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BBeaenue.

TpomMOorTONaTHs - HAPYIIEHNE CUCTEMBI TeMOCTa3a, B OCHOBE KOTOPOTO JIeKAT
Ka4ueCTBEHHBIN JeDeKT U TUCPYHKIIHS TPOMOOIUTOB.

[ToBbIlIEHHAS] KPOBOTOUMBOCTH SIBJISIETCSI OJTHOM M3 HanboJiee YacThIX MPUUKH
oOpatieHus aeteil k remarosory. ['emopparuueckuii CHHAPOM IIPU 3TOM MOXKET
OBITh KaK CHMIITOMOM CHUCTEMHOT'O 3a00JIEeBaHUSI KPOBH, TaK U MPOSBICHUEM
KOHKPETHOT'O HapyIIEHHUs B CBEPTHIBAIOIIEH cucTeMe KpoBU. B mociennem ciydae
MOBBINICHHAS] KPOBOTOUYUBOCTHh MOXKET OBITH OOYCIIOBIIEHA KaK HAPYIICHUSIMU
TJIa3MEHHOTO (Hampumep, reMopuIns ), TPOMOOITUTAPHOTO (HATIpUMED,
TpombOacTeHust [ maniMana, TpOMOOIIMTONIEHUN ) UJTK COCYAUCTOTO (HarmpuMmep,
cunapom Kazabaxa—MeppuTa) 3B€HbEB CUCTEMBI T€MOCTa3a, TaK U COYCTAHHBIMH
HapyweHussMu (6ose3nb BumneOpanaa, cunapom CkoTTa).

Jlmaraoctrka HapyIICHUH MJIa3MEHHOTO 3BEHAa reMOCTa3a B OOJIBITMHCTBE CITy4acB
HE MPEJCTABIISIET CIIOAKHOCTEN, B TO BPEMSI KaK BBISIBIICHHE r€MOPParu4eckux
TpOMOOLMTONATHI Y AETEH 10 CUX MO SBIISIETCS MPOOIEMATUUHBIM J1JIs
OOJBIITMHCTBA MEUITMHCKHUX YUPEKICHUIM HE TOJIBKO B HAIIIEH CTpaHe, HO U 3a
pyoexom.

Tpomoountsl. CTpoeHne u QyHKIUM.

TpoMOOIMTHI — camMble MENTKHE KIETKU KPOBH (2—4 MKM), KOTOPBIE YYaCTBYIOT B
reMOoCTa3e, BOCTIAJICHUH, PEMOICTTUPOBAHNY TKAaHEH U 3a)KUBJICHUU PaH.
Onu 00pa3yroTcs B KpaCHOM KOCTHOM MO3T€ OTITHYPOBBIBAHUEM y9acTKa
IIUTOTUIa3MbI C MEMOPAHOU OT MErakapuoIMuTOB. TPOMOOIIUTEI HE UMEIOT SApa, HO
COJIEpIKaT CIOXKHYIO CUCTEMY opraHel. K HUM OTHOCSITCSI CeKpPETOPHBIE TPaHYIIbI,
JN30COMBI, MUKPOTPYOOUKH, MUKPOPUIAMEHTBI, MUTOXOHAPUU. Tak:ke BHYTpH
TpOMOOIUTA HAXOJUTCSI OTKPHITAs KAHAIUKYJISIPHASI CHCTEMa KaHAJIbIIEB,
TTPOHMU3BIBAIONIAS €TI0 HACKBO3b.
CymiectByeT 3 TUIA CEKPETOPHBIX IPAHY, KOTOPBIE OTIIMYAIOTCS 110 KOJIMYECTBY,
BHYTPEHHEMY COACPKUMOMY B PyHKIHAM. KaxkIb1ii TPOMOOIIUT COAEPKUT OKOJIO
70 a-rpaHysl, B KOTOPBIX OMPEAEIISIOTCS MOJIEKYJIbl a[Ir€31H, TaKue KaK

e P-cenextuH, IUTOKUHBI, (AKTOPBI KOATYIAIHMH U (pruOprHOIM3a,

e (axTopsl pocta (TpomOoLUTapHEIN PakTop pocta (PDGF),

e Tpanchopmupytoumit pakrop pocra B (TGF-p),

e (daxkrop pocrta sunorenus cocynos (VEGF),

e (axrop pocra snutenus (EGF),

e (dakrtop pocra pudbpodaacros (FGF),

e uHCynuHONOA00HKIHN dakTop pocta (IGF).



[1noTHBIX, UK d-rpaHyJ1, Topa3ao MeHsble (3—8 Ha TpombouuT). OHM coziepxKaT
MaJible MOJIEKYJIbI, TAKHE KaK Kaiblnii, anenosunaudpocdat (AAD),
afaeHo3uHTpudocdar, cepoToHuH u nupodocdar. TpomOoLMTaApHBIEC TU30COMBI
coJiepKaT pa3IMuHbIe MPOTEOTUTHIECKUE (DEPMEHTHI U TIIMK03u1a3bl. Ha
HapyXKHOH MeMOpaHe TPOMOOIIMTOB PACTIOIOKEHBI PEIICTITOPHI, UTPAFOIIINE
0a30BYI0 pPOJIb B OCHOBHBIX (DYHKITUSX TPOMOOIIUTOB.
TpOoMOOIUTHI SABJISIFOTCS BaKHBIM KOMIIOHEHTOM CHCTEMBI T€MOCTa3a: ajJre3us
TPOMOOIIUTOB K MECTY TTOBPEKACHUSI COCY/Ia, arperaius, cekpenus GakTopos
CBEPTHIBAHUS, TIOCIEAYIONIAsl PETPAKIINS CTYCTKA, CIIa3M MEJIKMX COCYJIOB U
oOpasoBanue 0eJI0ro TPOMOOIIUTAPHOTO TPOMOA OCTAHABIMBAIOT KPOBOTEUCHNUE B
MUKPOLUPKYJISATOPHBIX cocyaax ¢ auaMeTpom a0 100 uM. AxkTuBanus
CBEPTHIBAIOIIEH CUCTEMBI HHIIYITUPYET 0O0pa3oBanue puOprHa HA TOBEPXHOCTH
aKTHUBHPOBAHHBIX TPOMOOIIUTOB U (hOPMHPOBAHUE TTOJTHOIIEHHOTO TpoMOa. [1pu
aKTUBAIIMN TPOMOOIIUTOB €CTECTBEHHBIMU CTUMYJISITOPAMH, TAKUMH KaK TPOMOWH
VI KOJIJIareH, 0OHAKAIOIINECS TIPU MOBPEKACHUH COCYANCTON CTEHKH, OHU
CIIOCOOHBI BRIOPACHIBAThH COJEPKUMOE CBOMX TPaHYII, COAEPKAIINX (haKTOPHI
CBEPTHIBAHUS:

® TEpOKCUIA3Y,

® CEpOTOHUH,

e HOHHBI Kapug — Ca2+,

o AN,

e (axrop Bunnebpanna,

e TpoMmOouuTapHbId PUOPUHOTEH,

e (akTop pocta TPOMOOIUTOB.
[ToBepXHOCTH TPOMOOITUTORB TIPH BBICIICH CTCTICHN aKTHBAIIMA CTAHOBUTCS
MIPOKOATYJITHTHOM 32 CUeT IKCIIOHUPOBaHUs GochaTuamIceprutHa U CTUMYIIUPYET
dhopmupoBaHue TpoMoOa.
Taxoxe TPOMOOIIMTEI UTPAFOT CYIIIECTBEHHYIO POJIb B 3KMBJICHUH M PEreHEPAITHH
MOBPEXKICHHBIX TKaHEH, BEICBOOOXK1ast PaKTOPHI POCTa, KOTOPHIE CTUMYIUPYIOT
AelieHue U npoiaudepanio KIeTok B o0macTu nmoBpexaeHus. HaciaencTBenHbie
HapymeHus (PyHKIIMH TPOMOOIIMTOB OXBATHIBAIOT PA3HOPOIHYIO TPYIIITY
reMopparnueckux 3a001eBaHui, BEI3BAHHBIX BPOXKJICHHBIME JIepeKTaMu
MopdoaoTuu U/ MK GyHKIUU TPOMOOIIUTOB NMPU HOPMAJILHOM UX KOJIMYECTBE.
MoryT ObITh TOBPEXKICHBI PA3JIMYHbIE CTPYKTYPHI U HApYIIEHBI pa3HOOOpa3HbIE
MPOIIECCHl B TPOMOOITMTaX: MEMOpPAHHBIE PELIETITOPBI, BHYTPUTPOMOOIIUTAPHAS
CUTHAJIM3AITUS, TPAHYJIbI.
OTO NPUBOJUT K PA3TUYHBIM KIMHUYECKUM MPOSBICHUSIM KPOBOTOUUBOCTH.

IIpenaparel, Hapymamue GyHKUUI0 TPOMOOLUTOB.

Brnudromme Ha kackaJ apaxugJOHOBOM KUCIIOTHI B Tp:



e uHrubutops! poconunassr A2 narudutopsr HOI' (HIIBC: medenamonas
KHCJIOTa, HAPOKCEH, OyTauOH, aMUIONTUPHUH, UHIOMETAIlUH, HOynpodeH,
aleTUIICAIIMIIAIIOBAs. KUCIIOTA, BOJIBTAPEH, MapaleTaMon);

® HUHTUOUTOPHI TPOMOOKCAHCUHTETA3bl (HUKOTHHOBASI KUCIIOTA).

Brnustomue Ha ypoenb HAM® B Tp:

e uHrUOUTOPHI hochoaurcTepasbl (AUTUPUIAMOI, TPEHTAI, TEODUIIITUH,
Sy(QUIUINH, TaNlaBePUH);

® aKTHBATOPHI aJCHUJIATIIMKIA3bI (MpocTaraanauubl Al,F2,D2,12);

HNurubupyroue odpazoBaHue U JeHcTBUE TPOMOUHA: TeNapuH;
MenukaMeHThl, MEXaHU3M JIEHCTBUS KOTOPHIX HE SICEH:

e aHTHWIMIIEMUYecKue (ki1odedpar, MUCKIEPOH);

® AHTHOKCHJAHTHI (BUTamuH E);

® TICHUIWLINHBI B OOJBIINX 103aX (0COOEHHO KapOCHUITMILIINH);

® AHTUTHCTAMHUHHBIC ITPEMapaThl (IUMEIpOI);

® TIPOTUBOCYJOPOKHBIC ITpenapatsl ((heHodapOuTai, aMUHA3HH);

e (dypocemun;

® HUTPOTJIMIIEPUH;

® JIeNarui;

® AHTaroHWCTHI KAJIbIKs (BeparnaMu, KopuHdap);

e HuTpodypaHsl,

® AJKOTOJb;

® TeMo7e3;

e (paBoHUIBI (KBEPIIETHH, CHITyOUH);

e cpencTBa 1A Hapko3a (3¢up, 3aKUCh a30Ta);

® IIUTOCTATHKHU.

Knaccunduxanus.

Knaccuduxarus no MKb — D 69.1 — kadecTBeHHbIN AeheKT TPOMOOIIUTOB.

TpoMOOIIMTONATHH XapaKTEPUIYIOTCS PA3BUTUEM CIIOHTAHHBIX U
IIOCTTPAaBMATUYECKUX KOKHO-CIU3UCTBIX KPOBOTCUCHU.

PacnioznaBanue u auddepeHnmanus TpoMOOLUTONIATHI OCHOBBIBAETCS HA
BBISIBJIEHUM KPOBOTOYMBOCTH MHUKPOIMPKYJISTOPHOTO THIIA C HAPYIIIEHUEM
(GYHKIIMOHATBHBIX CBOWCTB, MOP(HOJIOTUH U OMOXUMHUYECKUX XapaKTEPUCTUK
TpomOoIMTOB. Ha 6a3e 3TUX MPOSBICHUN CTPOUTCS COBpEMEHHas KiacCHupuKaus
TPOMOOLIUTONATHI, KOTOPBIE MOIPA3CIAIOTCS Ha ABE OONbIINE TPYIIIIHI —
HACJIEJICTBEHHbIEC U PUOOPETCHHBIE.

A. Hacnencrsennble popMbl TpoMOOIIUTONATHIA

OCHOBHBIE TATOT€HETUYECKUE TPYIITIHI:




1. Csi3anHbIe ¢ MeMOpaHHBIMU aHOMaTUsAMH (cuHApoM bepHapa-Cynbe, CKOTT
CUHJIpOM, TiceB0001e3Hb Buiebpanna, tpombactenus [ manimana u ap.)
2. CBs3aHHbBIEC C BHYTPUKJIETOUYHBIMU aHOMAJIUSAMHU
a) 00JIe3HN HEJOCTATOYHOCTH MyJia XpaHEeHUs — Ne(PULIUT TUIOTHBIX U ajbda-
rpanyin (6ose3ns ['epmanckoro-Ilymnaka, TAP-cunapom, CHHAPOM cepbiX
TpOoMOOIIMTOB, CUHApPOM Yennaka-Xuracu, cuaapom I 'pucuemiv, aeuiur
TUIOTHBIX TPAHyJ U JIp.)
0) HapylIeHHEe PeaKIuy BHICBOOOXKACHUS IPaHyJl U UX KOMIIOHEHTOB (1edeKT
UKJIOOKCUT€HA3bl, TPOMOOKCAH-CUHTETA3bl, JIMIIOKCUTEHA3BI U JIP.)
3. Cmenranable TPOMOOITUTApHBIE HapyIIeHUs (CHHAPOMBI Mesi-XerrinHa,
BuckorraOngpuya u ap.)
4. TuchyHKims TpOMOOIIUMTOB MJIA3MEHHOTO F€He3a U MPU COCYAUCTHIX
nuciasusax (6onesns Bunnebpanaa, 6one3ns Dnepca-Jlannoca).
OyHKIMOHAITbHO-MOpdoaornyeckne Hopmbi:
1. Hapymenue aare3uu TpoMOOLIUTOB
e cunapoM bepraapa-Cynbe (nedunut wim aedext komiiekca GPIb-1X-V)
e 6osie3Hb BuiieOpanaa (nepunut unu nedpext vWF)
2. Hapymenue arperaiuu TpOMOOIIUTOB
e TpombOacrenus [nannmana (nepunur wm aedexr GPIIb-111a)
e HacseAcTBeHHas adpubpunorenemus (nepuuut unu gedext ollbf3,
¢budpuHoreHa)
3. Hapymenue BbICBOOOXKI€HUS U 1e(PULIUT TpaHyIT

e JlebuuuT nmyna xpaHeHus o-TpaHyid (CHHAPOM cepbix TpombouToB, APC-

cuHapomM, KBebekckuit TpoMOOLIMTapHBIA CUHAPOM, CHHIpoM [lapu-
Tpycco) o-rpanyin (neuIuT MIOTHBIX TpaHyJ, 6oje3Hb [ epmaHcKoro-
[Tynnaka, cuanpom Yenunaka-Xuracu, TAP-cuanpom) a- u d-rpanyin
(neduuuT mIOTHBIX U a-rpanyi) 4. Hapymenue dopmupoBanus u 1euiut
CUTHAJIBHBIX IyTEU
e JledekThl perienTopoB aroHUCTOB: TpoMOoKcaHa A2, koyiareHa, AJ1D,
snuHedpuHa
Hedext aktuBanuu G-tiporenna: nedumur Gog, anomanus Gas, nedpumut Goil
e Jledext MeTrabonmsma Gochatuammmuosutona — aehunut Gochomumnazsr C-2
e JledhekT MOOMIIM3AIIMY KAJIBIUS
e Jledext dhochoprimpoBanus mieKCTpuHa — 1eUINUT MPOTEUHKUHA3BI-C
e Hapymienue oOMeHa apaxu10HOBOM KUCIOTHI M TPOMOOKCaHa - HapyIlIeHHue
BBICBOOOKICHUS apaxUIOHOBON KUCIIOTHI - IEPUIUT IUKIOOKCUTEHA3HI -
neduIuT TPOMOOKCAaHCUHTETA3bI
e AHOMaJIUM 3JIEMEHTOB IIUTOCKENETA - CUHAPOM BuckoTrTa-Onapuua
e Hapymienue B3aumoieicTBHsI TPOMOOLUT-(HAKTOP CBEPTHIBaHUS (IePeKT
dbochomununoB MemOpansl) — cuHapoM CkoTTa



e CoueTaHHbIC BPOXKJICHHbIE HApyIIeHUs] — aHoMamusi Mesi-Xerrinuna, 00J1e3Hb
JayHa, cuHIpOM Me3eHXUMalbHOU aucmiazuu, TAP-cungpom

TpomMOormTOoNmaThN, CONPOBOKAAIOITUECS TPOMOOIIMTOIICHHEH

1. Mansie pa3zmepbl TPOMOOLIUTOB — cCUHAPOM Buckorta-Onapuya, X-clernieHHas
TPOMOOLIUTOTICHHUS.

2. HopmanbHbie pa3zMepsl — BPOKIEHHAS aMerakapruoIuTapHasi TPOMOOIIUTOTICHUS,
TAP-cunapoM, aMmerakapuonuTapHas TpPOMOOIUTONEHUS C BPOKIECHHBIM
paaroyJIbHAPHBIM CHHOCTO30M, ayTOCOMHO-IOMUHAHTHASI TPOMOOITUTOTICHUS,
ceMeliHas TpOMOOIUMTONATHS C MPEIPACTIOI0KEHHOCTHIO K Pa3BUTHUIO OCTPOTO
MHUEJIOUIHOTO JENKO03a.

3. Kpynnbie TpomOonutsl — cuaapoM bepuapa-Cynwe, cunapom u Jxopmxu,
TpoMOoIMTapHBIN TUT O0Je3Hn Buiiedpanaa, CHHAPOM CepbIX TPOMOOILIMTOB,
APC-cunapom, rpynna cuaapomoB MYH9, X-cuemiennas TpoMOOIIUTOTIEHUS C
tanacceMmuer, cuaapom [lapu-Tpycco, CpennzemHoMopcKas
MaKpOILMUTONaTHYECKasi TPOMOOIIUTONICHUS, TU3IPUTPOIIOITUYECKAST AaHEMUS C
TPOMOOITUTOTICHUEH.

b. [IpuoOpeTeHHble (CUMITOMATUYECKHUE) TPOMOOIIUTOMATHH.

1. Ilpu remob6nacro3ax

e M3arperaliioOHHbIE THIIOPErE€HEPATOPHBIE;
e ¢hopmel notpedaeHus (rpu pazputuu IBC-cunapoma);

® CMEIIAHHOTO THIIA.

2. IIpu muenonponudepaTtuBHbIX 3a00JIEBAHUSIX U CCEHIIUATBLHOM
TPOMOOLIUTEMUH.

3. IIpu Butamun B12-nedurnutHoi anemMuu.

4. Ilpu ypemun (HapyIieHHUE aare3uBHO-arperalfioHHON (YYHKIIMH TPOMOOIIUTOB,
peXe - pEeTPaKIUU CTYCTKA).

5. Ilpu muenomHol 6ose3nu, 6ose3nu Banbaencrpema, rammanatusix (61o0kaae
TPOMOOITUTOB MaKpO- U MapanpoTCUHAMH).

6. IIpu nuppo3ax, omyxosx ¥ mapa3uTapHbIX 3a00JI€BaHUSIX TEUCHU (HApYIIECHUS
aJre3MBHO-arperalfmoHHON (PYHKIIMH TPOMOOIIMTOB BCIAEACTBUE META0OIMUECKUX
HapYIIEHU, CEKBECTPaIIUs TPOMOOITMTOB B TOPTAILHOMN CUCTEME, MTOTPEOIeHNE
KPOBSIHBIX IJIACTUHOK TpH pa3Butuu JIBC-cunapoma).

7. Ilpu riuaTe (HapyIIeHUe B3auMOACUCTBHS C dHI0TenneM u A JID-arperarueit).
8. I[Ipy ropMOHAJIBHBIX HAPYIICHUSX — TUIIOACTPOTEHUH, TUTIOTUPE03axX

9. JlexapcTBEHHbIE U TOKCUT€HHbIE (DOPMBI (ITPU JIEYEHUU aCTUPUHOM U APYTUMHU
HECTEPOUTHBIMU TIPOTHUBOBOCIIATTUTEIHHBIMU MIPENapaTaMu, aHTUOMOTUKAMH -
KapOEHUMUIMHOM, NIEHUIUJUIMHOM; TPaHKBWJIM3aTOpaMu, HUTpodypaHamu,
IIUTOCTATUKAMHU U JIP.).

10. IIpu nydeBoit 60e3HU.



11. [Ipx MacCUBHBIX TeMOTPAaHCHY3UIX U HHPY3HUSIX PEOTOTUTIIIOKHHA.
12. TIpu 60nbmux TpoMO03aX ¥ TUTAHTCKUX aHTHOMaX (TPOMOOLIMTONATHS
MOTPeOJICHUS ).

IIaTorenes:

Hapymenne cunTe3a u HaKOIJIEHUS! B TPOMOOIIUTAaX U X IpaHyiaX OMOJIOTHYECKU
aKTUBHBIX BEIIECTB: MPOArperanToB, (haKTOPOB CBEPTHIBAIONICH U
(UOPUHOIUTUIECKON CUCTEM.

B tpomOonurtax nuddepeHupyrorcs ueTbipe TUna rpanyi: | Tum, HeGenKoBbIe -
coaepkat HebesnkoBbie hakTophl - ATD, AJID, cepoToHUH, aipeHaInH, KaIbIUH,
nupodocdat; 11 Tum, 6enkoBbIil, anbha-rpaHysibl - BKIOYAET B ceOst uOpuHOreH,
daxTop Bumiebpanna, hocorunuaHbiii KOMIOHEHT - (hakTop 3 TPOMOOILIMTOB,
anturenapuHoBeiid paxtop; 11 u Y Tunsr cogepxat pepMeHThI, TTIaBHBIM
00pa3oM KHUCIIbIE TUAPOIIA3HI.

Hapymenune Mexanu3ma JerpaHyJisiuy TpaHysl U peakiyy "BhICBOOOKISHUS"
TpoMOOLMTapHBIX OMOJIOrMYecKH akTUBHBIX BewecTB (BAB) B pouecce
B3aMMOJICUCTBUS TPOMOOIIMTOB C arperupyromumMu ¢pakropamu - AJ{O,
katexonamMuHamMu, TXA2, KoJ1areHOM.

B GonbmHCTBE cy4yaeB 3TO SBISETCS PE3yJIbTaTOM HAPYIIECHUS] aKTUBHOCTH
aJicHUJIATIIMKIIa3bl, oOpazoBaHus TAMO®, nl M®, nenoHupoBaHUs U
BbICBOOOXIeHUS Ca++. B yKa3aHHBIX Cilydasx Tak ’e, Kak ¥ MPU HapyIIEHUU
CUHTE3a U/UJIM HAKOIUJICHUS B TPaHyJIaX UX KOMIOHEHTOB, CHUXKAETCS
"koHTakTHas" (aJre3uBHAs U arperaiMoHHas ), a Takke "mpokoaryissHTHas"
aKTUBHOCTH TPOMOOIIUTOB.

AHoManuu GU3NKO-XMMUYECKUX CBOMCTB M/UITM OMOXUMHUYECKOTO COCTaBa U
CTPYKTYpbl MeMOpaH TpoMOoMTOB. Yaile B HUX HaOmoAat0TCA JePUITUT
TJIMKOMIPOTEUI0B, CHIDKEHHAsl aKTUBHOCTH alib(ha-aKTHHA, HAPYILIEHUE CTPYKTYPHI
¥ COOTHOIIICHMS Pa3IuyHbIX Ppakiuii pochonunuaoB MeMOpaH, U3MEHECHHE
MOBEPXHOCTHOTO 3apsAaa. DTH U3MEHEHHsI TaK)ke 00yCIIaBIUBAIOT HApyIIEHHE
a/Ir€3MBHO-arperaliMOHHON aKTUBHOCTH TPOMOOITUTOB.

Kinnuyeckas kapTuHa.

Knunnueckast kapTuHa 3aBUCUT OT KAYECTBEHHBIX M KOJIMYECTBEHHBIX AE(PEKTOB
TPOMOOLIUTOB - TAKECTb FTEMOPPArNYECKOT0 CUHIPOMA MOKET 3HAUUTEIIbHO
BApbUPOBATHCH.

[Ipu nerkoi KpOBOTOUMBOCTH MOXKET OTMEYATHCS CKJIOHHOCTh K CHHSIYKOBOCTHU
IIPU MaJIbIX U HE3HAYUTEIbHBIX TPABMAX, HA MECTE CIABIMBAHUS PE3UHKOM;
nepUoANYECKre HeOOMIbHBIE HOCOBBIE KPOBOTEUEHUS], CEMEUHBIE TUTEIbHBIC
MEHCTpyaluH y AeBylIeK. B ciydae pa3BUTHS MAaCCUBHOTO T€MOPPArnyeCcKoro
CHUHpPOMa MOTYT pa3BUBAThCS KPOBOIOTEPH, YIPOKAIOIIUE )KU3HU PEOCHKA.



JInarnocruka.

HuddepenunanbHas 1MarHOCTUKA TPOMOOLUTONATUN YpE3BBIYANHO 3aTpyJHEHA.
OdeHb 4acTo TPOMOOILMTONIATUN MACKUPYIOTCS HOCOBBIMU KPOBOTEUEHUSIMH,
MEHOPPArusiMU U IPYrUMHU KPOBOTEUEHUSAMU CIIU3UCTBIX 000I0YEK.

[TepBbIM 3B€HOM JAMATHOCTUKH SIBJIAETCS MOAPOOHBIN cOOp aHaMHE3a.
O0s13aTeNbHBIM SIBIISIETCA COCTaBJIECHUE POAOCIOBHOM C TIIATEIBHBIM COOPOM
CBEJICHUI O MUHUMAJIBHOW KPOBOTOYMBOCTH Y POJCTBEHHUKOB. BaxkHBIMU
BOIIPOCAMH SABJISIFOTCS:

NEPBBIN AMHU30]1 KPOBOTEUECHHUSI, HATMYME KPOBOTEUEHUS IIPU POPE3bIBAHUH,
CMEHE WJIU SKCTPAKIIUU 3y0O0B;

MPOBOJMIACH JIU TOH3UIPKTOMUS, OBLIIN JIU OCIOKHEHHUS B BUJIE JJTUTEIBHOTO
KPOBOTEUYECHHS;

KPOBOTOUYMBOCTh JIECEH IIPU YUCTKE 3y00B;

HaJIM4KMe HOCOBBIX KPOBOTEUECHHM, €CIU /14, TO, KOTJa MOSIBISIOTCA, YaCTOTa,
JUIUTEIIBHOCTB;

00bEeM MEHCTpYaIMH Y AE€BOYEK MyOepTaTHOrO BO3pacTa;

IPOBOJIMJIMCEH JIM ONIEPATUBHBIE BMEIIATENIbCTBA, ObUIH JIM T€MOPPATUYECKUE
OCJIOKHEHUS.

[Tpy HAIMYMK KIIMHUYECKUX TPU3HAKOB TPOMOOLUUTONATHI BTOPBIM 3BEHOM
JIMArHOCTHUKHU sIBJIsIETCs 001uil aHanu3 KpoBH. [Ipn MHOTHX TpoMOOLUTONATHAX
MOKa3aTelId MOTYT OCTaBaThCs B Mpejaesiax HopMbl. OJIHAKO MPU U3MEHEHHUH
pa3MepoB TPOMOOIIMTOB aBTOMAaTUUYECKUI aHATIU3aTOP MOXKET HE 3a()UKCUPOBATH
(akTHYECKOE UX KOJUYECTBO, IOATOMY Ba)KHO IPOBOJIUTH MOJICYET BPYUHYIO B
Mas3Ke ¢ OKpackou o Pomanosckomy—I nmse.

Mopdonornueckuii aHanu3 TPOMOOIIMTOB MO3BOJIET MOJYUYUTh JONOJHUTEIBHYIO
UHGOPMAITHIO O KOJTMYECTBE U pa3Mepax TPOMOOIMTOB, HATMYHE UX
KOHIJIOMEPATOB U JPYTUe OCOOEHHOCTHU: OTCYTCTBHUE O-TPaHyJI B KPYIHBIX CEPhIX
TpoMOOLMTAX YKa3bIBAa€T Ha O0JIE3Hb CEPHIX TPOMOOIIUTOB, IPU BKIIFOUECHHSX B
JeUKOIMTHI — 60J1€3HHU, 00ycIoBIeHHbIe MyTanuel rena MYH9, anomanuu
MOP(}OJIOrHH SPUTPOLIUTOB MOTYT CBUIETEIBCTBOBATH O OOJIE3HSX, CBA3aHHBIX C
myTtanuet rena GATA-1. Ilpu oOHapy)eHHH B Ma3Ke KOHTJIOMEPaTOB
TPOMOOLIUTOB HEOOXOAUMO MPOBECTH U (PEepEeHIINAIBHYIO TUATHOCTUKY C
nedexToM 3a060pa KPOBH.

[TceBOTpOMOOLIMTONIEHHSI MOXKET OBITH CJIEICTBUEM CKIIEMBaHUs TPOMOOIIUTOB B
npoOHpKe ¢ AITHICHANAMUHTETPAALIETaTOM. JTO JIETKO MOATBEPIUTH, €CIIH CIAENATh
IOBTOPHBIN 3a00p KPOBU B MPOOUPKY ¢ uTpaToM. HecMoTpst Ha To 4To Ha
CETOAHSIIHUMN AEHb OBLJIO MPOBEIEHO OTHOCUTENBHO HEOOBIIOE KOJTUYECTBO
CPaBHUTEJIbHBIX UCCIIEIOBAHUN arperaiui TpOMOOLMTOB Y B3POCIBIX U JAETEH, HA
OCHOBAHUM MMEIOIIUXCS JAHHBIX Mbl MOXKEM CJIEJIaTh BBIBOJ, YTO Pa3JIN4yus B



arperaiyu UMEIOTCS TOJIBKO y AETEN 10 roaa xu3Hu. Jletu ¢ roga u 10 18 et He
UMEIOT CTICIM(PUICCKUX BO3PACTHBIX HOPM KaK BHYTPH T'PYIIIHI, TaK U B

CpPaBHEHUU CO B3POCIIBIMHU.

CKpUHHHTOBBIMHU TECTaMH, YKa3bIBAIOIIUMH HA HAPYIICHUE TPOMOOITUTAPHOTO
3BE€HA reMOCTa3a, SIBJIAIOTCA YJIMHEHNE BPEMEHU KaUJUISIPHOTO KPOBOTEUEHUS
(mpo6sr1 JIptoka, AWBH) U aBTOMATHYECKHUM aHAIU3 PYHKIIUU TPOMOOITUTOB Ha
npubdope PFA-100. Oxrako oHr He 00J1a7aI0T JOCTATOYHON YyBCTBUTEIHHOCTHIO
U CcrielM(pUIHOCTBIO JIJI IOCTAHOBKHU JIUAarHO3a.
«30JIOTHIM CTaHIAPTOM» OIIEHKH (DYHKITMOHAILHON aKTUBHOCTU TPOMOOITUTOB
OBLT MpU3HAH METOJT onTHYecKou arperomerpui (light transmission aggregometry,
LTA). MeTroa ocHOBaH Ha OIleHKEe ()OTOMETPOM CBETOIPOITYCKAIOIIEH
criocoOHOCTH (% arperamuu) MUTPATHOM OOTATON TPOMOOIIMTAMU TUTa3MBbI TIPU
nobaBieHnU B Hee aroHucTa arperanuu (AJ®, snuHedpuH, KOJUIareH,
apaxuJ0HOBAs KUCIOTa, TPOMOOKCaH, PUCTOLIETHH).
Arperanust TPOMOOIIMTOB, UHAYIIUPOBAHHAS PUCTOIIETUHOM, KOTOPBIN aKTUBUPYET
cBsi3bpiBaHMe akTopa Bumiebpanna ¢ komriekcoM riaukornpotenHoB GPIb-1X-V,
Takxke uzmepsiercs ¢ nomouipto LTA. Tlpu npoBeaeHnn 3Toro ananusa
HEO0OXOJIMMO YYUTHIBAThH JAHHBIC O IPUEME MEIUKAMEHTO3HBIX U
rOMEONaTUYECKUX MPEernapaToB, KOTOPbIE MOTYT BIUSITh HA arperaiuio

TPOMOOITUTOB.
Ha cerognsininuii 1eHb U3BECTHBI arpEroMETPUYECKUE OCOOEHHOCTH psijia
TPOMOOIIMTOMIATHHA.

Jlnarnos Hapymenune arperauuu | JlonomHutenbHbIe

IIPHU3HAKH, UCCIICTOBAHUS

bonesns bepnapa-Cyiibe

OTCYTCTBI/IC OTBETA Ha

MakpoTpOoMOOIMTONIEHHUS.

IpU HOPMAJILHOM OTBETE
Ha U46619, moHmkeHus

PUCTOLIETHH Hckmtounts 00J1€3Hb
BunneOpanna.
HUccaenosanue
konumyectBa Gplb B
IIPOTOYHOM IUTOMETPHH.
bone3np Bumebpanna | IloBblmenue TpomMOonuTONEHN S,
Tun 2B, nceBno00e3Hb | arrIlOTUHALMY ¢ HU3KOM | BOBMOYKHO HAJINYUE
BunneOpanna KOHLCHTpAaMen CKJICUBAHUS
pHUCTOLIETHHA TPOMOOILIUTOB.
HUccaenosanus vWE.
Tpombacrenus OrcyrcrBue orBeta Ha | [IpoTouyHas nuromeTpus —
I'mannmMana BCE arOHMCTHI, KPOME UCCIIEIOBAHKE
PHUCTOIIETUHA kosmuectBa allbB3
AcnMprHONIOTO0HBIM OTtcyTcTBHE OTBETA HA B anamuese Hanuuune
CUHIPOM apaxuJ0HOBYIO KHCIIOTY | mHruOutopa k COX-1




OTBETA C HU3KOU
KOHLIEHTpaLuEn
KOJUIareHa
HedekT cexpenuu, Hannuune cHM>keHHOTO DJIEKTpOHHAs
nedeKT orpanyi OTBETA K HECKOJIbKUM MHUKPOCKOTIUS WU
aronucram: AJ1D, IIPOTOYHAsA LIUTOMETPHUS
KOJUTareH, anuHepuH JUISL OLIEHKH TUIOTHBIX
rpaHyn
JledekT perentopos CHuxeHue uinu B anamuese Hanmuuune
AJlD OTCYTCTBHE OTBETA Ha uHruoutopos AJ{D.
AJlD [Iporounas nuromeTpus
JUIS1 OLIEHKHU KOJIMYECTBA
P2Y12.
CunapoM cephIx [Tonmxenue orBeTa Ha | MakpoTpoOMOOIIUTOTIEHUSI.
TpOMOOIIUTOB aKkTUBaIMIO TpoMOMHOM | Hanmuuue cepbix
W/WJIM KOJUTareHOM TPOMOOIIMTOB
(Mopdomnorus
TPOMOOLIUTOB).
[IpoTouHas nurTomeTpus
JUTSI OLIEHKH ayib(arpanyl.

OTcyTCTBHE arperaiyu co BCEMU arOHMUCTaMu, KpOME PUCTOLIETHHA, YKa3bIBAECT HA
TpoMmOacTeHuro [ maHIMaHa. ITOT TUAarHO3 MOXKET OBITh MMOJATBEPIKICH MPOTOYHOM
UTOQIyopUMETpUEH — KOJTMYECTBEHHON OIEHKOM perienTopa MeMOpaHbI
Tpom6OouuToB IIb/l11a.

3HAaYUTENHHO MOHWKEHHBIN OTBET Ha BCe KOHIeHTpanuu AJ[D ykas3siBaeT Ha
Hanuuue aedexra AJlD-penentopos P2Y 12. [ToHnxeHne BTOpOil BOJIHBI
arperanuu noj aericreueM AJ® u stimHEhpUHA U TOHKESHHUE arperaiyy ¢
KOJIJITar€HOM MOJKET YKa3bIBaTh Ha JAeUuIUT myJa xpaneHus. C 1embko
MOATBEPKIAEHUS AedUIINTA TTIOTHBIX TPaHyJl HE0OX0IUMO TTPOBECTH
uccienoBanne (PYHKITMOHAIBHON COCTOATENFHOCTH TUIOTHBIX TPAHYJI METOJIOM
MPOTOYHON HUTODIIYOPUMETPUU U DIEKTPOHHYIO MUKPOCKOIIHIO.

Takum 06paszom, pacriozHaBanue u quddepeHimanbaas TMarHoCTUKa
TPOMOOIIMTONATUH JOJKHBI 0a3UPOBATHCS HA KOMIUIEKCHOM MCCIICIOBAaHUU
reMocTa3a, U3y4eHur MOP(HOJIOTHH TPOMOOIIMTOB METOaMHU CBETOBOM U
AJIEKTPOHHON MUKPOCKOIHUH, OLIEHKE (YHKIIMOHATHHOM aKTUBHOCTH METOJIOM
MPOTOYHON UTODIYOPUMETPHUH, a TAKXKE MPOBEICHUH T€HETUYECKOT0 aHaIN3a
JUISL BBISIBIICHUSI MYTAl[Mi, KOPPEIHUPYIOLIUX C PA3JIMYHBIMU TUIIAMHU
TPOMOOLUTONATHIA.

Jleuenmue.



Jletn ¢ AMarHo30M HacjeICTBEHHAs: TPOMOOLMTONATHS HAOII0JAl0TCS B
CHELUAIN3UPOBAHHBIX F€MATOJIOTMYECKUX LEHTPaX.

JanHast rpynna OOJBbHBIX HYKJAETCsl B KOPPEKTUPOBKE JUETHI: UINA JOJDKHA
ObITH BUTAaMHHHU3UpOBaHa (BUTaMuHbI C, P, A), HCKITIOUAIOTCS YKCYC-COAepIKaIne
0J110/1a, KOHCEPBUPOBAHHBIE MPOAYKTHI C UCTIOJIb30BAHUEM CAIUILIMIIATOB, TAK Ke
PEKOMEHIyeTCs BKJIFOUNTD B pallMOH apaxuc. Mckirouarores npenaparsl, KOTOpbIE
BBI3bIBAIOT HAPYILICHUSI CBOMCTB TPOMOOIIMTOB: aCIUPUH, HEHAPKOTUUECKHE
POTUBOBOCHIATIUTENbHBIC MTPENAPATHI, 1€3arPEraHThl, aHTUKOATYJISTHTHI.
[TpoBoaMTCS caHAIMS XPOHUYECKUX 04aroB MH(PEKIUH, JICUEHNE COMYTCTBYIOLIUX
3a00JIeBaHMM, BaKLIMHALIMS IPOTHUB Tenatuta A u renarura B.

[Tpu pa3BUTHU JETKUX MECTHBIX KPOBOTEUEHUH BO3ZMOXHA UX OCTAHOBKA ITyTEM
KOMIIPECCUU TaMIIOHOM WJIU CalipeTKOM, MPOMUTAHHBIX aMUHOKAIPOHOBON MIIH
TPaHEKCaMOBOW KUCIOTOU. [Ipy pa3BUTHH KPOBOTEUEHUM CPEAHEN U TSKEIOU
CTENEeHH He0OXO0IMMO CUCTEMHOE BBE/IEHUE TPEapaToB:
aHTU(PUOPUHOIUTHUECKUE CPEJICTBA (TpaHEKCaMOBasi KUCIIOTA), JECMOIIPECCUH
(DDAVP) u akTUBUpOBaHHBIN peKOMOMHAHTHBIN (DakTOp cBepThIBaHUS KpoBU VII
(rVIla). )Kuzneyrposxarolire COCTOSTHUS 4acTo TPEOYIOT NepeTuBaHus
TPOMOOILMTOB C LIEJIbI0 KOMIIEHCALIMU UX BPOXKIACHHOU TUCHYHKIIUH.

JleyeHne HACIeCTBEHHBIX TPOMOOIIUTOIATHIA.

Tepanus: HanpasieHa Ha npodUIaKTUKY U OCTAHOBKY KPOBOTEUEHUH.
TiaTenbHbIN MEXaHUYECKUH (XUpyprudeckuii) remocras JuiuHon (3tam3unar) —
OTHOCHUTEILHO P (DEKTUBEH AJIsI MPOPUITAKTHUKH.

Nuruburopsl pubpHHOIM3a: aMUHOKAIIPOHOBAs KUCI0Ta (Make. cyT ao3a 0,4 r/kr)
¥ TpaHEKcaMoBas KHUCJIoTa (Makc. cyT. go3a 0,02 — 0,025 r/kr).

Hecmonpeccun (JIJABII, smocunt, ap.) 1 p/cyt 0,3 mkr/kr B/B 300 Mkr
MHTpaHa3anbHO. PekoMOMHaHTHBIN akTUBUpOBaHHBIN pakTop VII (3mTakor
anbda): pazosas no3a: 90 — 120 Mrk/kr ¢ uaTepBanom 2 — 4 gaca 270 MrK/Kr, C
MHTEPBAIIOM 6 — 8 4acoB.

Konnentpat TpoMOOIIMTOB (TOIBKO MPU OTCYTCTBUH 3(H(PEKTUBHOCTH OT APYTUX
npenapaTtos!)

1 no3a/ 10 — 20 xr. YTPO3A PA3BUTHUA NUHTMIBUTOPA!!

["opMoOHaIbHBIN TeMOCTa3 MPYU MATOYHBIX KPOBOTEUECHHUSAX: CHHTETUYECKUE
3CTPOrCHCOIePIKAIIMe Tpenapathl (HOH-OBJIOH, MAPBEJIOH, YKaHUH , HOPKOJIYT)
TKM

Xupyprudeckoe JieueHue OrnepaTUBHOE JIEUEHUE HA3HAYATh C yYETOM BBICOKOM
CTENEHU PUCKA UHTPA- U MTOCIEONEPAIIMOHHOIO KpoBOTeUeHHs TiaTrenbHbIi
XUPYpruveckuii remoctas. Bece BpeMsi BECTH B TECHOM COTPYAHHUYECTBE C
reMaToaorom!

TimarenbHbBIN 1Ta0OpaTOPHBIA U KIMHUYECKUNA KOHTPOJIb.

JIeueHnue HDI/IO6DCTCHHBIX TDOM6OHHTOH3THﬁ.




Crnenuduueckas Tepanus: 3amecTuTeNbHas Tepanus npenapatamu ¢. VII ¢ pB
JlecmonpeccuH.

TpomMOOKOHIIEHTpAT.

Hecnemuduyeckas tepanus: TmaTenbHbIN XUPYpPrUdecKuil (MEXaHUIECKHI)
reMocCTas3.

JIMIIMHOH.

AMMHOKanpoHOBask KUCJIOTA.

MecTHbIE KPOBOOCTAHABIMBAIOILIME CPEACTBA.

MexaHnuecknii reMocTas.

Br16op nedenus B 3aBUCUMOCTH OT THUTIA!

1 tum — Jlecmomnipeccun (Konnentpar pVIII+dB).

1 Tun Tsoxensiii — Konnentpar ¢pVII+dB (TpombokoHIieHTpaT).
2 tun A Konuentpat pVIII+¢pB (decmonpeccun).

2 tun B Konnentpar ¢pVIII+dB.

2 Tun M Kounuentpat ¢pVIII+dB (decmonpeccun).

2 tun N Konuentpar pVIII+¢pB (decmonpeccun).

3 tunt Konneurpat ¢pVII+¢pB (TpombokoHIIEHTpAT).

Hecmonpeccun (DDAVP): sBisieTcst CHHTETUYECKHM aHAJI0rOM Ba30IPECCHHA
(aHTHIUYPETHYECKOTO rOpMOHa). MiMeeT BbIpaskeHHbIN MPOKOAryIssHTHBIN 3P heKT
— MOBBIIIAET KOHIeHTpaluio (aktopa cBepThiBanus kposu VIII (FVIIL) u vWF B
masMme. HasHavaeTcst mpu koiaudecTBeHHOM jaedunute ¢paktopa Bumiedpanna.
Ero MOKHO BBOJINTh BHYTPUBEHHO, MMOJKOXHO U UHTPAHA3AJIbHO.

Makcumanshbie 3HaueHust vWFE B miazme gocrurarores uepes 30 — 60 MuHyT npu
BHYTPUBEHHON MHBEKLIMH U yepe3 90 — 120 MUHYT 1ipu Ha3JILHOM U MOJKOXHOMN
aaMuHUCTpanuu npemnapata. OteT Ha edyeHue DDAVP mMoxeT ObITh pa3mTuyHbIN.
[ToaTomy mepen Ha3HAUEHHEM JAHHOTO IpernapaTa He0OX0AUMO BBECTH MPOOHYIO
TEPaAINEeBTUUYECKYIO 103y IPU OTCYTCTBUM KpoBoTeueHUs. Ecnu uepe3 30 MuHyT
i 60 MUHYT (BHYTPUBEHHOE U MOJKOXKHOE BBEJEHUE, COOTBETCTBEHHO) Y
nalueHTa HaOIroJaeTcs OXKuaaeMbli moabeM konreHntpaiuu FVII, to DDAVP
Ha3HAYaloT B KauecTBe reMmocratuueckoi tepanuu. [Ipu tepanuun DDAVP moxer
HaOIIOAATHCS 3aIePKKa )KUIKOCTH B OPTaHU3ME U TUIIOHATPUEMUS, TIO3TOMY B
TeyeHue 24-X 4acoB MOCJIe BBEICHHMSI MperapaTa naiueHTaM peKOMEHAYeTCs
OTPaHUYHUTH 00BEM ToTpedsiemoit xxuakoctu. DDAVP cnenyer HasHavath ¢
OCTOPOKHOCTBIO Y TAIIMEHTOB C TUIIEPTOHUEHN, OPOHXMATBLHOM aCTMOM,
TUPEOTOKCUKO30M U XPOHUYECKUM HEDPUTOM.

[Tokasan mipu tune 1.

Buaytpusenno - 0,3 Mkr/kr (He 6osee 20 mr) uiau uaTpaHazaibHo - 300mkr (o 150
MTK B KaXKJIyI0 HO3/IpI0) X 1 pa3 B cyTku — He OoJiee 3 mociieIoBaTeIbHbIX JHEH.
Bo3M0»kHO OBTOPHOE BBEJICHHUE HA CIENYIOIINI 1eHb. Pa3BuBaeTcs
Taxudumakcus.




[IpoTuBOMNIOKa3aH y AeTeN A0 4X JIET: MOKET PUBOJAUTH K TUITOHATPUEMHH,
snunencus. CepaedHasl HEJOCTATOYHOCTh U MPOTPECCUPYIOITUN aTEPOCKIIEPO3.
KenaTenbHO MPOBOAUTH aHATU3 3HPEKTUBHOCTU Y KAXkA0TO MALMEHTA.
Jlo3uposka kouneaTpatoB ¢ VIII-OB npu 6one3nn Bunnebpanna, He oTBeqaroIiei
Ha gecMoripeccuH (1o Manyquu, 1997).

Pacuet no3sl konnentpata ¢. VIII ¢ ¢b.Bunebpanna (pexkomennammu 'HI]
PAMH) X=Mx(L-P)x0,5.

['ne X - mo3a gakropa cBepThIBaHUS KpOBHU JIJIs1 oqHOKpaTHOTO BBeAeHus (ME);
M - macca Tena manpeHTa, Kr;

L - mporeHT jxenaeMoro ypoBHs (pakTopa B IJIa3Me MarueHTa;

P - ucxonHbii ypoBeHb (DakTopa y MmamueHTa /10 BBeJICHUs Ipenapara.

[Tpu sTom Hago yuutsiBaTh, 4To 1 ME dakropa VIII, BBegennoro Ha 1 kr maccobl
TeJia MalKueHTa, MoBkIaeT cojepxkanue gakropa VIII B mnasme nanuenta Ha 2 %.
[Mpodunaktuueckoe neuenue npu 601e3Hn Bunnedbpanma.

Jlo3upoBKY HE OTPAaOOTAaHBI (MOKHO OPUEHTHUPOBATHCS HA JICUSOHBIE JTO3bI).
[Tokazanus: Tum 3.

['emapTpO3Bl.

PenmauBupyromre HOCOBbIE KPOBOTEUECHMUS.

MarouHbIE KPOBOTEUYEHHS.

Puck kpoBoTeUEeHMI IPYTroN JIOKAITH3ALINH.

[Ipencrosiniee onepaTUBHOE JIEYEHUE.

OTHOILIEHHE K OIIEPAaTUBHOMY JICYEHUIO.

B03M0XHO IIIaHOBOE XUPYPIrUYECKOE JICUCHHUE.

Puck Bolle, 4eM y «OOBIYHBIX) MAIIEHTOB.

[Ipumenenue npenapatoB (akropa VIII ¢ pakropom Buinebpana.
Tpebyet KOOpAMHALIMM C TEMATOJIOTOM.

TaTenpbHbI XUPYPIrUYECKUM F€MOCTA3.

Br160p HaMeHee MHBA3UBHBIX METOJIOB.

TiarenbHbIN 1a00PATOPHBINA U KIMHUYECKUA KOHTPOJIb TEMOCTa3a.

AHTUQUOPUHOMUTHYECKHUE TPETIapPaThl - TPAHEKCAMOBAsI KUCJIOTA,
aMUHOKAITPOHOBAS KUCJIOTA - MHTHOUPYIOT ACHCTBUE aKTUBATOPa TUIa3MUHA U
TUTa3MUHOTEHA, 00J1aaf0T TEMOCTATUYECKUM JICHCTBUEM MIPU KPOBOTCUCHUSIX,
KpOME TOT'0, OKa3bIBAIOT TPOTUBOAJUIEPTUICCKUN U TPOTUBOBOCIIATTUTEIHHBIN

s dekT 3a cyeT moaaBIeHUs: 00pa30BaHMsI KHHUHOB U APYTUX aKTUBHBIX
NENTHIOB, YIACTBYIOIIUX B AJUIEPTHUECKUX M BOCTIATUTEIHHBIX pEaKIusix. ¥
MAIMEHTOB C TPOMOOIIMTONATHUSMH UX YaIlle BCETO MPUMEHSIOT B CIIydae pa3BUTHUS
HOCOBBIX, JICCHEBBIX KPOBOTCUEHHUI, MEHOpparuu. Takke UX Ha3HA4YaIoT C IEIbI0
IPEeayNPEeXICHUS PA3BUTHS KPOBOTCUCHUI MTPU MPOBEICHUN MAJIBIX OTIEPATUBHBIX
BMEIIATEILCTB U CTOMATOJOTHYECKOTO JIcueHUs. BO3MOXKEH MepopaibHbIi |
BHYTPHBEHHBIN MeTOJ] BBeieHUs. [IpenapaTtoM BeIOOpa B JTaHHOM TPYIINE SIBISCTCS




TpaHeKcaMoBasi KUCIIOTHI. [1o cpaBHEHNIO C aMMHOKANIPOHOBOW KUCJIOTOW OHA
oOnanaet B 8 pa3 Oosbieit aHTUPUOPUHOTUTHUECKON aKTUBHOCTHIO. Jl03a
TpaHEKCaMOBOM KUCJIOTHI cOCTaBIIsIeT 15-25 Mr/kr nepopaibHo 3-4 pa3a B IeHb
win 10 Mr/kr BHyTpuBeHHO 3-4 pa3a B neHb. Ee Takxke MOXHO MCIIOJIb30BaTh AJIs
MOJIOCKaHU ISl pTa B CIydae JECHEBBIX KpoBoTeueHui — o 10 M 5% pactBopa
4-6 pa3 B JIcHb, B CJIyuae 3arjiaTbiBaHUs SKBUBAJICHTHAs J103a cocTaBisgeT S00 mr.
AHTUPUOPUHOIUTUKY TIPOTHUBOIIOKA3aHBI ITPU TEMATYPUH U3-32 ONTACHOCTH
Pa3BUTHSA OCTPOU ITOYEUYHOU HETOCTATOYHOCTH.

Tpancdy3us TPOMOOLKTOB - Kpa€yroJbHBIM KAMHEM B TEpAlIUM HACIEACTBEHHBIX
TPOMOOIUTONATHI C YIPOXKAIOUUMU KU3HU KPOBOTECUEHUSIMU U Y TTALIUEHTOB C
HEA(P(EKTUBHON reMOCTaTUYECKON Tepanuei HeceupuIecKUMH MpenapaTamMmu.
BosbHBIE ¢ TSXKETBIMU HACIEACTBEHHBIMU Ie(eKTaMU TPOMOOIIUTOB (CHHAPOM
bepnapa-Cynbe, cuaapom Buckorra-Onapuua, pombactenus [ manimMana) yacto
HY>KIAIOTCS B PETYJISIPHBIX TPAHCPY3HUIX TPOMOOLUTOB, HECMOTPS HA PUCK
pa3BuTHs ajutonMMyHu3auuu 1u6o kK HLA anturenam, 1m00 K moBEpXHOCTHBIM
riukonporenHam TpoMOo1uToB (Gpl-b-1X-V unu allbB3). Passutue
pedpaKTEpPHOCTH K TpaHCHY3UH XapaKTEPU3yeTCsl OBICTPHIM HUBEITMPOBAHUEM
MEPETUTHIX TPOMOOIIUTOB U3 KPOBOTOKA U OTCYTCTBHEM TEPAIIEBTHUECKOTO

s dexra. Crnenmanuctsl United Kingdom Hemophilia Center Doctor’s
Organization (UKHCDO) pekoMeHyt0T IPOBOAUTH TPAHCPY3UU TPOMOOIIUTOB,
coBMecTuMBbIX 110 HLA, ¢ 11e71b10 MOHM)KEHUS PUCKA PA3BUTHS AJTIOMMMYHH3AIIUN
y JJaHHOM rpynnbl nanueHToB. OAHaKo, 3TO HE BCErJa BO3MOKHO, OCOOECHHO B
CJIydae pa3BUTHUS OCTPOTO, KUZHEYTPOKAIOIIETO KPOBOTCUCHUSI.

PekoMOMHAHTHBIN aKTUBUPOBaHHBIH hakTop cBepThiBaeMocTd kpoBu VII (rFVIIa)
aBIgeTCs 3PPEKTUBHBIM T€MOCTATUYECKUM CPEACTBOM Y JIETEH U B3POCIBIX C
JMarHo30M TPOMOOIMTONATHS, OCOOEHHO y MallMEeHTOB C TPOMOACTeHHUEH
['manmvana u 6ose3nbio bepaapa-Cynbe. B Tepaneptudeckux no3ax rFVila
HaIPsAMYI0, HE3aBIUCUMO OT TKaHEBOTO (pakTopa, akTuBupyeT daktop X Ha
MTOBEPXHOCTH aKTHUBHPOBAHHBIX TPOMOOIIUTOB, JIOKAJIM30BAHHBIX B 30HE
MOBPEXKEHUS. DTO MPUBOJAUT K 00pa30BaHUIO U3 MPOTPOMOMHA TpOMOUHA B
OOJBITIOM KOJIMYECTBE HE3aBUCUMO OT TKaHEBOTO (akTopa. [pyrumu cioBamu,
bapmakoauHamuueckuit apdekt pakropa VIla 3akaouaercs B yCHICHHOM
MecTHOM oOpa3oBanuu (paktopa Xa, TpomOuHa u ¢pubpuna. rFVIla sensercs
nmpenapaTroM BbIOOpa y O0JIbHBIX TpoMOacTeHue [ manimana c
AINTIOMMMYHU3alUEN WU ¢ pe(PpakTEepHOCTHIO K TpaHCPY3HUsIM TPOMOOIIUTOB.
CraproBas g03a coctaBiseT 90 MKI/KT ¢ IOBTOPHBIM BBEJCHHUEM KaxKble 2-3 yaca
JI0 MOMEHTa OCTaHOBKHU KpoBoTeueHHs. OJTHAKO, HA CETOTHSANTHUHN ACHb HET
JIOCTAaTOYHOTO 00beMa KITMHUYECKUN TAaHHBIX 00 3 PEKTUBHOCTU JEHCTBUS
npenapara y 00JIbHBIX C TPOMOOIIMTONIATUSMH.

Cnmcok JuTepaTypsl.



1)
2)
3)

4)
5)

denepanbHble KIMHUYSCKUE PEKOMEHIAINH 110 TUArHOCTUKE U JICYCHUIO
TpoMOouuTonaTuii y nereit u noapoctkos. Mocksa 2014, 2015 r.
HammonansHOe remaronornueckoe oomecTBo. Kinmanueckrue peKoMeHaIum
10 TMarHOCTHKE U JieueHuto 0ose3nu Bumnebpanaa. 2014 r.

Opynunus. Poccuiickas asexkTpoHHast ouoianoreka. TpoMOOIUTONMATHH.
OcHoBHbIE (HOPMBI, TATOTEHE3 U TPOSBIICHHUSI.

StudFiles. I'emocTa3s u remopeasorus.

http://mrmarker.ru/ IMpe3enramnus. TpomOonuTONaTHN U OOJIE3Hb
Bunebpanna.
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