H  JIaOOPATOPHBIX
WCCJICIOBAHMSX, TMO-TIPSKHEMY HMMEET BaXKHOE 3HAYCHHE I MUHUMH3AIUU
3a0oneBaeMoCcTH U cMepTHOCTH. COBpEMEHHOE BEJCHUE IMAlMEHTOB JAENaeT yIop
Ha MHAMBUAYATBHYIO TEpanuio, GOKYCUPYSICh Ha YCTPAHCHUH OCHOBHOM NIPUYWHBI,
HOpManu3aluu (PaKTOpOB CBEPTHIBAHUS KPOBU U MPEIOTBPAILICHUM MOBTOPHBIX
AIU307I0B KPOBOTECUEHUH.

MATEPUAJIBI U METOJbI

Oro wuccineoBaHHE OBUIO TMPOBEACHO B BHJIE BCEOOBEMIIIOLIETO
OMHCATEIFHOTO W AaHAJIMTHYECKOro 0030pa, OCHOBAaHHOTO Ha KJIMHHYECKHUX
HAONIOACHUAX, MEAWIIMHCKAX 3aluCIX W PEHEH3UPYEMBIX MyOIHKaIUsX,
CBS3aHHBIX C TeMOpparuv4eckuM pauarte3oMm. llemb cocTtossia B TOM, YTOOBI
OTIPENICNUTh DSIUIEMUOJIOTHIECKOE PaCIpOCTpaHEHUE, NPUIUHHBIE (DAKTOPHI,
JTUATHOCTUYECKUE KPUTCPUU U JICUCHUE

Jlarnbie ObUTH cOOpaHBI HA OCHOBE CIIEAYIOIETO:

° Hayunbsie 0a3pl ganHbIX, Takue kak PubMed, ScienceDirect u
SpringerLink;

o Odunmansubie pekomeHaauuu BcemupHoil (enepauuu remMopuinu
(WFH) u Bcemupnoii opranuzanuu 3apaBooxpanenus (BO3);

o Otuetsl BecemupHOTro peructpa HapylIeHHM CBEPTHIBAEMOCTH KPOBH
(2022-2023);

Knuanyeckne nmaHHblE, COOpaHHBIE TIO IOJO3PHUTEIBHBIM  CIydasM,

HaOroaeMbIM B byxapckoM rocy1apcTBEeHHOM MEIUIIMHCKOM HHCTHTYTE.
Jlua, y KOTOpBIX JAMArHOCTUPOBAHBI WM ITOJ03PEBAIOTCS HACIICICTBCHHBIC
(manpumep, remoduiiua A/B, 6one3np Bunebpanna ¢oH) win npuoOpeTeHHbIE
(manpumep, JIBC-cuHapoMm, mnedyeHO4YHass HEAOCTAaTOYHOCTb) T'eMOpparnyeckue
COCTOSIHHUSI.
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HccnenoBanus, ONUCHIBAIONUE METOAbLI AuarHoctuku, Bxiaouas PT, aPTT,
CBC u ananu3bl GakTOpOB CBEPTHIBAHMS KPOBH.

HccnenoBanuii, olieHWBas COBPEMEHHBIE CIIOCOOBI JICUEHHS, Takue Kak
JlecmonpeccuH  Tepanud, AaHTU(QPUOPUHOIMTHKOB, M U3 IUIa3Mbl KpOBH,
KOHIICHTPATOB ()aKTOPOB.

JIist BBISIBJIEHUS AMArHOCTUYECKUX TEHIECHUUN M 3()PEKTUBHOCTU JIEUEHUS
ObUIM  MPUMEHEHbl KAueCTBEHHBbIM CHUHTE3 M  CpaBHUTEIbHAs  OLECHKA.
KonuuecTBeHHbIe NaHHbIE OBUIM TMPEJCTaBICHbl B MPOLIEHTHOM (opme, YTOOBI
MPOWJUTIOCTPUPOBATh  PACHPENCIICHUE CIIy4aeB [0 JTHOJIOTUM U TSAKECTH.
OTHUYeCKHe MPUHIUIBI U PEKOMEHIAIUU 10 KOH(MUIECHIIMATLHOCTH COOMIOIANINCH
B COOTBETCTBUM €O craHgapramu Komwurera mno 3tuke byxapckoro
roCyAapCTBEHHOTO MEIUIIMHCKOTO HHCTUTYTA.

HEJb UCCJIEJOBAHUA

24-neTHUN TAMEHT MYKCKOTO I0Jla TOCTyHNHJI B OOJNBHUIYY CO
CHOHTAHHBIMA  KPOBONOJATEKAMH,  JUIMTEIbHBIM  KPOBOTEUYEHHEM  IIOCIE
HE3HAYUTEIBHBIX MOPE30B U KPOBOTOYMBOCTHIO JIECEH. B ceMEeMHOM aHamHese y
HEro He ObUIO HapyLIEHUM cBepThIBaeMOCTH KpoBH. DusukanbHoe o0cieaoBaHue
BBISIBWJIO TIETEXUHM U YMEPEHHYIO aHeMuio. JlabopaTtopHble pe3yiabTaThl MOKa3aau
nposonrupoBanHoe a4YTB (58 cexynn), HopmanbHyto [IT U HU3KYIO aKTUBHOCTb
daxropa VIII (18%). beur mocTaBieH auarHo3 JIETKOW cTereHu reMopuiauu A.
[TanmmenTtky neunnu aecmomnpeccuHoM (DDAVP) u TpaHekcamMOBOM KHCIOTOM.
CuMNTOMBI KPOBOTEUEHMS YJIYUIIMINCh B TeUeHHE 48 4acoB, a MOCIEAYIOIIHE
TECThl MOKAa3aJIM HOPMAJIM3ALHMI0 [1apaMeTPOB CBEPThIBaHMUA KpoBH. IlanmeHtam
ObUIO Pa3bSICHEHO O MPO(PUIAKTUYECKHMX Mepax M BaXXHOCTU NPEIOTBpAIICHMS
TPaBM.

PE3YJBbTATBI U OBCYXKXIAEHUE

OO6001IeHHbIE JaHHBIE [OKa3aJd, YTO HACJIEACTBEHHBbIC HapyLICHUS
CBEPTHIBAEMOCTH KPOBH COCTABJISIIOT OCHOBHYIO JIOJIIO CIIy4aeB reMOpPparuueckoro
nuatesza. CornacHo aHanuzy, remopunus A u B BMecTe coctaBisuid okosio 35%,
3a Hel ciepoBanu Oone3nbBumnedbpanaa (25%), npuobperennsiii JIBC-cunapom
(20%), anomanuu pa3Butusi TpoMOouuToB (12%) U cocyauctsie ManbhopMaluu

o
(8 A)) Distribution of Hemorrhagic Diathesis Types
My>K4uHBI

Vascular Anomalies

ObLIH

Platelet Disorders
Hemophilia A/B

35.0%

DIC (Acquired Form)

25.0%

Von Willebrand Disease
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MIPEUMYIIIECTBEHHO TMOABEPKEHBI HACJIEACTBEHHBIM (opMaM, B TO BpeMs Kak
KCHIIMHBI W B3pPOCIbIE C TATOJOTHSMH TICYCHHW, WHQPEKIMOHHBIMU WIJIH
MEANKAMEHTO3HO-MHAYIIUPOBAHHBIMUA TATOJIOTUAMU JIEMOHCTPHPOBAIU OoJiee
BBICOKHE TIOKa3aTelu NpUOOpPETeHHbIX HapyleHud. Panusas maGopaTopHas
JIMarHOCTUKa, 0coOeHHO ¢ wucnosnb3oBanueM [IT, AUTB, koHueHTpanuu
¢ubpuHoreHa u ypoBHeW D-mumepa, chirpana >KM3HEHHO BaXKHYIO pOJIb B
BBISIBJICHUN CKPBITHIX JI€(EKTOB CBEPTHIBAaHUS KPOBH.

DT pe3ynbTaThl COTJIACYIOTCS C TJIOOATbHBIMA TeMaTOJOTHYECKUMHU
JTAaHHBIMU, TIpeJcTaBIeHHBIMU BeemupHoit denepanuein remodrmmu (2023). Xots
remouins ~ ocTtaerca  Haubojee  PACHpPOCTPAHEHHBIM  HACIEJCTBEHHBIM
3a00JIeBaHUEM CBEPTHIBAEMOCTH KpOBHU, 00Je3Hb BuebOpanma yacto ocraercs
HE3aMEUYeHHOHN H3-3a €€ pa3HOOOpa3HbIX MPOSBIECHUN U OTPAaHUUYEHHOTO JOCTYIA K
CHEIUATN3UPOBAHHBIM YUPEIKICHUSM ISl TECTUPOBAHUS.

Craructuyecknii aHanmu3 60 MalMEHTOB C TEeMOPParuyecKuM JUaTe3oM
nokasai, uto y 35% Obuta remodpunua A wiu B, y 25% - 6onesnsBunnedpanna, y
20% - npuodOperennbiii [IBC-cunapom, y 12% -HapyumieHus (QyHKUHMH
TpoMOOIIUTOB U Y 8% - COCYIHUCThIE aHOMAIUU. BONBIIMHCTBO HACIEIACTBEHHBIX
clly4aeB ObLTH MY>KCKOTO T0JIa, B TO BpeMs Kak IPUOOpETEHHBIC HAPYIIICHUS Yallle
BCTPEUAINCh Y B3POCHBIX C 3a00JEBAaHUSMHU TI€YEHH WU CUCTEMHBIMHU
uHpekusamu. Pannee naboparopnoe tectupoBanue (PT, allTB, ¢ubpunoren, D-
IUMEpP) UMEJOo pelaroliee 3HadeHue it auddepeHnnanbHol TUarHOCTHKY.
KoMOunupoBanHasi Tepanusi C HCIOJIb30BAHMEM KOHIICHTPATOB (HaKTOPOB,
JIECMOTIPECCUHa U aHTU(PUOPUHOIUTUKOB  oOKa3zanach J(PHEKTUBHON s
OOJBIITMHCTBA MAIMEHTOB.

Taoauna 1. Pacnpeaesienne nauueHToOB M0 3THOJOTHH TeMOPPAru4ecKoro

auaTesa.

Tun B Oecniopsiike quCcaa OT NAIMEeHTOB npoueHt (%)

remounus A/b 21 35%

Buinebpanna 6o5e3Hb 15 25%

npuobpenu OITK 12 20%

TPOMOOITUTOB 7 12%

paccTpoiicTBa

COCYAMCTOMN NaTOJIOTUU 5 8%

[TpunoOperenusie hopmbl, ocobenHo [IBC-cunapom, yacto ObUIN CBA3aHBI C

CETICUCOM, nucyHKIpen I€YECHU U CUCTEMHBIM BOCITAJICHUEM.

TpoMOonmTONIeHHsT W XPYHKOCTh CTEHOK COCYJIOB, HAOJIOJaeMble Yy JTHUX
NAIUEHTOB, JIOMOJIHUTEIBHO TOJATBEP)KAAOT  CIIOKHBIM, MHOTO()AKTOPHBIH
MaTOreHe3 KPOBOTOYAIIIETO JUaTe3a.

C TepanmeBTUYECKOW TOYKH 3pEHHUs Jl0Ka3ana CBOWO 3(P(HEKTUBHOCTH
KoMOuMHaIusi (aKkTo3aMecTUTeNIbHOM Tepanuu, jaecmorpeccuHa (DDAVP) u
anTuuOpuHOTUTHYECKUX cpencTB. [Ipuem nob6aBok Butamuua K Obul mone3eH B
CiIy4asiX, CBSI3aHHBIX C JACPUIIMTOM, a TpoduiIakTHUYecKoe BBeAcHHE (aKTopa
nepes1 onepanyel 3HaAYUTEIbHO CHIDKAIO PUCK reMopparuu. MHTerpanus paHHero
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CKpUHUHTAa W OOy4YeHHUs TMalMeHTOB MOXET CYIIECTBEHHO  YIIYYIIHTh
JOJITOCPOYHBIE PE3YJIbTATHI.
3AKJIIOYEHUE

['emopparnyeckuii nuatre3 MPeACTaBISIET COO0M TE€TEePOreHHYI0 TpyHILy
3a00IeBaHUH, BBI3BAHHBIX PA3JIMYHBIMH BPOXKJICHHBIMA W TMPUOOPETEHHBIMHU
nedekTaMu cUcTeMbl remMoctaza. CBOEBpeMEHHas MarHOCTHKAa U BCECTOPOHHEE
nabopatopHoe 00CeIOBAaHUE UMEIOT pellaloliee 3HauYeHUe JIJIsl IPeJoTBpaIleHuUs
TSDKEJIBIX MU30/10B KPOBOTEUEHUS U CBA3AHHBIX C HUM OCIIOKHEHHH.

VYcnemHoe BejeHue TpeOyeT MHIMBHUIYAIbHOTO TMOJIX0JA, BKIIIOUYAIOIIETO
KOHTPOJb  CHMIITOMOB,  IEJICHANPABICHHYIO  KOPPEKIHI0  (QakTopoB |
npouIakTHUEeCKUEe  CTpaTerud. YCHIEHHWE TOIMYJSIMOHHOTO  CKPUHUHTA,
VIIY4IICHHE JTUArHOCTUYECKOW HHGPPACTPYKTYpPhl M TOBBIINICHHE KIMHUYECKOU
OCBEJIOMJICHHOCTH OyAyT CHOCOOCTBOBaTh CHHKEHHIO TIJIO0AIBbHOIO OpeMeHHU
reMopparndeckux 3a00IeBaHuM.
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