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Beenenne
TpomOoLUTBI — caMbie MeIKHe KIeTKM KpoBH (2—4 MKM), KOTOpbIE Y4acTBYHOT B

remMocTase, BOCMaJICHUH, PEMOJICTTMPOBAHUM TKaHel U 3aKuBIEHUH paH. Ouu 00pasyroTcs B
KpPAaCHOM KOCTHOM MO3re OTIIHYPOBBIBAHHEM YHacTKa LMTOMIa3Mbl ¢ MeEMOpaHoHd Ot
MerakapuouuToB. TpoMOOLIMTEI HE UMEIOT si/Ipa, HO COJIEPIKaT CJIOKHYIO CUCTEMY OpraHesLl.
K HMM OTHOCSATCSI CeKpeTOpHBIE TPaHyJIbl, JIH30COMBI, MUKPOTPYOOUKH, MUKPO(PUIAMEHTSI,
MUTOXOHpUH. Takoke BHYTpHU TPOMOOLIMTA HAXOAUTCS OTKPhITas KaHAIUKYJIIpHAs CHCTEMa
KaHaJlblIeB, POHM3bIBAIOIIAS €r0 HackBO3b. CylllecTByeT 3 THNA CEKPETOPHBIX I'PaHyll,
KOTOpbIE OTJIMHAIOTCS 110 KOJIMYECTBY, BHYTpeHHeMY cojieprkuMomy U (yHkumsaM. Kaxpri
TPOMOOLIMT COAEPXKHT 0K0J10 70 ¢-rpaHyil, B KOTOPBIX OINPEIEIISIOTCS MOJIEKYJIbl aare3uH,
Takue Kak P-cenexTuH, NMTOKMHBI, (PAKTOPbI KOAryJsiuuy U GubprHOIU3a, (akTopsl pocTa
(tpomboumTaphbiii aktop pocta (PDGF), tpanchopmupyrommii daxrop pocrta p (TGF-),
(aktop pocta snporenusi cocynos (VEGF), dakrop pocra snurenus (EGF), daxrop pocra
¢pudpobdnactos (FGF), uncynunononodusiii daxrop pocra (IGF)). [TnoTHbIX, unu 8-rpanyJ,
ropa3o Menbine (3-8 Ha TpomOouuT). OHM cojepKaT Majble MONEKYJbl, TaKue Kak
Kanbiuit, ageHosunHmupocdar (AJIP), amenozuHtprdochar, cepotonnH U nUpodochar.
TpomboumrapHbie HU30COMBI COIEPXKAT Pa3UYHBIE [IPOTEOIMTUYECKUE (EPMEHTBI M
rnvkosuaassl. Ha  HapyxHol MemOpane TpOMOOLMTOB pacrofioKeHbl —PELENTOpbl,
Wrparoipe 0a3oByO polib B OCHOBHBIX (DYHKIIMSIX TPOMOOLIMTOB.

TpoMOOUNTBI SBISOTCS BaXKHBIM KOMIIOHEHTOM CHCTeMbl TIeMOCTasa: ajiresus
TPOMOOLIMTOB K MECTY MOBPEKIAECHHUS COCY/a, arperauus, Cekpelus (GaKTopos CBEPThIBAHMS,
MOCJIeyIOlasi pPeTpaKiis CrycTka, CrasM MeJKHX COCYyJIOB M o0Opa3oBaHue Oenoro
TPOMOOLIMTAPHOTO TpoMOa OCTAHABIUBAIOT KPOBOTEUYEHHE B MUKPOLIMPKYJIITOPHBIX COCYIax
¢ auamerpom 1o 100 HM. AKTHBaLMs CBEPTHIBAIOLIEH CHCTEMbI MHAYLIMPYET 00pa3oBaHue
(hnOprHa Ha NOBEPXHOCTH AKTMBUPOBAHHBIX TPOMOOLIMTOB M (DOPMUPOBAHKE [1OJTHOLIEHHOIO
tpomba. [lpy akTuBaumu TPOMOOLMTOB eCTECTBEHHBIMM CTHMYISATOPAaMHM, TaKMMH Kak
TPOMOMH WM KOJUIAreH, OOHAKarOLMeCcs: IMPU TOBPEXKIECHUH COCYIUCTOH CTEHKH, OHM
crocoOHbI BLIOPACHIBATL COICPIKMMOE CBOUX IpaHyJl, CoAepKallux (JakTopbl CBEPThIBaHNUA,
MEepoKCHazy, CepoTOHMH, HOHbI Kaiblusi — Ca2+, AJID, dakrop Bunnebpanna,

TpoMOoOLMTapHbIA  (ubpuHOren, ¢axktop pocta TpomMboLMTOB W ap. [loBepXHOCTH
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TPOMOOLIMTOB [PU BbICHIEH CTENeHW AKTHUBAMK CTAHOBUTCS TPOKOAryJISIHTHOW 3a CYeT
SKCTIOHMpOBaHMS (ocdaTnauncepuHa ¥ cTUMynupyeT ¢opmuposanue Tpombda. Taxoke
TPOMOOLIMTB! UIPAIOT CYLIECTBEHHYIO POJIb B 3aKMBICHUM W PEreHEpaliii MOBPEKICHHBIX
TKaHei, BBICBOOOK/Iast (paKTOPhI POCTA, KOTOPbIE CTHMYJIUPYIOT [eneHue W nposrdeparyiio
KJIETOK B 00JIACTH TIOBPEIKIACHHS.

HacnencrBenHble HapylleHust (yHKUMH TPOMOOLMTOB OXBATBIBAIOT Pa3sHOPOIHYHO
FPyMIy — reMOpparud4eckux  3a0o/eBaHMii, BbI3BAHHBIX  BPOXIECHHBIMH JedeKramu
mMopdosioruu u/unu GyHKUMKH TPOMOOLIMTOB MPH HOPMAIIBHOM MX KonuvecTBe. MoryT ObiTh
MOBPEX/IeHbl  pasiMYHbIe CTPYKTYphl M HapylleHbl pa3HOOOpasHble MPOLECCH B
TpoMOOLIMTaxX: MeMOpaHHbIC PEeLeNTOPbl, BHYTPUTPOMOOLIMTApHAST CUTHAJIM3ALINS, TPAHYIbI
U JIp. DTO NPUBOAUT K Pa3IMUHbIM KIMHUYECKUM NPOSBICHUSIM KPOBOTOUMBOCTH.
TpombonuTonatiyn XapakTepusyloTcsi B MEpBYIHO O4Yepellb Pa3sBUTHEM CIHOHTAHHBIX M
MOCTTPaBMaTHUYECKHX KOYKHO-CITH3UCTBIX KPOBOTEUECHUH. PacnosHaBaHue U
aupdepeHImalms  TPOMOOLMTONATH  OCHOBBIBAETCS HA BBbIIBIEHWH KPOBOTOYMBOCTH
MHKPOLIMPKYJISTOPHOrO THIA C HapylleHWeM (DYHKLIMOHAIBHBIX CBOHCTB, MOP(OIOrUH ¥
OMOXMMUYECKMX XapaKTepUCTMK TpoMOommToB. Ha oOCHOBaHMM STUX TPOSABIEHUH
OCHOBBIBAETCS COBPEMEHHas KlacCU(uKaLus TPOMOOLMTONATHI, KOTOpasl NOJIpasaesieTcs
Ha 2 OolbLLIKE MPYIIbI — HAC/IE/ICTBEHHBIEC U MPUOOPETEHHBIE.

Knacenduxauust no MKb — 69.1 — kauectsennbii jedext TpoMOOLIMTOB.
Kaaccupuxauus

A. Hacneocmeennsie (hopmvl mpomobouumonamuil
OcnoHbie namo2eHemuiecKue Spynnbl
|. Cas3aHHble ¢ MeMOpaHHBbIMM aHOMamMsaMd (cuHapombl bepuapa—Cynwe, Ckortr,
nces10001e3Hb Bunnedpanaa, tpomdbactenus [ manumana u ap.).

2. Csi3aHHbIE C BHYTPUKICTOYHBIMU aHOMATTUSMHU:
* OOJIe3HM HENOCTATOYHOrO Iyjla XpaHeHuss — JAS(PUUMT IUIOTHBIX U o-rpaHyn (Done3Hb
["'epmanckoro-Ilynnaxa, TAP-cunapom, cunapom cepbix Tpomboumros (CCT), cHHAPOMBI

Yeauaka—Xwuracu, | puctieniu, 1epUUUAT MIOTHBIX TPaHy.I U Ap.);



* HapyllleHHe peaKIMd BbICBODOXKIEHMs IpaHyl M KX KOMIIOHEHTOB (aeexTt
LIMKJIOOKCHIeHa3bl, TPOMOOKCAHCHHTETa3bl, TUMIOKCUTEHa3bl U JIP. ).

3. Cmemmannpie TpoMOOnUTapHbie Hapyiienus (cunapomsl Mesi—XerrinHa, Buckorra—
Onpapuua (CBO) u 1p.).

4. JucdyHkuus TpOMOOLMTOB IUJIa3MEHHOTO TIeHe3a M IPU COCY/IMCTHIX JIMCIUIA3HsAX
(bonesnb Bunnebpanna, 6onesns Dnepca—/lannoca u ap.).
DyHKyUOHATLHO-MOPPOI0cUECKUE POpMbI

|. Hapyuenue aare3ui TpOMOOLIMTOB:

» cunipoM beprapa—Cynbe (neduupr min aedpext komriekea GPIb-IX-V);

* 6onesns Bunnebpanna (neduimt nmm nedext vWF).

2. Hapymenwue arperaiiii TpOMOOIIMTOB:

* tpombactenus [ manimana (aeduuut wnu gedexr GPIIb-I1la);

* HacjiecTBeHHas aduOpruHorenemus (aedunut win gedekr allbB3, pubpunorena).

3. Hapyiuenue BbICBOOOMKIeHHS U AehULIUT IpaHyI:

* neUIMT Mmyna XpaHeHH!s:

—a-rpanyn (CCT, APC-cunapom, cunapomsl Keebdeka, [ lapu—Tpycco);

—O-rpaHysl  (IepuuMT TUIOTHBIX rpaHys, OonesHs |'epmanckoro-Ilyanaka, cHHIPOM
Yenumaxa—Xuracu, TAP- cunpom);

—0~ 1 O-rpaHyJ (1epUIUT MIOTHBIX U O-TPaHyJ).

4. Hapyuienue (hopmupoBanust U 1eULMT CUTHATBHBIX Ty TEH:

* eheKThI PELIETITOPOB arOHUCTOB: TpoMOoKcaHa A2, kommarena, AJI®, snuaedpuna;

» necext akruBauun G-nporenna: aedunmt Gog, anomanust Gas, nedunmr Goil;

* iedpext Metabonuzma pochatuaunmHozuTona — aeduumnt Gocdonunazsr C-2;

* iedhekT MOOMITH3ALIMY KaJIbLIMS;

* nedekt hochopunrposanus riekcTprHa — AeGUUUT npoTenHKkuHa3b-C;

* HapyleHre oOMeHa apaXxuI0HOBOM KMCIOTbI X TPOMOOKCaHa:

—HapyllIeH!e BHICBOOOKAEHUS apaXxuI0HOBOM KUCIIOTbI;

—1e(ULMT UMKIIOOKCHUTEeHA3bI;

—1eGUIMT TPOMOOKCAHCHHTETA3bl;

* aHOMAJIMH teMeHToB LuTockeneta — CBO;
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* HapylleHWe B3aMMOIEHCTBUS TPOMOOLMTOB — (paktop cBepThiBaHUs  (nedeKT
(ochonunuio memOpanbl) — cuHApoM CKOTT;
* CoYeTaHHble BPOXKIEHHbIE HApylleHHs — aHomanus Mes—Xerriuna, Oonessb [layHa,
CUHJIPOM Me3eHXUMalbHOU aucriasuu, TAP-cunipom.
Tpomboyumonamuiu, conpoBoNCOAIOUUECs MPOMDOYUMONeHUel
1. Manbie pazmeps! Tpomborutos — CBO, X-crernieHHas TpoMOOLMTONEHHS.
2. HopmasibHble pa3mepbl — BpOXJIEHHasi amerakaprouurtapHas tpomOouuTonenus, TAP-
CUHIPOM, aMerakapuouuTapHass TPOMOOLMTONEHUS C BPOXKIEHHBIM PagHoyTbHAPHBIM
CHHOCTO30M, ayTOCOMHO-IOMHHAHTHAs TPOMOOLIMTOIIEHHS, CeMEeHasi TPOMOOIMTONATHS ¢
MPeIPACTIONOKEHHOCTHIO K PA3BUTHIO OCTPOr0 MUEJIOUHOTO JIEHKO3a.
3. Kpyntsie TpombounTsl — cunapomsl beprapa—Cynbe, [In [xopaxu, TpoMOOLHTApHBII
tan  Gonesun Bumnebpanna, CCT, APC-cungpom, rpynna curapomoB MYH9, X-
CLeTITIeHHAs! TPOMOOLIUTOTICHUSI ¢ TajaccemMme, CHHIPOM [Tapu—Tpycco,
CpeI3EeMHOMOPCKAs MAKPOLIUTONIATHYECKAs! TPOMOOLMTONEHHUS, AU33PUTPOIIOITHYECKAS
aHeMusi C TPOMOOLIUTONEHUEH.

b. Ilpuobpemennsie (cumnmomamuiecKkue) mpomoouurmonamuu
I. I'lpu remobsiacrosax:
* AM3arperaloHHbIE TUIIOPereHepaTOPHbIE;
* dopmbl  notpebienus  (Ipy  pa3BUTHM  CHHAPOMa  JUCCEMUHHUPOBAHHOTO
BHYTPUCOCY/IMCTOTO CBEPTLIBAHMS);
* CMEILIAHHOTO THIIA.
2. I'lpu muenonposindepaTnBHbIX 3a00/IEBAHNSX U ICCEHIMATBHON TPOMOOLIUTEMUH.
3. Ilpu Butamun B12-nedunmtHoli anHeMuu.
4. Tlpn ypemun (HapylieHHe aare3MBHO-arperalldoHHON (DYHKLMH TPOMOOLIMTOB, PEKE —
peTpaKLiy CrycTKa).
5. Ilpu w™uesnomHoii Oosesnn, Oonesnn Banbiencrpema, rammvamatusx —(Omokane
TPOMOOLIMTOB MaKpo- ¥ MapanpoTeuHaMM ).
6. Ilpm umpposax, onyxoisix W mapasuTapHbIX 3a0oseBaHUsAX [e4YeHH (HapyIIeHHs

a/ire3uBHO-arperalMoHHon GpyHKIMKU TPOMOOLIMTOB BCIIeACTBUE METADOIMYECKHX
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HapylIeHHUit, CeKBeCTpalMs TPOMOOLIMTOB B MOPTAIbHOM cucTeme, NMoTpedIeHne KPOBSHbBIX

IJIACTUHOK ~ TIPH  Pa3BUTHH  CMHIAPOMA  JUCCEMMHHUPOBAHHONO  BHYTPUCOCYIHUCTOrO

CBEPTBIBAHNSA ).

7. Ilpu 1mHre (HapylueHWe B3auMOoJIeHCTBUS ¢ sHaoTenMeM 1 AJlD-arperauuei).

8. Ilpu ropMoHalIbHBIX HAPYIIIEHHSX — THITO3CTPOTeHUH, THITOTUPEO3ax.

9. JlekapcTBeHHble W TOKCHIeHHBbIE (OpPMbI (MPU JEUEHHUH aclUpUHOM W APYTHMH

HeCTePOMIHBIMU  TIPOTHBOBOCHAIMTE/ILHBIMM ~ [periaparamu,  aHTHOMOTHKAMH — —

KapOeHULIUITTUHOM, MEeHUITMIUTAHOM; TPaHKBWJIM3aTOPAMHU, HUTpodypaHamu,

[ATOCTATUKAMHU U JIP.).

10. I'lpu nyueBoii 6onesnw.

1'1. TTpu MaccuBHBIX reMoTpaHchy3usiX U HH(Y3UAX PEOTTONUTIIIOKHHA.

12. T'lpu GonbiiMx TPOMOO3ax U 'MIAHTCKUX aHTHOMaX (TPOMOOIUTONATHS TOTPEOIEHHS ).
Kiaunnyeckasi KaApTHHA

KiuHuueckue  nposiBiieHMss  3aBUCAT OT  OCOOEHHOCTEH  KAa4YEeCTBEHHBIX U
KOJIMYECTBEHHbIX J1e(DeKTOB TPOMOOLIMTOB — TSKECTb FeMOPParMieckoro CHHApOMa MOKET
3HAYUTEILHO BapbUPOBATLCS U HE 3aBMCETh HANpPSIMYo OT creneHu jaedexra. IIpu merkoi
KPOBOTOUMBOCTH MOMKET OTMEYaThCsl CK/IOHHOCTH K CHHSIMKOBOCTH [PU  MaibIX H
HE3HAUUTE/IbHBIX TPaBMax, Ha MeCTe C/JaBIMBaHUS PE3WHKOM; NEePHOINIECKUE HEOOMIbHbIE
HOCOBBIE KPOBOTEUEHMUsI, CeMelHbIe JITUTENbHbIe MEHCTpyalluK Yy KeHUMH 1 ap. B ciydae
pa3BUTHsE MacCHBHOTO reMopparMyeckoro  CHHApOMa  MOTYT  pa3BUBAThCs
KM3HEYTPOKAIOLLMEe KPOBOIOTEPH.

Tpomoacmenua I nanumana — HacneICTBEHHOE 3a00JIeBaHUE, XapaKTEPU3yrOLIeecs
reMoppartuecKuMH NpOsIBIEHUSIMHU, TTPU KOTOPBIX OTMEUaeTcs YJTMHEH)E BpeMeH!
KPOBOTEYEHMS, a TaKKe TMOJIHOE OTCYTCTBME WJIM pEe3KOe CHW)KEHHME WHTEHCHBHOCTH
PeTpaKkiM¥ KpPOBSHOIO CrycTKa Ha (DOHE HOPMAIBLHOIO COJIep:KaHus TPOMOOLMTOB B
eIMHULIE o0bemMa KpOBH. ITO ABJISETCS pe3yJbTaTOM CHWKEHHWs arperalMoHHON
CrocobHOCTH TPOMOOLIUTOB.

Briepseie 3abonieBanue Obl1o onucaHo B 1918 r. poktopom DnsapioM [naniiMaHoMm.

Tpombacrenus I nanivana sBisietcst peikuM 3aboeBaHHeM U BCTPEUAETCsl C YaCTOTOM



npubausuTensHo | ciryvaid Ha 1 MiiH. ManudecTanus 3adoneBaHusi MPOUCXOIUT B paHHEM
JEeTCKOM BO3pacTe.

OCHOBHBIMM ~ K/IMHUYECKMMH  TIPOSIBIIEHUSMH  SIBISIOTCS  KOXKHbBIH — reMOpparv4ecKHi
CUH/POM, KPOBOTEUEHUS M3 CIM3UCTBIX, B TOM YHUCIE W KEIYJ0YHO-KULIEYHbIE, BIIJIOTH /0
KU3HEyrpoxaoumx. Bo3mokHo o0pazoBaHue reMaToM MSTKUX TKaHed pasiiM4HOM
nokanu3auuu. I'emopparudeckuii CUHAPOM MOXKET MMETb KaK MOCTTpaBMaTU4ECKH, TaK U
CIIOHTAaHHBIA ~ xapaktep. [lpoBemenne MOOBIX OMEpPaTUBHBIX BMeELIATENbCTB  6e3
reMOCTaTUYECKON Teparuu, B TOM YUCIIe 3KCTPAKLMs 3y0OB, CONPOBOKIAETCS Pa3BUTHEM
KpoBoTeueHusi. B HacTosiiiee Bpems BbIeNstoT 3 Thra tpomOacTenuu | nanumana: tan 1 —
neduIMT KOMILUIEKca HOBEPXHOCTHBIX pelienTopoB arperaiyy riukonpotenios GPIIb-Illa <
5 % ot nopmsl;, THn 2 — neduuur xommiekca GPIIb-Illa 5-20 % ot HOpMBI, THIT 3 —
komruiexe GPIIb—11a npucyTcTByeT B HOpMATBHOM HITH MOYTH HOPMAJIbHOM KOJIUYECTBE, HO
(yHKIMOHANBHO HecocTosiTeneH. TeM He MeHee Koppessitmu Mexay koiandectsoM GPIIb—
[Ila Ha NOBEPXHOCTH TPOMOOLIMTOB M TSDKECTBIO KJIMHUYECKUX MPOSIBIIEHUI 3a00JIeBaHus HE
Habmoaaercs. B ocHoBe mnaroreHesa JaHHOrO 3a0oJieBaHUA JIEAKWUT JSPULMT MM
aucyHKimMs MemOpaHHbix OeskoB TpombouutoB — wunterpuHa allbB3  (GPIIb-Illa),
(hOpMUPYIOLIMX HA MOBEPXHOCTH TPOMOOLIMTOB reTepoiMMep — KOMIUIEKC, CBSA3bIBAIOIIMH
¢ubpuHoren, ¢axkrop Buinebpanna, GDuUOpPOHEKTMH M BUTPOHEKTHH. DTOT MEMOpaHHLIN
KOMITJIEKC SIBJISIETCSl HEOOXOIMMbIM KOMIOHEHTOM 3aKIIOUMTENBHOrO 3Tana arperalmu,
aKTUBUPOBAHHOM (pusnonornyeckumu aronuctamu. [lpu akruBauun komruiexe GPHb-

IlTa menser cBow KoOH(poOpMalUIO, CBs3bIBaeT (UOPUHOTEH M JIpyrue pacTBOPUMbIE
azaresuBHble OEJIKH, KOTOpbIe ¢ yyacTHeM uoHOB Ca2+ ornocpelytoT arperaluio CMEXKHbIX
TPOMOOLIMTOB B (POPMUPYIOILIEMCS CTYCTKE.

Tpombactenust [ naHuMaHa UMEET ayTOCOMHO-PELIECCHBHBIN TUI HacneoBaHua. Oba rena
unterpuHoB allb u B3 pacnonokenbl Ha AMMHHOM IUiede Xpomocombl 17q21.32 wu
Koaupyrotest B reHax [TGA2B v ITGB3 cOOTBETCTBEHHO. JKCIPECCUs! T€HOB POUCXOAMT
HE3aBUCMMO Jpyra OT jpyra. Maible feneniu v MOAMGMUKALMKM BCTPEYAIOTCS valle, YeM
OonbllKe peapaHKUpoBkH reHoB. Hecmotpsi Ha To yto dparment ITGB3 umeer mMeHbmi
pasMep, 110 MpUYMHE Haauuusi OONbLIEr0 KOMMYECTBa 3K30HOB €r0 MyTallysl BCTPEYAeTCs C

Oonblleld vacToTOl. B pesynerare mMyrauuu y TanueHToB ¢ TpomOactenued | naHumana



MOXEeT BO3HMKaTh Jepuuut uiM Hapymenme crpykrypsl  GPllb-Illa. Hamuuus
MOJIeKyJISIpHOTO JeeKTa B OJHOM WM JIByX TeHax AOCTaTOYHO Ul (POpPMHPOBAHUS
TPOMOOLMTONATHH. THKeCTb KITMHUYECKOH KapTUHbI TpoMbacTennt [ naHMaHa He 3aBUCHT
OT BbISIBJICHHBIX MyTallMil U MOJKET BapbUPOBATHLCSI BHYTPU OJIHOM CEMbH.

Cunopom cepoix mpomoouumos. Brieppbie CCT (OMIM #139090) 6w ormican
Raccuglia B 1971 r. On Obl1 oOXxapakTepu3oBaH Kak [ATOJOIMYECKOE COCTOSHHE,
COMpOBOXKIAtOLIeeCs  TPOMOOLMTONEHHEH,  JOCTATOYHO  MSTKMMH  IIPOSIBIEHUSAMM
KPOBOTOYMBOCTM M HAJIMYMEM arpaHysIspHbIX TPOMOOLUMTOB B NepU(EpUHECKON KPOBH.
broxumuueckumMu 1 3MIEKTPOHHOMUKPOCKOITMYECKMMH MeTOolaMy ObLIO MOKa3aHo, 4To BCe
OpraHesibl, KpoMe 0-rpaHy.i, He U3MEHEHbI ¥ MPUCYTCTBYIOT B HOPMaJIbHBIX KOJIMYECTBAX.
[Ipeamonaraercs, 4T0 NPHYMHON BOZHUKHOBEHHS 3TOTO CHHAPOMA SIBIISICTCS HECIIOCOOHOCTh
MEerakapHolMTOB K 00pa3oBaHMIO CrelM(UYecKUX Be3UKYl W HalONHEHHI0 HX O-
rpaHy/ISIpHbIMH KOMITOHEHTaMH.,

[Ipy »TOM KOMMUECTBO MErakapHoIMTOB B KOCTHOM MO3re, Kak MpaBuilo, HOPMAaJbHOE.
MUKpOCKOTIMHECKM B Maske OOHapy)XWBAlOTCS — KpymMHble, OJeAHO  OKpalleHHbIE
TpoMOoLMThI. Hapyiienne (pyHKINMM TPOMOOLIMTOB MPOSIBISETCS B CHWKEHUM arperamy ¢
KOJUTAreHOM W/HIH C TPOMOMHOM.

Jns naumentoB ¢ CCT 3auacTylo XapakTepHbl MakpOTPOMOOLMTOIEHHS pPasHYHOM
CTEeNeHH, KPOBOTOUMBOCTh CIM3UCTBIX O0ONOYEK, C TEUYEHHeM JKH3HM Pa3BHBAKOTCA
muenopubpos U cruieHoMeranus.  KpoBoreueHuss — OOBIMHO — HE  SIBIISIKOTCS
KU3HEYTPOKAIOLLMMH, OJHAKO [IPH XMPYPrUYECKUX BMELIATEIbCTBAX MIIM CEPhE3HbIX
TpaBMax BO3MOKHA MAacCHBHasi KpOBOMOTEPs, HE OCTaHaBIMBaeMas CTaHIapTHBIMMU
METOIaMH.

Y TakMxX TMalMeHTOB TEeCThl arperaupd TPOMOOLMTOB JAlOT BechbMa BapHaOENbHbIE
pe3ysibTaThl, O0IIEro BeKTOpa W3MEeHEeHHs 3TOro MoKasaTelisi BbIIBUTh He y/1anocCh.

B 6onbiunHcTBe cemeit umeercs Beero auiub | cnyvaid CCT witn cTpajiaroT 0IHOBPEMEHHO
HecKoJibKko OparbeB u cectep. [yt Hacne0BaHMSs U reHbl, CLEMJIEHHbIE C JaHHLIM
3aboneBanneM, pa3HooOpa3Hbl. M3BecTHbI ¢itydyan X-CLEMIEHHOTO HACIe0BaH sl MyTallui B
GATA-1, uro npuBoauT K OOlIEMy YMEHBUICHHIO 4HUCIA [paHyl B TpoOMOOLMTAax u

nosiBieHuto aedekTHIX dputporutoB. B 2014 r. D. Monteferrario et al. coobumnu o
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MACHTU(HMKALMK paHee HEU3BECTHOM HOHCEHC-MyTalMM B TI'€HE TPAaHCKPHUITLHOHHOIO
dakropa (penpeccopa) GFI1B B cembe ¢ ayrocomHo-nomuHanTHbiM CCT. Hanbonee vacto
npu CCT mospexaercs ren NBEAL2, pa3HooOpasHble MyTalMd B KOTOPOM ObLin
BoisiBiieHbl B 2011 1. C. A. Albers et al.

Cunopom bepnapa—Cyave — wnacnejctBenHas TpomOoLuTonarus, o0yCIOBIEHHAS
reHeTHYeCKMM JIeheKTOM HITH CHIKeHHEM (yHKIIMOHATBHON akTUBHOCTH KoMruiekca GPIb-
[X—V TpoMOGo1ITOB. DTOT KOMIIEKC SIBIsIeTCs pelentopoM (paxTopa Buinebpan)ia, a takke
HeoOX0 MM JUTst (PUKCaLIMK TPOMOMHA HA MOBEPXHOCTH TPOMOOLIUTOB.

C ¢dyHKUMOHANBHOW TOYKHM 3pPEHHsl HapyllaeTcs aare3uss TPOMOOLMTOB K COCYIHCTOMY
cyO3HA0TRIMATBHOMY MAaTPUKCY, YTO XapakTepHo U uist bone3un Buinedbpanaa. OCHOBHBIM
JAMArHOCTUYECKHUM KPUTEPUEM O5TOM MaToJOrMU  CIIy’)KaT MaKpOTpPOMOOLIMTOIEHUsS H
orcyrcTBHe  (akTop BuineOpania-3aBUCUMOM — arperalMd € PUCTOLIETHHOM, TpH
HOPMaJIbLHOM KOJIMYECTBE M HOPMAllbHOW aKTUBHOCTH camoro (aktopa. Takike MOXKeT
HabJIHOATHCS MOHMKEHHUE arperalyu ¢ TPOMOMHOM Ha (hOHE HOPMAIIbHOM arperaimin

¢ apyrumu aronucramu. Jlebuuur noBepXHocTHOro Komruekca riukorporenHoB GPIb-IX—
V  moxker ObiTh TOATBEPXKIEH METOAOM TMPOTOYHOM LMTO(IYOPUMETPHH W IIpH
redeTnyeckom ananuse renoB GPIBA, GPIBB v GP9.

Cunnpom bepnapa—Cyibe MPOsIBISIETCS 3HAYUTEITLHON KPOBOTOYHMBOCTHIO
MHKPOLIMPKYJISTOPHOTO ¥ CMEIIaHHOTO THIIA, KOTOpasi MPOSBIISETCS cpa3y Mocie poxkK/IeHUs.
Hacnenosanue — ayTOCOMHO-pelIECCHBHOE.

Cunopom Buckomma—Quopuya. MuxpoTpoMOOLIMTONCHUS U HapyLLIeHHe arperaluu
TPOMOOLIMTOB yKa3blBaeT HA Ha/MYME KAYeCTBEHHOI'O WM KOIMYECTBEHHOro Je(exra
cnieuududeckoro Oenka WASP (Wiskott—-Aldrich syndrome protein). [lnst knaccuueckoi
dopmel CBO xapaktepeH KOMIUIGKC HApYLLUEHHWid, B KOTOPbI BXOJAT IOBBIILICHHAS
KPOBOTOYMBOCTh, PELMAMBUPYIOLIE OaKTepUaibHbie, BUPYCHbIE U TPUOKOBbIE HH(EKLMH, a
TAKOKE KOXHAsH IK3eMa.

CywectByer Oonee nerkass ¢opma TeueHuss 3aboneBanuss —  X-CLETUICHHAs
TpoMOoLMTONEeHUs. 3abosIeBaHe XapaKTepu3yeTcsi OTCYTCTBUEM BbIPAKEHHbIX MPU3HAKOB
uMMyHoaeduumTa u dK3eMbl. C 1enbpio Bepu(UKaly UartHo3a JaHHOW rpymnre OOMbHbIX

H@OGXO}IHMO [MpPOBOJNUTL [MYHKHUKO KOCTHOIoO MoO3ra W aHaius MHUCI0TPaMMBL. B
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muenorpamme 1ipy  CBO  oTMedaeTcss HOpMalbHOE — KOJIMYECTBO — HEM3MEHEHHbBIX
merakapuounToB. Mimmynonoruueckue nedekrtsl y 6ombHbix CBO siBiisitoTest pe3ynbrarom
HapyleH!sl roMeocTasa JTUM(POLUMTOB, TPOABIISIOLICIOCS B PE3KOM CHWKEHUH ITPOTIOPLHH
T- u B-numdormros. [lpn ncenenoBanny $HyHKIMOHATBHBIX HapyLIEHHH TPOMOOLIMTOB Yy
oonbHbix CBO  oOHapykuBaeTcsi TOBBIILEHHas AKcrpeccusi  (docharuauncepyna  u
obpazoBaHue MHKPOYAcTHL] B OTBET Ha CTUMYJ. BeposiTHbIM MEXaHW3MOM pa3BUTHS
TPOMOOLIMTONIEHUN SIBIISICTCSI TIOBBILLICHHOE yIaleHHe TPOMOOLIMTOB, SKCIPECCHPYROLIMX
(ocharuamncepun, makpodaramMu ceneseHkd. Jlis MOATBEPXKIAEHHs Mardosa «CHHIPOM
Buckorra-Onapuya» 1 X-CLeIieHHON TPOMOOLIMTONEHUH HE0OX0AMMO MPOBECTH aHAJIN3
dKcnpeccuu Oenka v onpenienenue mytauuu rena WASP.

I'pynna cunopomose MYHY. Hanuune B rpaHyJoUMTaX M MOHOLMTAX OOJIBLIKMX
OasohuIbHBIX BKIHOUeHHH (Tenell Jlene) B Mazke KpoBH Mpu oKpacke no PoMaHOBCKOMY—
['um3e siBnsieTes MapkepoM rpymnnsl cuHapomoB MYHY.

B nannyto rpynmy cHHIPOMOB BXoAST aHoManus Mes—Xerrnuna, cunapomsl Dexrthep,
Smureiina, CebacThbsiHa.

Anomanust Mes—XerrimHa onucada Hemenkum BpadoM R. May (1863-1937), a nosanee
mBernapckum — R. M. Hegglin (1907-1969). B ocHoBe naToioruu JeKUT MyTalus reHa
MYHY9, xonupymomiero TsoKenyl Lerb HembieyHoro MuosuHa A (NMMHC-IA).
[Iporekaet B OOJBLIMHCTBE CilydaeB OECCUMITTOMHO, HO Y HEKOTOPbIX O0JIbHBIX [POSBIISETCS
TIOBBILICHHON ~ KPOBOTOUMBOCTHIO. THWIT  HAcleoBaHMs — ayTOCOMHO-JOMHHAHTHBIM.
ConpoBosknaercss TPOMOOLMTOIIEHUEH, MopakeHueM rnouek (HedpuT), HEHPO-CEHCOPHOH
TYTOYXOCTbIO M KaTapakToW, HO HAJIMYMe NaHHBIX NATOJOMMH He siBjseTcs 00s3aTelbHbIM,
ocobenHo y aeredl. 3auacTyr0 y mnauueHToB ¢ aHomanmued Mes—XerrivMHa HapylleHa
arperaliss TPOMOOLIMTOB C KOJJIAreHOM I[IpH HOPMAIbHOM arperauuu ¢ OPYTAMHA
aronrcramy, ocobenHo ¢ pucroueTnHoM. OOHapyxenuwe arperaroB NMMHC-IIA B
HeHTpoduiiax MeToaoM MMMYHO(MIyOPECLICHIIMH MOATBEP/KAAET IUarHo3 JaHHOH IPYIiibi
cunapomoB. C 1e/bl0 onpejeneHnss KOHKPETHOW MyTalliu PEKOMEH/yeTCs MPOBeJeHUe
reHeTUYeCKOro aHanus3a.

Cunopomot dedpuyuma nyia xpanenusn. K Ham OTHOCATCS CUHPOMBI | epMaHCKu—

[Tynaxa u Yenmaka—Xuracy. OHM HacheqyroTcs ay TOCOMHO-PELIECCHBHBIM ITyTEM.
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[Ipy 5THX CHHApPOMAax HaOMOJAeTCss AlbOMHU3M, dacTble MH(MEKIUH, JerouHbid (Gpuodpos,
rPaHyJIeMaTO3HbIN KOJIUT, Y/UIMHEHHE BPEMEeHU KPOBOTEUEHUS ¥ HE3HAYUTE/IbHOE
HapylleHHe CBepThiBaeMOCTH KpoBW. [lpuumHOil 3aboneBaHus siBIsieTCsl  JEQUIMT
COJIEPXKMMOTO TITTOTHBIX TPaHyJ W/HIK UX camux. MccnenoBanust (yHKIUM TPOMOOLIUTOB
BBISIBIISIFOT HapylleHue arperauvmu B peakumu ¢ AJl®, aapeHaaIuHOM, PUCTOLETHHOM U
koyutareHoM. Ilpu cungpome Yenuaxa—Xuracu mniaOTHbIE TPaHYJibl, OIpEAE/IsSieMbIC TIPH
SEKTPOHHONW MUKPOCKOITUM, KpYITHEe HOPMAbHBIX M T10 pasMepy MOXOKH Ha TpaHyIibl
MEJIaHOLIUTOB, JeHKOLMTOB U (hudpodIacToB.

Cunopom Cromm. TpomOoLMTONATHS, HAcheIyemas 110 ayTOCOMHO-PELECCHBHOMY
THITy, 00yCTIOBIeHHas Je()eKTOM BbIX0/Ia (hochaTuanIcepuHa Np1 akTUBALIMY TPOMOOIIUTORB
M, KaK CJe/ICTBHE, HapylIeHHEM B3auMOJICHCTBHS TPOMOOIMTOB C IJ1a3MaTUYECKUMM
(daxropamu cBepTbiBaeMocTH. Ilpu 3TOM Ha MeMOpane 00pasyroTCsi HEMONHOLEHHbIE
koMmruiekesl (paktopoB cBeprhiBaeMocTd Va—X u VII-IXa. Jledgexrsl cBs3biBaHus 3THX
KOMIIJIEKCOB TNPUBOJAT K HEMOJHOM akthBaumu (axropa X ¥ npoTpoMOMHA, a TAKKe K
HapyIleHUsIM aKTUBHOCTH TpomOoLMTapHoro (akropa 3.

AJINTOPUTM IHATHOCTHKH

Jluddepenumanbias auarHocTka TpoMOOUMTONATHI Ype3BblYAiHO 3aTpyAHEHA.
OueHb 4acTo TPOMOOLUTONATHI MACKUPYIOTCSi HOCOBBIMH KPOBOTEUYEHUSIMU, MEHOPPArHAMHU
U IPYrMMM KPOBOTEUEHHSIMHU CITM3UCTBIX 00oouek. [TepBbiM 3BEHOM IMarHOCTUKY SIBJISETCS
noapoOHbiii cbop aHamuesa. (6sg3aTeNbHBIM SABISETCS COCTABIEHUE POAOCIOBHOM ¢
TIATETbHBIM cOOPOM CBEIeHHH 0 MUHUMAJILHOW KPOBOTOUMBOCTH Y POACTBEHHUKOB.
BaskHBIME BOMpOCaMHU SIBJISIFOTCS: 1IEPBbIH 330/ KPOBOTEUEHHUS, HATTHYHE
KPOBOTEUEHUSI IPU NPOPE3bIBAHUN/CMEHE WITK SKCTPAKLMK 3yO0B; IIPOBOAUIACH JI TOH3M-
JOKTOMHUS, ObIIM JIM OCIIOKHEHUS B BUJAE JUTMTEIILHOIO KPOBOTEUEHMS; KPOBOTOYHBOCTDH
JleceH Mpu 4UCTKe 3y0OB; HAIMYUE HOCOBbIX KPOBOTEHEHWH, eciid Jia, TO KOIrja
MOSIBISIIOTCS/HaCTOTa/[UTMTEILHOCTE;  00beM  MEHCTpyalluu Yy JeBOo4eK MyOepTaTrHoro
BO3PACTA; TPOBOJMIMCH JIM OlepaTUBHbIC BMELLATe/ILCTBA, ObUIM M reMopparuveckue

OCITOKHEeHus !
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Ilpy Hanuumu KIMHUYECKMX [PU3HAKOB TPOMOOLMTONATHH BTOPLIM  3BEHOM
JMArHoCTHKHM siBiisieTcst o0t ananu3 kposu. [Ipy MHOTMX TpomMOoLIMTONATHSX MTOKA3aTETH
MOTYT OCTaBaThCs B Tpenesiax HOpMbl. OIHAKO MPH M3MEHEHWH pa3MepoB TPOMOOLMTOB
ABTOMATHYECKWIA aHAIM3aTOp MOXKET He 3a(pMKCUpoBaTh (PakTHHecKoe MX KOJIMYECTBO,
MO3TOMY BaJKHO NPOBOJMUTHL MOJCYET BPYUYHYIO B Maske ¢ OKpackoidl 1no PomaHOBCKOMY—
['umse. Mopdonornuecknii aHanu3 TpoMOOLIMTOB TO3BOJSIET MOJYUYUTh JOMOJIHUTEBHYIO
“HbOPMAIIMIO O KOJHMYECTBE M pasMepax TPOMOOLIMTOB, HAlIW4YME MX KOHITIOMEPATOB H
Jpyrue 0cOOEHHOCTU: OTCYTCTBHE O-IPaHyJ1 B KPYIHBIX CepbIX TPOMOOLMTAX YKa3hIBaeT Ha
00J1€3Hb CepbIX TPOMOOLIMTOB, NPH BKIIFOUEHUSIX B JIGHKOLUTHI — O0IE3HH, 00YCIIOBICHHbIE
myTauueid rena MYHY, anomanuu MOpGhOIOrUM SPUTPOLIMTOB MOTYT CBHUJIETEJILCTBOBATH O
OonesHsix, cBA3aHHbIX ¢ MyTauded reHa GATA-1. Tlpy oOHapyxkeHMHM B Maske
KOHIJIOMEpaToB TPOMOOLIMTOB HEOOX0IMMO NpoBecTH ruddepeHInaTbay0 AUAarHOCTHKY €
nedexkrom 3adopa KposH. [1ceBAOTPOMOOLIMTONEHUSI MOKET ObITh CIIEACTBUEM CKJICHBAHUSI
TPOMOOLIMTOB B ITPOOUPKE € ITUIICHIMAMUHTETPAALICTATOM. ITO JIErKO NOATBEPANTD, ECITH
CJIeNaTh TIOBTOPHBIN 3a00p KPOBU B MPOOUPKY € LIUTPATOM.

HecmoTpst Ha TO 4YTO Ha CEroAHSIUIHUNA [E€Hb ObLIO MPOBEAEHO OTHOCHUTENBHO
HeOOIbIIOEe KOJIMYECTBO CPaBHUTENIbHBIX WCCIIENOBAaHWHA arperauu TpOMOOLMTOB Y
B3pOC/IBbIX M JIETEH, HAa OCHOBAHMM WMEIOLMUXCS JIaHHBIX MOJKHO CJHIeNaTh BBIBOM, HTO
pasiMuus B arperaiui UMeroTCst TOJIbKO y AeTel 10 roja sxusnu. Jletu ¢ roga u 1o 18 sier He
UMEIOT Crelr(UYecKuX BO3pPAcTHbIX HOPM KakK BHYTPU TpYIIbl, TAK U B CPaBHEHHH CO
B3POCIIBIMH.

CKpUHMHIOBBIMU TECTAMHU, YKa3bIBAIOILIMMU HA HapyllIeHHe TPOMOOLIMTAPHOIO 3BEHA
remMocrasa, SBISIOTCS Y/UIMHEHUE BPEMEHM KaluUispHOro KpoBoTeueHus (npobbl Jlproka,
A¥iBM) ¥ aBTOMaTUHECKUi aHanu3 QyHKLUMK TpomboiuToB Ha pudope PFA-100. Onnaxo
OHM HE 0DNaJArOT NOCTATOHHON YyBCTBUTENIBHOCTBIO W CIEHM(PUIHOCTBIO [UIs TOCTAaHOBKH
JIMarHosa.

Ouenka (hynkuuu mpomoouumos
«30J10THIM CTAHIAPTOM» OLIEHKH (DYHKIIMOHAIBHON aKTMBHOCTH TPOMOOLIMTOB ObUT IIPU3HAH

METO/1 onTHUecKkoi arperomerpuy (light transmission aggregometry, LTA).
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MeTto/1 ocHOBaH Ha OLleHKe JOTOMETPOM CBETONpOycKarollen crnocodHocTH (%o arperanum)
LMTpaTHOM OGoratoil TpoMOOLMTaMM T1a3Mbl MPU J100aBlIeHUU B Hee arOHUCTa arperaluy
(AID, »snuHedpuH, KoulareH, apaxMOHOBas KHCIIOTa, TPOMOOKCAH, PUCTOLETUH).
Arperauust  TpOMOOLIMTOB, HWHIYLIMPOBaHHAsE PUCTOLIETMHOM, KOTOPbIA — aKTUBUPYET
ces3biBaHue (aktopa BumneOpanma ¢ komrmiexcom ramkonporenHoB GPIb-IX-V, Tarke
usmepsiercst ¢ nomoitpto LTA. Ilpu npoeeHnu »1oro anannsa HEOOXOAUMO YYMTBIBAThL
JAHHBIE O IpUeMe MeJMKAMEHTO3HBIX M TOMEONMaTH4eCKUX IPernaparoB, KOTOpbE MOIYT
B/IMSITH HA arperaruo TpOMOOLIMTOB.

Ha  ceroamsiunuii  aeHb  W3BECTHBI  arperoMeTpuyecKkue  OCOOEHHOCTH  psijia
TpoMOOUUTONaTHH (Tabnuna).

H apyvuterue acpezayuu mpom bot {UMOE NPU HEKOMOPbIX mpogx--zﬁmﬂtmonamwzx

JInarnos Hapymienue arperanum JlonoJiHUTEeILHBIE

IMPH3HAKH, HCCJIC1I0BAHHS

Cunzpom beprapa—CyJibe OrcyretBue  orBeta  Ha | MakpoTpomOOLMTOIIEHHS!.
PHUCTOLIETUH Hceknmrounts Dose3Hb
Bunnebpana.
UccnenoBanue  KONUYeCTBa
GPIb MeroioM npoOTOYHOMH

LIUTO(ITYOPUMETPHH.

Tpombactenus I nanumana | OrcyrerBue ortBera Ha Bee | [Ipotounas

aroHHUCTBI, KpoMme | LIuToQIyopuMeTpus =
pUCTOIIeTHHA MCCNeIOBAHNE KOJIMYECTBA U
(hyHKIMOHAIBHOM
AKTMBHOCTH MHTErpHHA |
[Ib/111a
Hedext cexpermu, o-rpany. | Hanuuue CHWIKEHHOT'O | DNEKTPOHHAs MUKPOCKOIIHSI
(cMHAPOMBI ['epmancky— | oTBeTa K HECKONBKMM | st  OLGHKHA  [UIOTHBIX
[lynnaka 7 Yenuaka— | aronucram: AJl®, | rpany, [TPOTOYHAsI

Xwuracu) KoJnareny, SMuHedpuHy HUTODTYOPUMETPHS
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Hedekr pe_l__lel'l_‘l“ODOB AJlD Cuuxenue unm orcyrcreue | B aHamHese [puem
orBera Ha AJ1D UHruouTopoB AJ1D.
[IpoToyHas

LuTo(IyopUMEeTpUSs IS

orieHku konuvectsa P2Y12.

CCT [MoHwkeHHe oTBera  Ha | Haummume B Maske cr1abo
aKTUBALIMIO TPOMOMHOM | OKpAILEHHbIX TPOMOOLIUTOB,
W/WITH KOJLTareHOM 3EKTPOHHAS MHKPOCKOTIMSI,
MPOTOYHAsE
LuTodryopuMeTpust

B cmysae nHamuuus y naunueHta B oOLIEM aHaiM3e KPOBU TPOMOOLHMTONEHHH,
HEOOXOAMMO OLIEHUTh pazMep TpomOouuToB. JlanHas KiaccudukaliMs OCHOBBIBAET Ha
ouenke MPV (mean platelet volume) — cpennee 3Hauyenuwe oObeMa H3MEPEHHBIX
TPOMOOIIMTOB, KOTOPOE M3MEpSieTcsl COBPEMEHHBIMH TeMaTONIOTMYeCKUMU aHAIN3aTOPaMH
(pactipesienenne TpomOouMTOB MO 00BEMY). Kpome Toro, pasmep TpoMOOLMTOB
MOJATBEPKAAETCS [IPU UCCIeI0BAHUU MOP(OIOrHK TPOMOOLIMTOB B Maske. Bbliesnsto Makpo-,
HOPMO- 1 MUKPOTPOMOOLIMTONEHMIO. AHaMHe3 3aboieBaHus No3BodsieT auddepeHpoBaTsh
NMPUOOPETEHHBIN M HAC/IGJICTBCHHbIM  Xapaktep  TpomOoumMTOrneHuu. Y  jereid
TPOMOOLIMTONEHNM Yallle SBISIOTCS IMpUoOpeTeHHbIMU. JleOtoT 3aboneBaHus, ceMeHHbIN
aHaMHe3, pe3yabTaThl MPEebIAYIIHX aHalIW30B KpPOBU Takike TMO3BOJISIOT OIPENETHTh
XapakTep BO3HUKHOBEHWs TpomOouurtoneHud. Kpome Toro, Hajiuuue COIMYTCTBYFOLIMX
3a00/1€BaHMI MMEeT 3HAYMMYIO POJib B IIOCTAHOBKE JMarHosa: ckenerHbie aHomanuu (TAP-
CHUHAPOM), UMMYHOJepuuMT (cuHIpoM Buckorra-Onapuya), 00je3HM NOYEK U MOTEps
ciayxa (Gonesnu, oOycnosneHHble MmyTaipeii reHa MYH9). Muorue tpomGouuToneHuu
accouMMpoBaHbl ¢ HapymeHueM — GyHkumd  TpomboumrtoB.  HopmoumrapHas
TPOMOOLIMTONEHMST ~ yallle BCEr0  acCOLMMpPOBaHA C  HACJEACTBEHHbIM  JedexTom
merakapuoriossa. Jlnarnoctuka 1aHHoi rpynnsl GofbHBIX 00si3aHa BK/IIOYATh B ce0s aHanus

NYHKIIUHM  KOCTHOIo MoO3ra JJid MHCKIHOHYEHHS npnoﬁpeTeHHbe [MPUYHH  Pa3BUTHA
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TPOMOOLIMTONIEHUH  (HArpUMep,  UHQUIBTPALMIO  KOCTHOIO — Mo3ra), C  LEJbI0
KOJIMYECTBEHHOI'O M Ka4YeCTBEHHOIO aHajli3a MerakapuoLMTapHOro pOCTKa, a TaKkke -
HAIWYMS  aHOMAJMA  JPYrMX  POCTKOB  KOCTHOro mosra. TpomOouuronarus y
HOBOPOJK/JIEHHBIX SIBJISETCS OTHOCMTEIILHO 4YacThiM SIBICHMEM M Hallle BCEro CcBs3zaHa ¢
[peHaTalbHbIMU WITK NepuHaTaibHbIMU (aktopamu. Pejikiue HacneicTBeHHbIE 3a001eBaHMs,
Takue Kak Bpoxk/ieHHas amerakapuotmraptas tpombouuronenus (CAMP), TAP-cunipom
amerakapuoLuTapHass TPOMOOLMTONEHHUSI ¢ BPOXIEHHBIM PaqHOYIbHAPHBIM CHHOCTO30M
(ATRUS), xapakTepu3yroTCsl HaIUdueM TsHKeIoW TpOMOOLMTONEHUe ¢ IepBbIX JHEH,
KOTOpasi COXPaHseTCsl U I10C/e OKOHYAHMSI HEOHATAIRHOrO Nepuojaa. Y JIaHHOW TpyIIibl
OOILHBIX HADIIIOIACTCS U30JIMPOBAHHOE TIOPAYKEHHE MerakapHOLIMTApHOIo POCTKA KOCTHOIO
MO3ra M [OBBILIEHHOE KOIMYeCTBO TPOMOONOITHHA B Iuiasme. Haiuume CcKeneTHbIX
aHomanuit  nospoJsier  auddepenimpoBats TAP-cMHApoM H  aMerakapyoLMTapHYHO
TPOMOOLIMTONIEHUIO € BPOYKIEHHBIM PaJHOYIbHAPHBIM CHHOCTO30M. Jlusi Bepubmkaimm
BPOXK/ICHHON aMerakapuoLMTapHOW TPOMOOLMTONEHUH HEOOXOAUMMO I[IPOBECTH aHAJM3
myTaumi c-Mpl - rena, koaupyrouwmii pelenTop TpoMOONOITHHA.
O01Me m1oax0ab! (MPUHUMIIBI) K Tepanuu TPOMOOLMTONATHH

Jlern ¢ jmarHo3oM  HacieACTBEHHas —TpoMOouuTonarus — HaOmMoJAlOTCs B
CrelralM3UPOBAHHBIX FeMATOIOMMYECKUX LeHTpax. JlanHas rpynna 0o/ibHbIX HyKIaeTcs B
KOPPEKTHPOBKE [METhl: MULA J0/DKHA ObITh BHUTaMuHM3MpoBaHa (Butamuubel C, P, A),
HCKITIOHAIOTCST  YKCyc-colepkamiue  OMrofa,  KOHCepBMpPOBaHHbie — MPOAYKTBI €
MCIIONB30BAaHUEM CalMLIMIATOB, TaK e PEKOMEH/IyeTcsl BKIOYMTh B PALMOH apaxmuc.
Mckmoyaloress mpernapartbl, KOTOPbiE BBI3bIBAIOT HAPYLUEHUSI CBOMCTB TPOMOOLMTOB:
acrypHuH, HEHAapKOTHYECKWEe  IPOTUBOBOCMAIMTEIbHbIE TIpenaparbl, Je3arperaHThl,
AHTUKOAryJIsiHTbL. [ IpOBOIMTCSL caHalMs XPOHWYECKMX O4aroB MH(EKLUH, JieYyeHue
COMYTCTBYIOLIMX 3a00neBaHMi, BakUMHAIMS MpoTHB remarira A u renarura B. [lpu
Pa3BUTHM JIETKUX MECTHbIX KPOBOTEYEHHWIl BO3MOKHA MX OCTAHOBKA IyTEM KOMIIPECCHH
TAMIOHOM MM CaleTKOH, TNPONUTaHHBIX aAMWHOKANPOHOBOM HIIM  TPaHEeKCaMOBOM
kuciaotoil. Ilpyn pa3BuUTHM KpOBOTEUEHWId CpemHed M TSKENOH CTermeHH HeoOXOIMMO

CHCTEMHOEC BBCACHHC TIPEraparToB: EiHTHd)HGpHHOJ’II/I'I‘quCKHe CpenacrTaa (TpEiHCKC&MOBaFI
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kuciiora), jecmorpeccud (DDAVP) u  akTMBUpOBaHHBIA PEKOMOMHAHTHbBIN (DaKTop
cepreiBaHust kpoBu VII (rVIla). JKusHeyrposkarolde COCTOSHHSI 4acTo TpedyroT
nepesMBaHust TPOMOOLIMTOB C LIENTBI0 KOMIIEHCALIMK WX BPOMIEHHOM TUChYHKIIMY.

AHTUDUOPUHOIMTHYECKHE TMpernapaThl - TpaHeKcamMoBasi KHMC/I0Ta, aMHUHOKaIpOHOBas
KUCIOTa - WHIMOMPYIOT JIeHCTBHE aKTHBaropa MasMuHa W IUIa3MUHOIeHa, 00JajaioT
reMOCTATUHECKUM  JIEHCTBMEM TIPU  KPOBOTEYEHHMAX, KpOME  TOro,  OKas3bIBalOT
MPOTHBOAIEPIUYECKMA M NPOTUBOBOCHATUTEIbHBIA  3(PdexT 3a cyer [0JaBIeHHs
00pa3zoBaHusi KHHUHOB M JIDYTHX aKTUBHBIX [M€MTH/IOB, YYaCTBYIOLIMX B QJIEPTHUECKUX H
BOCMAINTENbHBIX peaKuMsaX. Y NalMeHTOB ¢ TPOMOOLMTONATUSMM MX Yalle BCEro
NPUMEHSIIOT B ClTy4ae pa3BUTHsS HOCOBbBIX, JIECHEBbIX KPOBOTEUEHHH, MeHOpparuy. Taxke ux
Ha3HAYalOT C LEJIbIO MMPEIYNPEKICHNUS PA3BUTHUS KPOBOTCUEHUH [MPU [POBEAEHHH MajibiX
OlepaTUBHBIX BMELIATEIILCTB M CTOMATOJIOTHYECKOro JieueHUus. Bo3moskeH nepopalibHbli 1
BHYTPHBEHHbIH Meton BBeaeHus. [lpemapatom BbiOOpa B JaHHOW rpynie SBISETCS
TpaHekcamoBasi KUc10Thl. [lo cpaBHeHMIO ¢ aMHHOKANPOHOBOM KUCIOTOH OHa obnajaer B 8
pa3 Ooblield aHTU(PUOPUHOIUTHYECKOW aKTUBHOCTBHIO. Jl03a TpaHekcamMOBOW KHMCIOTHI
cocraninsier 15-25 mr/kr nepopanbHo 3-4 pasa B aenb w10 Mr/kr BHyTpuBeHHO 3-4 pasa B
JeHb. Ee Takke MOKHO MCMOJIb30BaTh AUl MOJNIOCKAHUS JUIs pra B Ciy4ae JIeCHEBbIX
kpoBoTeueHnid - mo 10 min 5% pactsopa 4-6 pa3 B JieHb, B Cilydae 3arjiaThbiBaHHs
dKBUBAJIeHTHas fo3a coctasiser 500 Mr. AHTHOUOPUHOIMTUKY NPOTUBONOKA3AHBI IPH
reMaTypuM M3-3a ONACHOCTH Pa3BUTHSI OCTPOH IMOYEUHOH HEeNOCTaTOYHOCTW. TpaHcQy3us
TPOMOOLIMTOB ~ SIBNSIETCS  KpaeyrojlbHbIM  KaMHEM B Tepaluu  HAacjeICTBEHHbIX
TPOMOOLMTONIATHI €  YIPOXKAIOLIMMM JKU3HM KPOBOTEUEHMSIMA W Yy TALMEHTOB C
Hed(h(HEeKTUBHON remMocTaTHIECKOH Tepanueit HecrieuuuIeckuMu npernaparamu. bosbHble ¢
TSDKEbIMM ~ HacleACTBeHHbIMM JiedektaMu  TpomboumnToB (cuuzapom bepuapa-Cynbe,
cunapom Buckorra- Onapuya, tpombacTenus I aHiiMana) 4acTo Hy»KAaroTCs B PEryJIsIpHBIX
TpaHcdy3usix TPOMOOILIMTOB, HECMOTPS Ha PUCK pasBUTHS alionmMyHuzatun andbo k HLA
aHTUreHaM, MO0 K TOBEPXHOCTHBIM rinKonpoTeuHam TpombouuTtoB (Gpl-b-1X-V nmm allb
P3). PasButne pedpakrepHoctd K TpaHCyY3uM  XapakTepusyercsi  ObICTpbIM
HUBEIMPOBAHUEM  TEPeUTHIX  TPOMOOLMTOB M3  KPOBOTOKA U OTCYTCTBUEM

TepaneBTrueckoro s¢pgexra. Crnermanuctsl United Kingdom Hemophilia Center Doctor’s
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Organization (UKHCDO) pexoMeHayoT mnpoBoauTh TpaHchy3un  TpOMOOLMTOB,
comecTrMbIX 110 HLLA, ¢ nenbsio noHmwkeHus pucka pasBuTHs aJIOMMMYHH3alKH Y JIAHHOH
rpynnel naimeHToB. OJHAKO, 3TO He BCerjaa BO3MOXKHO, OCOOEGHHO B Cilyyae pasBHTHs
OCTPOr0, JKM3HEYTPOKAIOLIETO KpoBOoTeUeH s PeKOMOWMHAHTHBLINH aKTHBUPOBAHHbIN (DaKTop
ceepreiBaemocty kposu VII (rFVIla) aasiercs >QQeKTHBHBIM reMOCTaTHYECKUM CPEICTBOM
y JleTeil M B3pOCIbIX C JIMarHo3oM TPOMOOILMTOMNATHS, OCOOEHHO Yy MALMEeHTOB ¢
TpombacTtenueii [ nanivana 1 6onesnbto beprapa- Cynbe. B tepanesrutieckux jno3ax rkVlla
HanpsAMyr0, HE3aBUCUMO OT TKaHEBOro (hakropa, akTUBHUPYeT (haktop X Ha MOBEPXHOCTH
AKTUBUPOBAHHBIX TPOMOOLIUTOB, JIOKAIIM30BAHHbBIX B 30HE MOBPEKACHUA. ITO MPUBOIHUT K
00pa3soBaHMIO M3 NPOTPOMOMHA TpomMOMHA B OOJBLIOM KOJIMYECTBE HE3aBMCUMO OT
TkaHeBoro (akropa. [pyrumu crnosamu, dapmakonuHamuueckuii sddexr paxropa Vila
3aKTIOYACTCsl B YCHJIGHHOM MECTHOM 00pa3zoBaHuM (akTopa Xa, TpomOuHa M (uOpuHA.
rFVIla sBiasiercss npenapatom Beibopa y  O0ibHbIX TpomOacTenued [naHumana ¢
a/NIOUMMYHH3aLMell UK ¢ pepakTepHOCTHIO K TpaHcdysusm TpombouuToB. CraproBas
no3a cocrasisger 90 MKI/KI ¢ MOBTOPHBIM BBEACHHEM Kaxjble 2-3 Yaca 1O MOMEHTa
OCTaHOBKM KpoBoTeueHms.. ONHaKo, Ha CEroHsLIHMI JeHb HeT IOCTaTO4YHOIo 00beMa
KIIMHUYECKMI  1aHHbIX 00 addexkTuBHOCTH aedcTBHS npernapata y OOJNBHBIX ¢

TPOMOOLIUTONIATHSIMH.

JducnancepHoe HadoaeHue 00JIbHBIX TPOMOOLMTONATHSIMH

[laupentsl ¢ TPOMOOLMTONMATMSIMM  JO/DKHBI  IPOXOJAMTHL  PEry/isipHble
JMCTIaHCepU3allii, He3aBUCUMO OT HAJTMYHSI TeMOpparM4eckKux 3ru3o108. OcMoTp Tieamarpa
W reMarojora MUHUMYM | pa3 B 6 MecsleB, OCMOTP OTOJapUHIoOIOra M CroMarojora
MuHUMYM | pa3 B roj. Kpome Toro, HeoOXonumo MpoBOAWTL J1adOPATOPHBIM KOHTPOJb -
oOLMii aHaKW3 KPOBH, OOLLMIA aHaIW3 MOUM, Koary/jorpamma, arperaiusi TpoMOOLMTOB ¢
AJ1®, snuHedprHOM, KOJUIAreHOM, apaXMI0HOBOM KHUCIOTOM, TPOMOOKCAHOM - MUHMMYM |
pa3 6 MecsLeB.

3akiouenue

Takum  obOpasom,  pacrno3naBanue W JuddepeHumanbHas — AMArHOCTHKA

T]’JOM6OL[HTOH8THFI JOJZKHBI 633HPOBaTI:C$I Ha KOMILUJIEKCHOM HCCeIOBaHUH TIeMocCTasa,
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M3YYeHUH MOP(OIOrHM TPOMOOLIMTOB METOJaMH CBETOBOM M 3JIEKTPOHHOM MMKPOCKOITHH,
oLeHKe (pYyHKIMOHAIBHOW AaKTUBHOCTH METOJIOM MPOTOYHOH LIMTOMITYOPHUMETPHH, & TAKKE
MPOBEJICHUHM T[EHETHYECKOr0 aHanu3a /s BbISBIEGHHS MyTallMi, KOPPEIMPYIOUIHX C

Pa3IMYHBIMK TUIAMU TPOMOOLIMTOTIATHIA.
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