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BBeneHue

CucremMa remocra3a OYEHb CJIOXKHA, MPU JTOM COAJaHCHpPOBAaHA TaK 4YTOOBI
obOecrieunBath (YHKIHOHATBHOE COCTOSIHUE KPOBH, MPOTEKAIOIIEH B cocyaax
YeJIOBEKa, a TaKXe I TOro 4ToObl 00ECIeYnTh CBEPTHIBAHHWE KPOBHU B MECTax
NOBPEXICHUA TKaHEW Ui MHUHUMH3ALUUU KPOBOIOTEPU U  CKOPEHIIEro

BOCCTAaHOBJICHU S HOBp@)KI[CHHOﬁ Tkanu. CucreMa reMocrasa BKJIIOYaeT B ceOs:

o dakTophl KOAryJasuu — OEJIKM B OCHOBHOM BbIpaOaThlBacéMble B IE€UYEHH,
YYaCTBYIOIIME B KaCKaJle KOAryJsiLuu;

o TpoMOOLMTEl — KIJIETOYHBIE 3JIEMEHTBHl KpPOBU, KOHUEHTPHUPYIOLIUECH U
(GopMmupyrolMe MNpolecc arrperaudd B 00JacTH IMOBPEXICHUS M 00pasyroliue
NEPBUYHBINA TPOMO;

o ®ubpuHoONIUTHYECKHE (PAKTOPBI — (PEPMEHTHI, YYACTBYIOIIHME B JIU3HUCE
CI'yCTKa KpPOBH IIOCJE IPOLIECCOB 3aKUBJICHUS M pPEreHepaluy IOBPEXKICHHBIX
TKaHEH;

. Nurubutopsl — (HakTopbl KOAryJssiiH, KOTOPbIE TMOMOTAIOT JIOKAIU30BaTh
CITYCTOK B MECTE€ MOBPEXKIAHMS U MPENATCTBYIOT Pa3BUTUIO TEHEpalu3aluu
npoiiecca TpoMO00Opa30BaHUs B COCYAaX BCEro OpraHUu3Ma;

o Knerkn »sHIoTeNHMss — 3TO BBICTWIAKOIIME BHYTPEHHIOI IOBEPXHOCTh
cocysa, SIUTENHaIbHble KIETKU. B HEMOBpEXIEHHOM COCTOSIHUM COCYAOB U

TKaHEe OHM 00ecleurBalOT HOPMaJbHBIA TOK KpOBU, B Clydae TpaBMaTH3alUU



NOCJIEAHUX, OHH TE€HEPUPYIOT BBIPAOOTKY OHMOJOTMYECKHM AKTUBHBIX BEIIECTB:

(bakTOpOB KoAryasuuu U GuOpUHOIH3A.

TpomOoLUTEl — KJIETKH, KpPOBH, UMeErouiue (opMmy [AMCKa, coepaliuecs B
komuuecTse 150 — 450 Thic.1/Mir® kKpoBH. OHH SIBISIOTCSA OCHOBHBIM KOMIIOHEHTOM
B 00pa3oBaHMU TEPBUYHOTO TpoMOa U SBISIIOTCA BaXXHEHIIMM (PaKToOpoM
HOpMaJIbHOTO TeMocTa3a. KoJaudecTBeHHble M KAauyeCTBEHHbIE HapyIIECHUs
TPOMOOLIMTAPHOIO COCTaBa MPUBOJAT K HAPYLICHHI0 HOPMAJIBHOI'O reMocTas3a u
CKJIOHHOCTH K KpOBOTEUYEHMSIM COOTBETCTBEHHO. B gaHHON MoHorpaduu
paccMaTpuBaeTCsl CTPYKTypa, (U3UOJIOTUS W OCHOBHBIE HapylieHUS (QYHKIHMA
TpoMOoLUTOB. MBI He OyaeM MoApOOHO OCTAaHABIMBATHCS HA TE€X HAPYIICHUSX,
CBA3aHHBIX C YMEHBUIEHMEM  KOJMYECTBEHHOINO COCTaBa TPOMOOLIMTOB
(TpoMOOIIMTONIEHHS) U HAPYIICHUAX (PYHKIMI TPOMOOLMTOB, BOSHUKIIIUX B CBSI3U
C NPUMEHEHUEM HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaTtoB WJIH IMPH HEKOTOPBIX

0O0JIE3HEHHBIX COCTOSIHUAX OopraHusma.
KneTouHas cTpykTypa TpombouuTta

TpoMOOIMTEL TpaHCHOPMHUPYIOTCS W3 MErakapuoOLUTOB KOCTHOIO MoO3ra B
nporecce LuToreHeza. TpomMOOIMTHI HE HMEIT KieToyHoro sapa. llpu
paccMaTpUBaHUU 110, MUKPOCKOIIOM Ma3Ka KpPOBH, OKpPAIICHHOIO II0 METOLY
Paiita-I'em3a TpoMOOLIMTEI TPEACTABISIIOT COOOM MajleHbKHE TPaHyJIUPOBAHHBIC
KJIETKH C TpyOoii MemOpaHoii, B koaudecTBe OT 3 10 10 mTyKk B BU3yaJTIbHOM IIOJIE.
N3 obmiero kojaumyecTBa TPOMOOLMTOB HAXOMAIIMXCS B EAMHUILY BPEMEHH B
opranuszme — 70% mUPKyIUPYOT B o0mieM oObeMe kpoBu, a 30% HaxomsITCs B
JETIOHUPOBAHHOM  «CIISIIIEM» COCTOSSHUM. JKU3HEHHBIH LMKJI TPOMOOIMTOB
COCTaBJISIET OKOJIO 10 JTHEW, 3aTemM OHM YTUIN3UPYIOTCS
PETUKYJIO3HJOTENNAIbHBIMU  KJIE€TKaMH II€4eHH U cene3eHkd. CpenHuii
HOpMaJIbHbI 00BEM TPOMOOLMTOB cOCTaBiAeT HpumepHo 7 + / - 4,8 yHUUH.
CpenHuii HOpMaJIBbHBIN 00bEM SIBISIETCS TPUITEPOM B Ipolecce TpomMOOmod33a, a

MIOCKOJIBKY MOJIOJIbIE TPOMOOIIUTHI HMMEIOT OOJBIIUA CPEAHHN HOPMAIbHBIN



00BbEM, HO 3TO MOXET OBITh W CBSI3aHHO C HEKOTOPHIMHU CIEeUU(PUIECCKUMU

HapyUIEHUSAMU (PYHKIIMU TPOMOOIIUTOB.

Meroa BU3yanbHOT0 HabJIOIEHUS CTPYKTYPbl TPOMOOIIMTOB 10T MUKPOCKOIIOM HE
MOKET B TMOJHOW MeEpe OTpPa3uTh BCIO €€ CIIOXKHOCTh. BHYTpeHHSI CTpyKTypa
TpoMmOoIMTa COCTOMT W3 4 30H: mepudepuifHas 30HA, 30JIEBO-TelieBas 30HA,

Opra”HCJUIbl U KJIICTOYHAA M€M6paHa.

[Tepudepuiinas 30Ha COCTOUT U3 BHEHIHUX MEMOpPAH U aCCOUMUPOBAHHBIX C HUMU
CTPYKTYp. Y TPOMOOLIMTOB MMEETCS COCIUHSIONIasl C BHEUIHEH cpenoi cucrema
KaHaJIOB, Ha3BaHHAasi OTKphITas kaHaiblieBas cucteMa (OKC). CTeHkH KaHaJIbIEB
OTKphIBalOTCS B 3Ty 30HY. Yepes OKC B TpoMOOUMUT MOCTYMAIOT SJIEMEHTHI
IUIa3Mbl  KPOBM UM BBIIESIOTCS MPOJAYKTHl TI€HEpUPYEMble COOCTBEHHO
TpomOouToM. Bbimenenne TpomOouuTapHbix mpoaykToB uepes OKC B
pe3ysbTare aKTUBU3ALMU TPOMOOILIMTA HA3bIBAETCS «PEAKLMEH BBIACICHUS WU
BBICBOOOXKIeHU». MeMOpana TpomOoruTa Oorara TIMKONPOTEMHAMHU, KOTOPHIE
SBJIAIOTCS PELENITOPAMHU ISl KOMIIOHEHTOB 3TOM TPUITEPHOM CUCTEMbI aKTUBALUU
TpoMOoLMTa M cyOcTpaTamu sl ajare3ud (CKJIEWMBaHMs) U arrperainuu
(cuemienus) TpombouuToB. K mepudepuiiHol 30HE TaKkKe  HAXOAATCS
dochonunuapl MmemOpanbl. PocPOIUNUIBI SBIAIOTCS BaXKHBIM KOMIIOHEHTOM B
IpoLecce KOoaryJsilMM II0TOMY, 4YTO SIBJIIFOTCSL MaTpHLEW Ui KoaryJsiuuu
npoTerHOB. DocPOoNUNUIbl TaKXKE SBISIOTCS HWHULIUMUPYIOIIMM CyOCTpaToM
TPOMOOLMTAPHBIX (PEPMEHTOB, MPOAYLUUPYIOIIHUX TPOMOOKCAH A, SBISIOUIUMCS
BBDKHBIM TMPOJYKTOM B TMPOIECCE AaKTUBAUMUU TPOMOOIMTOB U  MOIIHBIM
TOMOOLUUTAPHBIM  KO(PAKTOPOM  (BBI3BIBAIOIIMM  arrperamui  TPOMOOIIMTOB).
TpombonuTapHas MemOpaHa TaKk)Ke NEPEeBOHKUT CUTHAJIBI C TIOBEPXHOCTH KIIETKU
BO BHYTPEHHHE XUMHUUYECKHE CUTHAJIBI. 30JIEBO-TeJIeBasi 30HA PACIOJIOKEeHa BHYTPU
nepudepuitHoli 30HBI W y4YacTBYeT B (OPMHUPOBAHHHM KIIETOUHOTO CKeleTa
TpoMOouuTa. KiieTouHblil CkeneT B CBOIO ouepeib 00yCIaBIMBaeT AUCKOOOPA3HYIO

dbopmy TpomOolMTa, KOTOpas TIOCJIE€ aKTUBAIIMU TMO3BOJSET PACIHIUPSITHCS



IICEBJIONOUSAM U BBICBOOOXKIATh COAEPKUMOE rpaHyisiuuid. OHU COCTaBIISIIOT OT

30 10 50% o61ero TpoMOOIIMTAPHOTO OEIKA.

30Ha OpraHeml COCTOMT M3 3€PEH U KIETOYHBIX KOMIIOHEHTOB: JIM30COM,
MUTOXOHAPUA U T. 1. DTU OPraHeIUIbl y4acTBYIOT B Ipoilecce OOMEeHa BEIIECTB
KJIETKH, XpaHEHUsI (PEPMEHTOB U JIPYTUX HEOOXOMAMMBIX JUIsi (DYHKIIMOHUPOBAHUS
KJIETKM BelecTB. B Hell comepxkarcs ABa OTAENA aJCHUHOBBIX HYKIECOTHIOB:
XpaHWIWIIE WKW pe3epByap TBEPAbIX 3€peH, W METaOOIMYECKUN  WIIH
[IUTOTNIa3MaTHYECKUI pe3epByap. B manHol 30He copepikatcs anbda- U TBEpIAbIC

3epHa.

TBepapie 3epHa conepxaT HemeTrabonuueckui aneHosuHtpudochar (ATD) u
anenosuaudocdar (AJD), ceporonnH u Kanbnmid. Anbda-3epHa COAEpPKAT
aare3uBHble Oenku: ¢GudOpuHoreH, dakrop BwuieOpanmga, TpoMOOCHOHIWH, U
BUTPOHEKTHH. Anb(a-3epHa TaKKe COAEP)KAT BEIIECTBA COACUCTBYIOIIME POCTY
KJIETKA: KIETOYHBIA TOPMOH pocTa, TpomOoTtuueckuii Qaktop IV wu
npeoOpa3yronii TOpMOH pocTa KieTkH. DaKTOphl KOATYISIUH, B TOM YHCIIE,
KHHWHOTEH BBICOKOM MOJIEKyJsipHOM Maccel, (aktop XI wu  akTHBaTop

IIa3MUHOT€Ha UHTUOUTOpP-1 TakKe MPUCYTCTBYIOT B BUJIE alb(a-3epeH.

YerBeprass 30Ha — cucreMa MeMOpaH, BKIIOYAIOMIas TBEPAYIO CHUCTEMY,
COCTOSIIIYI0 M3 TpyOoueK. 3/1eCh KOHIIEHTPUPYETCS Kb, HEOOXOIUMBIN AJIs

KOHTPAKTUJIBHBIX  MPOIECCOB  TpaHchopmammu TpomOommTa. Tam  Takke

HaxoauTCsa ropMoOHaJIbHasA CUCTEMA AJIA CHHTC3a IIPOCTarJIaHaAnHOB.

PucyHok 1.
AnckonaanbHbii TPOMGOLNT




Ponb TpoMGoUUTOB B Npouecce remocTasa
MepBUYHLIN remocTas

[Tponecc Tpanchopmanuu aKTUBUPOBAHHBIX TPOMOOIIMTOB B YCTOWYHMBBIA TPOMO
ABJISICTCA €IMHBIM IIPOLIECCOM, KOTOPBIM MOXHO pPa3JeluTh Ha YEThIPE JTana:

aArce3uro, arrperaguio, YInioTHCHHUC 1 CCKPCI .

B wuHepTHOM BHIE TpPOMOOLMTHI HE CIHMIIAKOTCA CO CTEHKOM cocyna. Ilpu
HNOBPEXACHUNU COCYJIUCTOW CTEHKH, MPOUCXOTUT BBIOPOC CYyO3HIOTEIHAIBHBIX
IPOJIYKTOB, TaKUX Kak KoJilareH. TpoMOOLHMTHI aare3upyroTcs ¢ KOJUIAareHOM U
dbopMupyIOT TeMocTaTndecku d(HPEKTUBHBINA TPOMO. DTO B3aUMOJIECUCTBUE MOMKET
ObITh HMHULIIMHPOBAaHO (akTopom Buinebpanna, UMEOIMM TPOMOOIMTAPHBIN
peuentop Ib-IX. IlpuBneuenue OoabIIETO YKMCIAa TPOUCXOIUT IPU TPOMOOLUTO-
TPOMOOLIUTAPDHOM KOHTAKTE, KOTOPBIM HWHUIMHPYETCS, B OCHOBHOM, 4epes
¢bubpunorenoBsiii perenrop, GPIIb-IIla. AnresuBHBIN mpoliecC MO cxemam
TPOMOOIUT-TPOMOOIIUT ¥ TPOMOOIIUT-KOJUTATEH MOYKET MPOUCXOIUTH 0€3 CIKATHUS

¥ U3MEHEHUS (POPMBI KIIETKHU.

Cxatve TpOMOOIIMTOB BO BpPEMsI M IOCJE aKTUBALMU OOYCIaBIMBAET CIIOKHOCTb
X (OpMBI U OTpHULATENIbHBIN 3apsi[ KOMIIOHEHTOB MeMOpaHbl. OHO NPUBOJIUT K
CEKpELMHU COIAEPKUMOIO T'PaHyJl, IIpeBpallas HEIJIOTHO COSAUHEHHOE CKOIUJICHUE
TPOMOOLIUTOB B OJTHOPO/IHYI0 Maccy. CeKkpelus COep>KUMOI0 I'paHyJl BbI3bIBACTCA
CUTHAJIOM, TPOIIECAIIMM CKBO3b MeMOpaHy TpOMOOIMTa, C MOCIEAYIOIMUM
IPUTOKOM M BBICBOOOXKICHHEM KalbLUs. OTO MPOUCXOTUT O€3 MepecTporku
XUMUYECKUX CyOCTaHLMM, COJEp)KAIIUXCS B TPOMOOLIMTE, UYTO MOXET
CBUJIETENBCTBOBATh O NOBpEkJIeHUU TpombOouuta. CoaepkuMoe rpaHyJ UMeEeT
BBICOKYIO KOHLIEHTPALMIO BHYTPU TpoMOa M HAXOAUTCSA OJIM3KO K MOBEPXHOCTU
NEPBUYHOTO TPOMOA, YTO 00YCIaBIMBAET HOPMAJbHBIN MPOLECC KOAryjasluuy Ha
MOBEPXHOCTU TpoMOouMTa. DTO SIBJISAETCS OCHOBOM /JJisi Hayana (pOpMUPOBAHUS

(GbuOpUHOBOIO crycTka — (pazpl BTOPUYHOTO reMOCTa3a.



BHyTpeHHMe Gnoxmmmnyeckume npouecchobl

OCHOBHBIM  3JIEMEHTOM, OTBETCTBEHHBbIM 33 JajbHEHIIee MpPUBJICUCHUE
TpoMOOIIUTOB B mepBUYHBIM TpomO sBistoTcs: AJID® u Tpombokcan A,.
Tpombokcan A, popMupyercs B pe3yibTaTe BHYTPUKIECTOYHOTO MeTa0oIM3Ma U3
apaxujioHata ¢ TpaHcopmalmerd TOCIeTHEr0 B BEHIECTBA TI0JI HA3BaHUEM
skocaHoubl. [IpocTuMynupoBaHHbBIE TPOMOOLMTHI BBICBOOOXKIAIOT OCHOBHbBIE
COJIM JKUPHOU apaxuJOHOBOM KHCIIOTBI, KOTOPBIE OKUCIAIOTCS LIUKIOOKCUTEHA301
B DOHJONEPOKCUIbI. ODHIAOMEPOKCHUIBl 3aTEM MOABEPraroTCs BO3JAEHCTBUIO
TpoMOOKcaHOBOro ¢epMeHTa M B pe3yjibTare oOpa3yercs TpoMOOKcaH A,.
TpomOokcan A, B JKHJIKOW COCTOSIHUH SIBJISICTCS TMOTCHIIMAIBHBIM WHUIIIATOPOM
arrperauiud TpoMOouuToB. OH Takke MHAYLHUPYET TuaAposin3 GpochornHo3UTHIOB,
dbochopunsuro OeJIKOB u YBEIINYEHUE CBOOOTHOPATUKAIIBHOTO
BHYTPHUKIIETOYHOTO Kanblud. [Iprem Takoro npenapara, Kak aCllipUuH HPUBOAUT K
HEOOpaTUMOMY  alETWJIMPOBAHUIO  I[IMKJIIOOKCUTE€HAa3bl B  pe3yJibTaTe 4Yero

IHAONEPOKCUBI HE MOTYT (hopmupoBaThest (CM. pUCYHOK 2).
Pesrome

Bxman TpoMOOIMTOB B MPOIECC TeMOCTa3a COCTOUT B 0Opa30BaHUU MEPBUYHOTO
TpoMOa, CEKpelMH BELIECTB HEOOXOAUMBIX I JAalbHEUINEro MpUBJICYEHUS
TPOMOOILIMTOB, MPEIOCTABICHUS MOJXOAIIETO MO AJIs JadbHEUIIero mnpouecca
KOAaryJsiliid, BBIPAOOTKE MPOMOTOPOB 3aXKUBJICHHUS JHIOTENUS W CTPYKTYpPHI
cocyna. Hapymenne mn000ro u3 BbIIIEHA3BAHHBIX IPOLIECCOB  BbI3bIBAET
HapymieHuss QyHKIUA TPOMOOITUTOB, KOTOPHIE MOTYT OBITh BPOXKICHHBIMHU WIIA

IPUOOPETECHHBIMU.



PucyHok 2

Cxema HopManbHOM YHKLMN TPOMOOLIMTOB U UX BPOXKAEHHBIX HAPYLUEHWNI
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YcnoeHble cokpatleHust: LLO — uuknookcurenasa; DAG — anauunrnvuepuH; IP; —
nHosutTpugocdar; JIML, — nerkaa mmosunHosas uenb; KITML, — knHasa nerkon uenm
mMunosunHa; PIP, — budocdat dbocdhatannmHosnt; KINC — knHasa npotenHa C; ®J1C —

docdonmnasa C; PJIA, — dochonunasa A,; B — dpaktop BunnebpaHaa; BB — 6onesHb
Bunnebpanga.



OueHka ¢pyHKUMM TpOMOOLUTOB

B mnagane cienyer mNONBITaTECA OLICHUTH ITOJTHOLIEHHOCTh W 3aBEPLICHHOCTH
NEPBUYHOTO T'e€MOCTa3a MyTEM PETPOCIEKTUBHOIO aHaIM3a UCTOPUM OOJIE3HU U
BHEIIHETO OCMOTpa mnanueHta. CHMNOTOMBI XAapakTEpPHBIE Uil HApyLIEHUU
NEPBUYHOTO TeMOCTa3a MPUCYTCTBYIOT Yy  OOJBIIMHCTBA TMAlUEHTOB C
HapylWeHUsIMU (YHKIUA TPOMOOIMTOB U BBIPAXKAIOTCS B KPOBOTCUCHUSX U3
CIM3UCTBIX O0OJIOYEK U MOJKOKHBIX KpPOBOM3NIMUSAHUAX. OJIHAKO CUMIITOMATHKA
Cpend TAIMEeHTOB C pPa3IUYHBIMU HApyMIEHUAMH (DYHKIUHA TPOMOOIIUTOB
paznuyHa. KpoBoTeueHHit U3 CIM3UCTHIX 000JI0YEK U MOJKOKHBIE KPOBOUBIUSHUS
BBIPAXKAIOTCS METEXUSAMHU, NOAKOXKHBIEMU TEMOPpPArusiMM M  SKXMMO3aMH,
HOCOBBIMU KPOBOTEUEHHUSIMH, MeHopparusmu, kpoBoreueHusMu u3z XKT wu

MOCTTPAaBMAaTUYCCKUMH KPOBOUBIUAHUAMMU.

Crnenyer mpoBOOUTH MOAPOOHBIM cOop aHamue3a. Hampumep, mpu HOCOBBIX
KPOBOTEUEHUSX CIEAYET YTOUHSATh MX YaCTOTy M MPOJODKUTEIBHOCTb, CIIOCOO
OCTAHOBKH, HaJIMYME aHEMHUH, HEOOXOIUMOCTh MEPETUBAHUS KPOBU, MPOBOANIOCH
JU TpoueAypa NPWKHUIaHWsS, TaMIIOHAaa. Bce 3TO MOXET IOMOYb B OILIEHKE
UCTUHHOM TspkecTH 3aboneBaHus. OcoOeHHOCTH B cOOpe aHaMHE3a CYIIECTBYIOT
TAaK)K€ MpPHU MOJKOXKHBIX KPOBOM3IMSHUSAX M MeHopparusx. llpu remopparusx
ClIelyeT YTOYHSTh YHWCIO IPOKJIAJOK WIM TaMIIOHOB, MCIOJb3YEMBIX B [IEHb,
JUIATEIBHOCTh MEHCTPYAJIIbHOI'O KPOBOTEUEHMSI, HATMYME aHEMUU, HEOOXOIUMOCTh
NepeiuBaHusl KpPOBU, TOPMOHAaJbHAs Tepamusi, TUCTEPIKTOMHS B IOIBITKE
OCTaHOBUTb KpoBoTeueHue. O030p BceXx MEIUKaMEHTOB, B TOM 4YHCIIE
NPOINUCAHHBIX, MPOAABAEMBIX 0€3 pelenta W PacTUTENIbHBIX JIEKaPCTBEHHBIX
CPEICTB; KOrja MalMeHT Havyall [IPUEM 3THX IPENapaToB, UX BIUSHUE HA TEUEHUE
Oone3sHeHHOro coctosHud. Ilocne cocraBiaeHMs] JMYHOM HMCTOPUM NAlMEHTa,
CIIelyeT MpOBECTH cOOp ceMelHOoro aHamHesa. lIpucyTcTBHE WM OTCYTCTBUE
CXOIHBIX CHMITOMOB CpEIM WICHOB CEMbU MOXET IIOMOYb B YCTAHOBKE

IMPaBUJIBHOTO JWArHo3a U BBISABJICHHIO ITIOJABCPIKCHHBIX 3TOMY 3a00JIEBAHUIO.



KommuiekcHbIE OCMOTp ClieayeT MpOBOAMTH, oOpamias o0coboe BHUMAHHE Ha
XapakTepHble  (u3Myeckue MpU3HAKK, 3aKIIOYaloIIUecs HE  TOJBKO B
KPOBOTEUEHHUSIX, CBSI3aHHBIX C HapyleHUSMU (QYHKOUU TPOMOOLUTOB. ITHU
HapylIeHUs BKIIOYAIOT, HO HE OrPaHUYEHbI, JTO: albOMHU3M, JAEPEKTHI
COCIMHUTENIbHON TKaHU (TOHKas KOXka ¢ HEHOPMaJbHBIM pyOlleBaHHEM, KaK MpHU
cuHapome Dnepca-JlaHiio; yUIMHEHHbIE KOHEYHOCTH, XPYIIKHE CyCTaBbl, U JpYyrue
OCOOEHHOCTH, CBSI3aHHBIE C cuHIApoMoM Mapdana) [pyrue duznveckue
HapylIEHUsi, CBS3aHHbIE, C NPUOOPETEHHBIMU  HApYUIEHUSAMU  (PYyHKUUN
TpOMOOLMTOB: CIUIEHOMEranus, 3a0oieBaHusl cepaua, 3a00JieBaHUsl IE€YEHU U
MOYEK TAKXKE CIIETyeT MPUHUMATh BO BHUMaHHUE MPU OCMOTPE MAIlMEHTA.

CHOXHOCTh  MPOBOJMMBIX  AHAJIM30B 3aBUCUT OT YPOBHSA TEXHUYECKOU
o0ecneueHHOCTH J1abopaTopuu. MUHUMaJIBHO HEOOXOIMMBIMU SIBJISIIOTCS: aHAJIU3,
OTPENENSAIONMNA  KOJIMYECTBO TPOMOOIIMTOB M KIMHUYECKUA aHadu3 KpOBU
(reMoOJ0THH, TPOMOOILIMTHI, JEHKOLMTHI). Pe3ylnbTarhl 3TUX MPOCTHIX aHAIMU30B
MOTYT 00€CleunTh Bpaua MUHUMAIHHO HEOOXOIUMBIM 00beMOM HHGOpMAIINH, B
YacTHOCTH 4HucioM TpomOonuToB. IlocraHoBka JuarHo3a NpH  MHOTHX
HapylieHusX (QYHKIMH TPOMOOLMTOB oOOJIeT4aeTcsl UCCieloBaHueM oOpasia
nepudeprudeckoil KpoBH. DTOT Iar ABiseTcs o0s3areibHbIM mpH. [IpucyTcTBUE
IIMCTOLUTOB U MOXKET CBUJAETEIHbCTBOBATh O MUKPOAHIMONATUYECKHUX ITPOLIECCaX,
IPOUCXONAIIMX B OpPraHU3ME, HAIpUMEpP TE€MOJUTHYECKOM YPEMHUYECKOM
CUHAPOME WM O TPOMOOIMTONEHHYeCcKor nmypmype. OOHapyxeHre TPOMOOLUTOB
YBEIMYECHHBIX B pa3Mepe, HO B HEJOCTATOYHOM KOJIMYECTBE, NPH HOPMaJIbHOU
MOP(OJOTUU KPACHBIX U OENBIX KPOBSHBIX KJIETOK, MOKET TOBOPUTh O UMMYHHO
CBA3aHBIX Ipolieccax. YBEJIWYEHHBIN pa3Mep BKIIOUEHHBIX B TPOMOOIMT TpaHyIl,
orMmeuaercs mpu cuHapome Yenmaka-Xuracu. TpomMOOUMTHI yBEIMYEHBI B
pasmepax nipu cunapomax bepnapa-Cynbe u Mbps-Xerrenuna. [lpu cungpome
Ckorra-Onapuya (3K3eMa IpH OCMOTPE) TPOMOOLIUTHI YMEHBILIEHBI B pa3Mepe U
UX YHUCIIO CHIKEHO. TpoMOOLMTHI NpPUOOPETAIOT CepoBaThIi OTTEHOK NpHU
CUHIpPOME CepbIX TPOMOOIMTOB. OTHAKO, TPU OOJBIIMHCTBE HAPYIIEHUH (QyHKUINN

TPOMOOLIUTOB, B TOM uucie AedeKTaX XpaHEHUS W PEaKIMH BBIMYCKa, BKIIOYas



TpoMOOCTeHUIO [ TaHIMaHa, YUCI0 TPOMOOIIMTOB U X MOPQOJIOTHS — B TIpeieax
HOpMBbI. TakuMm 00pa3oM, B 3THUX ciydasx TpeOyeTcs MpOBEACHHUE NalbHEHIIMX
VICCIIEIOBAHUM.

JlononHuTeNnbHBIE  JTa0OpaTOpHBIE HCCIEJOBaHUS, B TOM UHCIE: BpeMms
KPOBOTEUEHUSI W arrperamusi TPOMOOLUTOB, MPUMEHSIOTCS TPHU OIpeAeseHuU
GyHKIIMH TPOMOOIIUTOB.

Byayun TeXHWUYECKHM YyBCTBHUTEIBHBIM, NMPH MPABUILHOM BBHITIOJHEHWUHU, aHAIH3
BPEMEHU KPOBOTEUCHHUS IMO3BOJISAT MPOU3BOJUTH JIMII iN VIVO OICHKY (YHKIIAN
TpoMmOoIuTOB. OTmpeneneHne BPEMEHH KpPOBOTCUCHMsI, 3aBHCTH OT JIabOOpaHTa
MPOBOJSLIETO JAHHOE KCCIEJOBAaHUE U JOJKHO BBIMOJIHATHCS ONBITHBIM
cneruaniucToM. HopMansHOe BpeMsi KpOBOTCUCHHUSI, BAPbUPYETCS B 3aBUCHMOCTH
OT MeTOJa M3MEPEHHUs] M BO3pacTa MallMeHTa, HO KaK MPaBWJIO HE MpeBbIIIAcT 9
MUHYT. Y IJIMHEHUE BPEMEHU KPOBOTEUECHHS MPU HOPMAIBHOM IOKA3aTeNH Yucia
TPOMOOITMTOB, YKAa3bIBACT HA HAPYIICHUE (PYHKITUH TPOMOOITUTOB.

HccnenoBanust ~ QPyHKIIMM ~ TPOMOOIIMTOB  MPOBOJAATCS B CICIHAIBHO
000pYyIOBaHHBIX JIA0OPATOPHSIX, CIECIHATILHO OOYYEHHBIM TEepcoHaoM. J[aHHBIC
WCCJIEIOBAHUSI MPEAOCTABIAIOT HHPOPMAILIUIO HEOOXOIUMYIO /IS KIacCU(UKAIUU
3aboneBanus.  Crnenuduueckue  uccieAoBaHUs  (QYHKIIMA  TPOMOOIIUTOB,
MIPOU3BOSATCS Ha 00pa3iax Imia3Mbl 00raTol TPOMOOIIMTAMH WX TETHHOW KPOBU
IPU y4acTHUH OCOOBIX peakTHBOB. [loiydeHHbIE pe3yNbTaThl Jal0T BO3MOXKHOCTH
Bpady IMOCTaBUTh TOYHBIA JUArHO3. Pelkue peakTuBhl, HAIPUMEP PHUCTOIETHH B
MaJbIX JI03aX W KPUOMNPEIHIHTAT, TPEOYIOTCS Il YTOYHEHUsS TUma OO0Je3HU
Bunnebpanna ot mnceBgobonesnn Bumnebpanna (medexta TpoMOOIUTApHOTO
peuentopa Ib). Haubonee pacrpocTpaHeHHbIMU peakTuBamu sBIsitOTCS: AJID,
aJipeHaINH, KOJUIareH, apaxuiOHOBas KHCIIOTa, PUCTOLIETMH W TPOMOHWH. 3abop
KpOBM U €€ JO0CTaBka B JIA0OPATOPHUIO Il JAHHOTO HCCIEAOBAHUS JOJKEH
MPOBOJUTHCS B CTPOTOM COOTBETCTBUM C WHCTPYKIMEH, BO u30ekaHUe
MPEKIEBPEMEHHON aKTUBAIIMU TpOoMOOMTOB. TemmepaTypa,

[Ipu Gone3nu Bunnebpanaa u cunapome bepuapa-Cynbe oTMeUaroTCsl HapyIeHus

B arrperamuu ¢ pucroretuHoM. [Ipu TpombacTtenuu I'manMana arrperaiioHaHast



PucyHok 3
KpuBble arrperauuv TpoMO0LMTOB C pasfiiyHbiMU peakTuBamu

ApaxHOoHOBAA
ACNMPHH AP Honnarew PUCcTOUETHH KMCMoTa
04 1] 1) 1] 01
201 20 20 20 201
HopmaneHeie 4p ) 40 40 0 #04
B0 80 ] BO 0
100 100 100 1004 o—
P O Oy, R T —
201 20- 201 20 204
TpomGacTenns 404 40+ 40 40 40
Fnanumana B0 B0 80 &0 B0
100 100 100 100 100
O 05 0 0 T, i ]
201 20+ 201 20 20
{E:::ﬂ::; 0 ‘u‘\ o \w- . \
Cynee 601 601 601 601 60
B0 B0 B0+ B0 B0
100 100 100 100 1|::n.'=l
07 01 1] 07 o
BonesHi m'\m' 20 20 Lt
Hapywenun 40 401 40 401 40
XpaHEHHA 60 80+ &0 60 &0 :
80+ 801 a0 801 B0
100 100 100 100 100
0 N 0 0t () 0
Bruanue 201 m-bm 20 20
401 404 40 40 Ll
ACMUPHHA &0, 601 ot pie &0
801 B0 a0 a0 1
100 100 106 100 100

UCKJTIOUeHHEeM pucTorieThHa. JlepekThl BBHICBOOOKICHHS M XPAaHEHUS BBI3BIBAIOT
HapymeHus: arrperaunu ¢ AJ[®D, agpeHannHOM, KOJUIAr€HOM W apaxuJIOHOBOU
kucioror. CymiecTByr Takxke Oosiee crienupuyeckue METOAbl MCCICAOBaHUS B
TOM YHCIIE CTPYKTYPhI TPOMOOIIMTA C TIOMOIIBIO DJIECKTPOHHOTO MHMKPOCKOIIA,
CTPYKTYPBI TPaHyJl, HATUIUE B YUCI0 TpomOonuTapHbx pernenTopos (lib-1lla nmn

Ib), a Taxxe Hcclieq0BaHNE BHYTPUKIETOYHBIX TOPMOHOB.

Cneundumyeckmne HapyLieHUs1 PyHKLUMU TPpOMOOLUTOB
1. OTKNOHeHUA B PYHKLUAX TPOMOOLUTOB
HedekTbl TPOMGOLMTAPHBLIX peLenTopoB

Tpomobacrenus I'tannmana



Tpombacrenuss ['manunmana (TI) — wnHapymenue ¢QyHKIMH TPOMOOIMTOB,
BBI3BAHHOE OTCYTCTBHMEM WJIM yMEHbIIEHHEM TpomOoruTapHoro peuentopa IIb-
[ITa. Yucno TpoMOoIMTOB, pazMep, opMa, 1 BpeMsi 5KM3HHU MPU 3TOM 3a00JIeBaHUU
— B mpenenax HopMmbl. Hacnenyercs tpombactenust [inaHiiMana ayTOCOMHO-
PELECCUBHBIM IyTEM: T.. Y POAMUTENEH NaHHOE 3a00JIeBaHUE HE BBISABISICTCS B
TEYEHHUE WX KU3HHU. Y MYXKUHMH U KEHUIUH TpoMmOacTeHus [ maHMaHa oTMevyaercs
B paBHOM creneHU. Bpems kposoreueHuss npu TI' Bcerma yIJIMHEHHO.
OOpa3oBaHue TpoMOa HE3aBEPIIEHHOE WJIM OTCYTCTBYeT. TpomOonuTapHas
peakuus MPOUCXOJUT TOJBKO C PUCTOUETHHOM. Agjre3us B 00JacTu
MOBPEXKJIEHHOTO SHJOTENWs HOpMajibHa, HO TIPUBJICUEHHE JIOMOJHUTEIbHBIX
TpoMOOLIMTOB B TNEpPBUYHBIM TpomMO He pemaer npodiemsl. lccnenoBanue
bynkuuu TpomOoruTapaslx penentopoB GP  IIb-Ila Bo3MoxkHO mumbs B
crienuaibHbIX J1aboparopusix. JlecMonpeccuH B IaHHOM ciydae He 3(h(EKTUBEH,
NO3TOMY MPOBOJUTCA Tepamusi TpoMOOUMTapHOW Maccoil. Peakiuum Ha
MHO>KECTBEHHBIE BBEJICHUS TPOMOOIMTAPHON MacChl MOTYT OBITh JOCTaTOYHO
cepbe3HbiMu. Takum  o0pa3oMm, TpaHChy3UM  JIOJDKHBI — IPOBOJUTCS €

OCTOPOIKHOCTBIO.

Cungpom bepnapa-Cyabe

Cunnpom bepuapa-Cynbe — TOBOJIBHO pefikoe 3a00JIeBaHKE, XapaKTepU3YIOIIeecs
yBEIIMYEHUEM pa3Mepa TPOMOOIIMTOB W HEKOTOPHIM YMEHBIIIEHWEM WX 4YHCIa.
Bpemsi kpoBoTeueHHs 3aMETHO TMPOJIOHTMpOBaHO. M3ydyenue arrperanuu
TPOMOOIIMTOB B JIAHHOM ClIy4ae IOKa3bIBAE€T, YTO PEAKLUs C PUCTOLUETUHOM —
HEHOpPMaJIbHO. OTO  HApyUIEHWE TMPOUCXOAUT HU3-32a  OTCYTCTBUS  WJIU
nedeKTUBHOCTH TpoMOomuTapHbix penentopoB Ib-IX u penentopoB dakropa
Bunebpanna. Crnenyer oTauvarh JaHHOe 3a0oseBanue oT 6one3nu BusieOpanaa,
KoTopasi BbI3BaHa jedextoM B (daktope BuieOpannma, a He B perentopax
TpoMmOoruToB. Hacnenyercs cunapom bepnapa-Cyibe ayTOCOMHO- peliecCHBHBIM
nyTeM: T.€. Yy poauTened JaHHoe 3a00J€BaHHE HE BBISABISETCS B TEUCHUE HX

XKU3HHU. Y MYKUMH U KEHUMH cuHIpoM bephHapa-Cynbe oTMedaeTcsi B paBHOU



crenenu. bonesns Bumnebpanna HaciemyeTcsi JOMUHAHTHO-PEIIECCHBHBIM TTYTEM.
[Ipu  neuenunm  cungpoma  bepnapa-Cynbe  mpoBomsTcs — TpaHcdys3uu
TPOMOOILIMTAPHOM MAacChl; OJIHAKO, KaKk U Mpu TpombOacTeHuu [aHIIMaHa MOXKET

IMPOUCXOJUTH AJINIOMMMYHH3AMA ITaAlIUCHTA.

2. [lecheKkTbl coaepXumoro rpaHyn v aepuumnT XpaHeHus

Jledunutel XpaHeHUs] — pa3HOPOAHAS TPYyINa 3a00JeBaHUM, XapaKTePU3YIOMIAsCs
HECIIOCOOHOCTBIO TPOMOOLIMTOB 3amacarb B TpaHyJiax KIETKU CHElHalIbHbIE

BCHICCTBA.

2.1 lepuuursl XpaHEeHHUs, He CBSI3AHHbIE C CHCTEMHBIMH 3200/1eBAHUAMHU

CuHapOM cepbIX TPOMOOLIUTOB

CunapoM cepbix TpOMOOIUTOB — 3a00JIeBaHUE BHI3BAHHOE HEXBATKOU MPOTEHHA B
CoZIepKUMOM amb(ha-rpanys TPoOMOOIMTOB M MerakapuonutoB. K 3tum Oenkam
OTHOCATCA: TpoMOouuTapHbIl ¢akrop 4, Oera-TpoMOOriIoOuH, (HUOPUHOreH u
BHYTPHKJIETOUHBIN (hakTOp pocta. B nmpobe nepudepuueckord KpoBH, TPOMOOIUTHI
cepble M HEeCTECTBEHHO BEJIMKM B pa3Mepax. Arrperauus ¢ TPOMOMHOM
HapylieHa. bonbHOMY ciieryeT mpodTH MPOOHBINA Kype JICYSHHS IECMOTPECCHHOM
nepen mepeauBaHueM TpoMOomuTapHOW Macchl. [lepenuBanue TpoMOoIUTapHON
Macchl MOXET MNOTPeOOBAaThCS MPU BO3ZHUKHOBEHWHU OOUIMPHOIO KPOBOTEUEHUS

HJIM B CIIy4aC HCBOCIIPHUUMYHNBOCTHU K ACCMOIIPCCCHUHY.

KBeOexkcknii TpoMOOLIMTAPHBIN CHHAPOM

KBeOekckuil cHHAPOM — ayTOCOMHO-IOMHUHAHTHO HacjexyemMoe 3aboseBaHue, npu
KOTOPOM OTMEYAEeTCsl 3HAYMTENIIbHOE HAapyIIeHUE arrperaiud TPoMOOLMTOB MpU
UCCIIEIOBAHUM TIOCTEAHUX C aJpeHATUHOM. OTO MPOUCXOAUT H3-3a JedeKTa
mpoTeosin3a MpOoTerHa B anbda-TpaHyliax U jAepuiura MyJIbTUMEpHHA ab(da-

rpaHyJibl, Oejka, cBsi3bIBaromiero Gakrtop V B TpaHyle, U TakuM 0OO0pa3oM



BBI3BIBAIOIIMM yMeHbIIeHHe (axtopa V u psnpa apyrux OenkoB (puOpunHorena,

dakopa Buiebpanna u T. 11.)

2.2 lepuuuThl XpaHeHHUsl, CBSI3aHHbIe ¢ JAPYTHMH CHCTEeMHBIMH
3a00/1eBaHUSAMM

Cungpom Xepmancku-Ilynnaka
Cunnmpom Xepmancku-Ilynimaka Haciemyercs ayTOCOMHO-PEIIECCUBHBIM ITYTEM.
Hapsagy ¢ HMM Yy [alWEHTOB OTMEYAeTCsd KOXXHBIM  albOMHH3M U
IIEPOUIOTIOIOOHBIN MUTMEHT B Makpoarax KocTHoro Mosra. [Ipu aTom cuaapome
TaK)KE WMEETCS yJJIUHCHHE BpPEMEHH KPOBOTCUYCHHS W HE3HAYHTEIHHOE
HapyIIeHUE CBEPTHIBAEMOCTH KpOBH. TBepible TpaHyJbl TpoMOoIUTa —
nedexktuBHbl. MccnenoBanuss (QyHKIHM TPOMOOIIMTOB BBISBISIOT HapYIICHHUE

arrperagu B p€akKiuu C AI[CD, AAPCHAJIMHOM, pUCTOOIUTHUHOM M KOJIJIAI'CHOM.

Cunapom Yeabsika-Xuracu

Cungpom UYenppsika-Xuracu — pEAKOE NPEAABAEMOE AayTOCOMHO-PEIECCUBHBIM
nyTeM 3a00JIeBaHUE, XapaKTepU3yeTcs HEHOPMAIbHO OOJBIIUMHU TpaHyJIaMH,
HAXOJSUIUMUCSA B TPOMOOIMTAaX, KOTOpbIE IO pa3Mepy MOXO0XH Ha TpPaHyJbl
MEJIaHOIMTOB, JIEWKOUTOB U (udpodractoB. [lpu cunapome Uenpsika-Xuracu y
MAIMEHTOB TMPUCYTCTBYET YACTHUYHBIA aIbOWHU3M M PEKKYpPEHTHas MHOTEHHAas
uHpexuus. Yuciao TpoMOOUMUTOB — B Mpeeiax HOPMBI, BpeMs KPOBOTCUCHUS
YUIMHEHO, TBEPAbIC TPaHyJbl YMEHBIICHBI, arrperausi TPOMOOIIUTOB HAPYIIICHA,

BbI3bIBas CKIIOHHOCTB K KPOBOTCUCHUAM.

Cunapom Buckorra-Oaapuya

Cungpom Buckorra-Ongpuua penkoe 3a0oseBaHue, Iepenarolieecss o
pPELECCUBHOMY THIy, CLEIUIEHHOE C X-XpoMOCOMOM. /[l HEro XapaxkTepHsI
yMEHbILIEHUE pa3Mepa TPOoMOOLUTOB U TpoMOouurtoneHus. llanuenTsl ¢ JaHHBIM
3a00JIeBaHUEM, CTPANAalOT KPOBOTOUYMBOCTBIO, BBI3BAHHOM HApyIIEHWEM 4HCa U

GyHKIIMU TPOMOOIUTOB. Y HEKOTOPBIX — TaKXke€ MNPUCYTCTBYET HapyUICHUE



xpanenusa. [lamuentsr ¢ cuHgpomom Buckorra-Onapuua Takke CTpagaroT
PEKYpPEHTHBIMU HH(EKIUAMU U SK3eMoi. [Ipu J1abopaTOpHBIX HCCIIEI0BAHUAX
OTMEYAETCA OTCYTCTBHE M30I€MaryIlOTaHUHOB. [lapamienbHO NPUCYTCTBYIOT U
MMMYHOJIOTHYECKUE HapylIeHUs. | eHeTHYECKU aHalnu3 BBIABIISET IIATOJIOTHIO Y
MHOTHX IallUCHTOB. JledeHue OCTphIX KPOBOTEYEHUH OCYILECTBISAETCS ITyTEM
nepesuBaHusl TPOMOOIMTapHOM Macchl. TpaHCIUTaHTauus KOCTHOIO MO3Ia MOYKET

paccMaTpUBaThCs Kak KpaWHss Mepa B JICUCHUU JAHHBIX MMAI[MEHTOB.

3. OedreKkTbl BbICBOOOXAEHUA

JedekTsl BBICBOOOXKACHUS MPEACTABISIOT caMylo OOJbIIYIO0 TPYNIy HapylIEHUN
bynkuun TpoMOOIMTOB. JlepeKThl BHICBOOOXKIACHUS — HEOIHOPOIHAS TpyIIa
3a0osieBaHUi ¢ OOJIBLIMM YMCIOM HapylIEHUH JEeXaluX B UX OCHOBE, 4ei
MEXaHN3M JEHUCTBUS €LIE HE MTOTHOCTBIO NPOSACHEH. VX IPUYMHON MOKET CIIyKUTh
HapyllIeHUe Nepelayl CUrHajla u3 MeMOpaHbl, HEHOPMaJIbHBIA BHYTPUKIECTOUHBIN
MeTa0O0JIM3M WIM aHOMAaJIMsl MEXaHHW3Ma BBICBOOOKIEHUS, BbI3BaHHAs JeheKkTaMu
CTPYKTYPHBIX 3JIEMEHTOB, €ro y4acTHUKOB. OObIYHasi MaToJIOTHUs B ATOW TpyIiIe
3a00/IeBaHUl — HEBO3MOYKHOCTb TPOMOOLIUTOB  YCHEIIHO  BBICBOOOXAATH
COJIEP’)KUMOE TPaHyJI MPU aKTUBAIUH TPOMOOIIUTOB.

JlepexTsl  BBICBOOOXKICHMSI ~ CONPOBOXKAAIOTCS  YIJIMHEHHEM  BPEMEHHU
KPOBOTEUEHHUSI U HapyIIEHUEM arrperaiud TpoMOOLMTOB In-vitro B MPUCYTCTBUU
Al®, agpenanmHoM u KoiareHoMm. llpu Oornee riayOOKMX HCCIETOBaHUSIX,
otMmedaetcs aedekt BoicBoOokaeHuss AJ[D. ITpu sTom 3anacel A/[® B opranusme,
HE CBS3aHHOW B IpaHyJiax, HE yMeHbIIEHbl. COAEPKUMOE IpaHysl — HOPMAJIBHO.
MHorue nanyeHTsl ¢ aedeKTaMu BRICBOOOXKICHUS ToaaroTes geueHno DDAVP,

CHUHTCTHUYCCKHM aHAJIOTOM Ba30IIPpCCCHUHA.

IIpumenenue DDAVP
DDAVP, B koHLIeHTpauuu 4 MUKpPOrpaMm/MIi, MOXKET UCIOJIb30BaThes B 103€ 0,3

MI/IKpOFpaMM/ KI' MaCChI TCJIa IMallUCHTAa BHYTPHUBCHHO WJIA ITOJKOKHO. CYH_ICCTByeT



Takke uHTpaHaszanpHas ¢opma DDAVP. Hurpanazaneneiii  DDAVP,
IpUMEHSIEMBbI JUIsl JedeHust Ae(eKTOB BBICBOOOXKACHUS, 00jiee KOHIICHTPUPOBAH
(1,5 MunaurpamMm/mit), 4eM €ro pasHOBUIHOCTH JUIs JICUCHUS JuadeTa U dHypesa.
[Tpumenste DDAVP cnegyer ¢ OCTOPOXHOCTBIO, TOCKOJIBKY OH 00Jiagaer
BBIPAKEHHBIM aHTUANYPETUYECKUM 3(HPEKTOM U MOKET BBI3BIBATD 3a/I€PHKKY BOIbI
B OpraHW3Me ¥ THUIOHATpUeMHUI0. OTu To0o4HBIe 3(PdeKThl 0oyiee pPEe3Ko
BBIPaKEHBI Yy JIETEH 10 TPEX JIET U MAlMEHTOB, IMOJIBEPraloIINXCsl XUPYyPruieCKuM
BMEILATEIbCTBAM, TPEOYIOIIUX 3HAYUTEIbHBIX BHYTPUBEHHbIX BiuBaHuu. [lo
BO3MOXKHOCTH cjenyeT wu3berath mnoBTopa uHHbeKHIH DDAVP B kopoTkuii
IPOMEXKYTOK BpeMeHU. Ecim ke 3TOro HeBO3MOXKHO Hu30exaTh, HEOOXOIUMO
OCYLIECTBJIATh IEKTPOJIUTOB B CHIBOPOTKH KpoBHU. HecMOTpsi Ha 3TOT HEAOCTATOK,
DDAVP sBasieTcss BaXKHBIM IIIaroM BIIEpeI, MOCKONbKY 0osee 50% 3aboneBaHui,
CBA3aHHBIX C JedeKTaMu BBICBOOOXKICHHUS BOCIPUHMMYUBBI K JIaHHOMY BHUIY

JICUCHMUS.

4. [NecekTbl nnasmaTnyeckmnx caktopoB, Bnusowme Ha PyHKLUIO
TpomMmbGouuTOB

Hedektbl (akTOpOB MiIa3Mbl KPOBU MOTYT MPHUBOAUTH K HAPYIICHUSIM (YHKUIUU
TPOMOOLIUTOB, HECMOTPS HAa HOPMAaJbHOE YHCIO TPOMOOIMTOB M COXpPAHHBIN
MexaHu3M (pyHKIIMOHMpOBaHUA TpoMmOoruToB. Hambosee pacrnpocTpaHeHHBIM B
9TON KaTeropuu 3aboJjieBaHUM sBisieTcs Oosie3Hb Bumnebpanma. OTcyTcTBHE
MIa3MaTUYECKOTO WM TPOMOOIUTApHOTO (PUOPUHOTEHA MPUBOIUT K Aedexram
(GYHKIIUU TPOMOOITUTOB, MMOCKOJIBKY (PMOPUHOTEH SBIISETCS BaXKHBIM (DAKTOPOM BO
TPOMOOIIUTO-TPOMOOLIUTAPHOM B3aUMOJEHCTBUHU, MPU OOpPA30BAHUM MEPBUYHOIO
cryctka. AQUOpUHOTEHHMHS — PEAKOE ayTOCOMHO-PEIIECCHBHOE 3a00JeBaHUE.
bonesnr BumieOpanaa u aduOpuHOreHMMHsI BBI3BIBAIOT HApYLICHUS aJre3Ud
TpoMOouuToB: BB BO B3amMoaeiicTBHUM TPOMOOLIUTOB M COCYAMCTON CTEHKH, a

adhuOPUHOTEHUMUS BO B3aHOJICHCTBUH TPOMOOIIUTOB MEXKIY COOOMA.

Bouae3ns BuisieOpanga



[Tpu OGonesnm BumneOpanga (bB) mapymena ¢ynkums dakropa Bumnebpanma
(bB), nmeromero Gospiioe 3HaYeHUE B (YHKIIMOHUPOBAHUU TPOMOOITUTOB, 4eH
TpombOouTapusiii peuentop — Ib-I1X. edexts ¢B BbpakaroTcs B MOAKOKHBIX
KPOBOM3IUSHUAX M KPOBOTCUCHUAX M3 CIUCTHIX oOosouyek. BB wHacnemyercs
ayTOCOMHBIM JIOMUHATHBIM MYTEM U BCTPEUYACTCS KAK Y MY>XUYMH, TaK U Y >KEHIIUH.
Bpemst kpoBoTedeHHss Tpu ATOM 3a00JIeBaHWM OOBIYHO YJUTMHEHO. PaznmudHbie
TUIbl 00Je3Hb BunieOpanma cBsizanbl ¢ HapynieHHeM akTUBHOCTH (akTtopa VIII,
KOJIMYECTBOM aHTUTeHa K (B wm aktumBHOCTBIO (B, 4YTO BBISBISETCS IMyTeM
pecroneTHH-KO(akTopHOro Tecta. CTpyKTypa caMoro Oenka HCCIenyeTcs MyTeM

resieBoro 3jeKTpodopesa MyabTUMEpA.

APpudpuHOreHUMUs

JlanHoe penkoe 3a0o0yieBaHUE C ayTOCOMHO-PEIECCUBHBIM ITyTE€M HAaclieI0BaHUs
CBS3aHO CO 3HAYUTCIBHBIM YMCHBIIEHWEM WM TOJTHBIM  OTCYTCTBHEM
¢ubpunoreHa. Bpemsi kpoBoTeueHHEe B OSTOM cliydae OOBIYHO YJJIMHEHO. Y
HEKOTOPBIX MAIIMEHTOB K TOMY K€ OTMEYACTCs YMEHBIIICHUE YUCIa TPOMOOIIUTOB
W HapyumieHue wux arrperanuud. OTCyTCTBHE WJIM 3HAYUTEIbHBIH JehUIIUT
¢bubpuHOreHa B 1ia3Me KpOBHU NMPUBOIUT K HEMOJHOLEHHOMY B3aMMOJECHCTBUIO

TPOMOOILIMUTOB JAPYT C APYTOM.

5. DedekTbl B3aMuMoaenucTBUA TPOMOOLMTOB C MiasmMaTUYeCKUMU
(*)aKTOpaMM CBepTbiBaeMOCTH, Bbli3BaHHbLIE p,e(*)eKTOM
aKTMBHOCTM TPOMOOLMTApPHOro KoarynsiHta

Cungpom CkotTa

Cunnpom CkoTTa HauOoJiee U3BECTEH B JIAHHON KAaTErOpUU HAPYIICHUN (QYHKITUU
tpomOoruToB. IIpu cungpome CkorTa TpoMOOIUTHI 00pa3ylOT HEMOJHOIICHHBIE
komIuiekcol paktopoB Va-X u VIlla-Ixa. JlegexTsl cBI3bIBaHUS ITHX KOMILIEKCOB
IUIa3MaTHYECKUX (PAKTOPOB KOATYJSLUU MPUBOAUT K HENOJHOM aKTHUBALUU

dbaktopa X W nOpoTpoMOMHA, a TaKXke K HapyIICHUSM aKTUBHOCTHU



TpomOouTapHoro ¢gakropa 3. [IpuunHoil 3TOro ABJISIETCS HAPYIICHUE BHIPAOOTKU

dbocharuaniicepuna B mia3MaTHIecKol MeMOpaHe.

6. PasnuyHble BpOXAEeHHble 3aboneBaHus
W3BecTHhl HapyuieHus (QYHKIUM TPOMOOIMTOB, CBSI3aHHBIE C  OO0JIE3HSIMU
COCIMHUTEILHON TKaHW. JTH 3a00JIeBaHUS BKIIIOYAIOT B ceOsl: CHHIPOM Jiepca-
Hanno, cunapom Mapdana, uAMONATHYECKUN OCTEONCATUPO3 M CHUHIAPOM
xpynkoctu X. Anomanus Mbpag-XerrenuHa — 3a0oJjieBaHME Iepefaroleecs
ayTOCOMHBIM JIOMUHAHTHBIM IIyTeM, Xapaktepusymomieecs Hedh HEKTUBHBIM
TPOMOOIIUTONO’30M TPU HOPMAJIBHON (PYHKIUU TPOMOOLMTOB, M Je(helnuToB
rpaHysl B Jjeiikonutax. Takke oTMewaeTcs HapylieHue (yHKIUU TPOMOOIIMTOB
npu curapome Jlayna. TpombouutoneHnuss u cuHApoM AedeKTa TyueBOH KOCTH,
3a4acTyl0 COMpOBOXKAaeTcs TpomOoruTonarueit. JleTw, cTpaaaromye >STUM
3a007€BaHlEM, B TMEPBBIM TOJ KU3HU MOTYT TMOJBEPraTbCsl  TSHKEIbIM
KPOBOM3JIUSIHUSAM, TIOPOM C JIeTAIbHBIM ucxoaoM. Ho B jmanpHenmem
TPOMOOILIMTONCHUSI TIOCTENIEHHO Hcue3aeT. J[aHHOM Trpyrine OOJBbHBIX MOKA3aHO
npouiiakTHYecKoe TIepelMBaHue TpoMOonuTapHoi Maccel. HacneactBenHas
UAMONATUYECKasT TPOMOOIMTOINIEHUYECKAs MypIypa TakKe 3a4acTylo CBsi3aHa C
TpoMOouuTonaruen. Takxke oTMeUYeHa CBSI3b HAPYIICHUH (YHKIIMH TPOMOOIIUTOB
C TIOBBIIICHHBIM COJIEP)KAHHEM CHIBOPOTOYHOTO HMMMYHOTJIOOYJMHA HEPPUTOM,

TJIyXOTOH.

3akJ/IloueHue

TpoMOOUUTONATHN COCTABJISIOT OOJIBIIYIO PAa3HOPOJHYIO TPYNIy HapyIICHUN
CBEPTHIBAEMOCTH KPOBHU, BAPBUPYIOIIUXCA IO CTENEHU TSIXKECTH OT JIETKUX 10
TsOKENbIX. BoJjie3Hb MOXKET MpoTeKaTh OECCUMMITOMHO; OJHAKO, y OOJIBIIIMHCTBA
JIMarHOCTUPOBAHHBIX OOJBHBIX MUMEIOTCSl €€ MPOSIBICHUSI B BUJIC METEXU3ALUU U
KpPOBOTCUEHHM U3 CIHM3HUCTBIX OO0OJIOYEeK, a TakkKe II0CJIe TpaBMbl HJIH
XUPYpruyeckoro  BmemarenabctBa. CHOXHBIA —~ OMOXMMHYECKUM  MEXaHU3M

nepeaadyn CurHajla IOIJICIKHUT ,uaﬂLHeﬁmeMy OCMBICJIICHHIO. HCCMOTp?I Ha



3HAYUTEIBHBIC YCIIEXH B MCCICJOBAaHUU ITHOJOTUN JAHHBIX SBJICHUHN, METOJBI UX
JICYEHHE OCTAIOTCS HAa HU3KOM ypoBHe. [Ipu HapymeHusx GpyHKIMU TPOMOOILIMTOB,
CBSI3aHHBI C AcPEeKTaMH IJIa3MEHHBIX OCJTKOB KOAaryJsAlUH, TaKUX Kak OO0JIe3Hb
Bunnebpanna u apuOpruHOTEeHUMUS, JICUEHUE COCTOUT B 3aMECTUTEIIBHON Teparuu
KOHIIEHTpaTMH  OTCYTCTBYIOIIMX  ¢akrtopoB. JlomosHuTeneHas  Tepamnus
(anTuubpuHONUTUKH, (HPUOPUHOBBIN KIIEH U T. I.), JECMOINPECCUH U TpaHCHy3UHU
TPOMOOIIMTAPHOM MAacChl  SIBIIIIOTCS OCHOBHOM HA  CETOAHSIIHUN  JICHB.
KopTukocTepou il MOTYT UTPaTh 3HAYUTEIBHYIO POJIb B JICUCHUH HEKOTOPBIX M3
TUX 3a00JieBaHW ¥ TIPHUBOJUTH K COKPAIICHWIO BPEMEHH KPOBOTCUCHUS,

0co0eHHO npu AedeKTax XpaHeHHsl Y TAlMEHTOB He BocnpuuMunuBbix K DDAVP.



