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AKTyaJbHOCTH IPOOJIEMBI.

JABC-cunapoM - Hecnienn(pruuecKuii YHUBEpCaTbHbIN MPOIIECC, OCJOKHSIOLIHA TeUeHUE
pa3IMYHbIX 3a00JI€BaHUN U SIBJISFOLLMICS MPUYMHO M BBICOKOM JIETAIbHOCTH.
MHorouucieHHble PyHAaMeHTaIbHbIE pA0OThI OTEUECTBEHHBIX U 3apyO0EKHBIX aBTOPOB
MOCBAIIIEHBI BONPOCaM 3THOJIOT MY, IATOr€HE3a, TUarHoCTUKU U jedenus JIBC-cunapoma .
Hoxka3zano, uto JIBC-cuHApOM OCJIOKHSIET U NPEAOTPENeNsieT MPOTHO3 psijia

dbopM aKymepCcKoi MaTojaoruu , HHPEKIIMOHHO -CENTUISCKUX 3a00JICBaHUI , TPABM,
07KOr'0B, OTIEPATUBHBIX BMEMIATENBCTB M BCEX KPUTUUECKUX COCTOSHUI
COMPOBOXKIAIOIIUXCS CUHAPOMOM MOJHOPraHHOW HEJOCTaTOYHOCTH

JABC-cuHapoM, IBJISSACH OJTHOM U3 TJIaBHBIX MPUYUH MOJIHMOPTaHHOW HEIOCTATOYHOCTH, B
3HAUUTENBHOM CTENEHH MPENONPENESIET UCX0/ OOJIE3HH, a JICUEHUE

3TOT'O CUHJIpOMA MPEACTABISIET TPYAHYIO 3a/1a4y U JAJICKO HE BCErja ObIBACT YCIIEIIHBIM

I'emopparnueckuii cunapom u JIBC — cunapom

Onpeoenenue u obuiee npedcmaeiienue 0 2emoppazudiecKkom CUHOpome
I'emoppacuueckuii cunopom (I'C) — cocmosinue, xapaxmepu3yroweecs: 6pemMeHHOU Ui
HOCMOSIHHOU KPOBOMOUUBOCMbIO, M. €. CAMONP OU3BOIbHBIM 8bIXO0OM KPOBU U3
HeNno8pel’coenHHo20 pycid.

Ecnu roBoputh 0 HO30J0THYECKUX (POPMAX, TO ITOT CHHAPOM TPEICTABICH
reMopparmiecKUMHU ANaTe3aMu — 3TO TPYIIa 3a00JIeBaHUH, Pa3IMUHOTO TPOUCXOKICHUS,
HO 00BbEAMHEHHBIX MPU3HAKOM KPOBOTOUYHUBOCTH.

PaznmuuaroT HaciencTBeHHbIE (ceMelinbie) (opMbl reMOpparuii ¢ MHOTOJIETHEH,
HAUMHAIOILIEICS yallle BCEro ¢ IETCKOro BO3pacTa KpOBOTOUHMBOCTHIO, U MPUOOPETEHHbBIE
(dbopMbI, B OOJIBIIIMHCTBE CBOEM BTOPUYHBIC, CHMITTOMATHYECKHUE.

HacnenctBennbie (hopMbI B TIEpBYIO OYepeIb NPEACTaBICHB aHOMATUSIMHU
TPOMOOIIUTOB U TIPOAYIHUPYIOMINX UX KIETOK (MErakapuoOIMTOB) C HAPyIICHUIMH
aHTUOTPO (PUUECKON U reMOCTaTUYeCKON (DYHKITMH KPOBSHBIX IJIACTHHOK

(TpoMOOIIUTOTIATHH) CO CHIYKEHHEM HX YHCJIa B KPOBH M 0€3 Hero. BTopyro 0oJibIiryto



TPYIILy COCTABIISIOT KOATyJIONaTuu, 00yCJIOBICHHbIE HAPYIIIEHUEM CBEPTHIBAHUS KPOBU
(remodunun). B TpeThio rpymiy BXOAAT reMopparuieckue Ba3onaTuu, 00yCIOBICHHBIC
HACJICICTBEHHOH HEMOJIHOIICHHOCTHIO CTEHOK MaJIbIX KPOBEHOCHBIX COCY/IOB
(TeneanrudkTazus, 6one3Hp Ocrepa-Panmio). [Ipu HEKOTOPBIX TeMOpparuuecKux quare3ax
MUMEIOTCS HapYIICHHs BO BCEX TPEX 3BEHBSIX CUCTEMBI reMocTas3a. Tak, npu 0oJie3Hu
Bunnebpanna HapyIlieH CUHTE3 B SHAOTENMH TUIa3MEHHOTO Oenka — dakTopa
Bunne6panga, He0OX0UMOTO KaK JJIsl HOpMaJIbHOTO (PYHKIIMOHUPOBAHUS TPOMOOITUTOB,
TaK U JJI1 CBEPTHIBAHUS KPOBH.

CrnemyeT OTMETHUTb, YTO MOBBIIIEHHAs KPOBOTOUYUBOCTh CHIKAET YCTOMYMBOCTD
TKaHel K MEXaHMYECKUM BHELIHUM BO3ACUCTBUAM U MHPEKIMSIM, YXyAILIAeT TeYEHUE U
MPOrHO3 MHOTHX COITYyTCTBYIOIMUX 3a00JIEBAaHUN, IPUBOAUT K TSXKEIIBIM OCJIOKHEHHSIM.

B cooTBercTBHU ¢ KiaccuduKkayen uare3oB GOpMYIUpYyeTcs U MPUYUHHAS

Kaaccuukayusa zemoppazuieckozo CUHopoma

1. T'emopparuueckuii CHHAPOM BCJICICTBHE HAPYIIICHUS CBEPTHIBAEMOCTH KPOBH —
Koarysomnatuu (reMopuims, HeJOCTATOK MPOTPOMOUHA, TIEPEI03UPOBKa
AHTHUKOATyJISTHTOB)

2. I'emopparndeckuii CHHAPOM BCJICACTBHE HapYIICHUS 00pa3OBaHMs TPOMOOITUTOB
(60me3up Bepisroda — tpomOonuToneHndeckas mypiypa, CAMITOMATHIECKIE
TPOMOOITUTOTICHUH, TPOMOOIIMTOTIATHH )

3. Bazonaruu, T.e. reMOpparm4ecKuii CHHAPOM BCIIEICTBUE MOPAKEHUS COCY/IOB
(remopparuyeckuit BacKyut — 6osie3us Lllenneiina — ['eHoxa, remopparmyeckue

TeJleaHTuIKTa3uu — 6oJie3Hb Pormio — Ocrnepa)

Obuiee npeocmaesiienue 0 cucmeme c6epmuvléaHus Kposu

Jlst Toro, 94TOOBI pa300paThCs B STHOJIOTHH M IMATOTE€HE3€ TEMOPParudecKoro
CHHJIpOMa, HEOOXOAUMO UMETh MPEICTABIICHNE O CBEPTHIBAIOIICH H
MIPOTUBOCBEPTHIBAIONIEH CHUCTEME KPOBH, KOTOPas SABJIETCS OYE€Hb MOIHOM 3aIlUTHOM
CHUCTEMOM OpraHu3Ma, U CIIocOOHa 00ECTICYNTh OBICTPOE TPOIBIYKEHNE KPOBH TIO
COCYIMCTOMY PYCJIY U B TO K€ BpeMsl MPU HEOOXOAMMOCTH B T€YEHHUE KOPOTKOTO BPEMEHHU

OCTAaHOBHUTb KPOBOTCUCHHUC. Mexanu3Mm CBCPThIBAHMA KPOBH — 3TO JOBOJIBHO CJIOKHBIN



OMOXMMMYECKHM MPOIIECC C YYacTUEM Psifia BHYTPEHHUX U BHEIIHUX (PaKTOPOB U CUCTEM
(cBepThIBarOIIasl CUCTEMa, MPOTHUBOCBEPTHIBAIOILAS cCUCTEMA, (PUOPHUHOIUTHYECKAS,
KaJJIMKPEUH — KWHUHOBAs CUCTEMA) — U B HOPME, Y 3JJ0pPOBOT0O YEJIOBEKA, BCE 3TU
CHUCTEMBI HAaXOJISITCSI B COCTOSSHUM PaBHOBECHSL. DTO 3HAYUT, UYTO BHYTPU COCYAUCTOrO
pyciia KpoBb UMEET JJOCTATOUHO KUAKYI0 KOHCUCTEHIMIO U CBOOOJHO LUPKYJIUPYET TaXKe
0 MeJIbYalIMM Kamwuisipam. Ho cTOUT HapyIMThCS COCYAUCTOM CTEHKE (TpaBMa,
HIOpe3, YKOJI IPH B3ATHH KPOBH M3 MAJIbIA M T.II.) — TYT )K€ BKJIIOYACTCS TyCKOBOM
MEXaHU3M U KPOBb CBEPTHIBACTCS, TPOMOUPYSI 1 3aKyTIOPHUBas paHy.

“BHemHuil” MexaHU3M 3aITyCKaeTCsl MOCTYIJICHUEM U3 TKaHE! B IJIa3My ‘‘TKaHEBOTO
TpOMOOTIIIaCTHYECKOTO (hakTopa’” — KomIuiekca arnonportenHa Il ¢ hochomummmom
(dpaxrop III). B kpoBb OH MOCTYMAET U3 TKAHEH MpPH BCEX BUJIaX TPABMATU3ALIUU U
JNECTPYKLMH SHIOTEIHUS U P BO3AEHCTBUU Ha Makpodaru OaKTepuanbHbIX
SH0TOKCHUHOB, MIMMYHHBIX KOMIUIEKCOB, KOMIIOHEHTOB CUCTEMBI KOMIUIEMEHTA; MIPHU
MHTEHCUBHOM IMOTOKE KUKOCTU U3 TKaHEH B KPOBb (ILIOKOBBIE COCTOSIHUS, KPOBOMIOTEPS ).
TxaneBb1it TpoMOoIacTuH aktuBupyeT VII paktop (MpOKOHBEPTHH), KOTOPHIN U
SIBJSIETCST aKTUBATOPOM X (hakTopa.

B mabopaTopHBIX YCIOBUSAX “BHEIIHUN IMyTh UMUTHPYETCS T0OABICHHEM K
peKaIbIMUITIPOBAHHON ITUTPATHOM IJ1a3Me TKAHEBOTO TPOMOOIIIIACTHHA
(TpOTPOMOMHOBBIH TECT, MPOTPOMOMHOBBIN UHIIEKC).

“BHyTpeHHUI MEXaHU3M CBEPTHIBAHUS KPOBU pean3yeTcs 0e3 NMonagaHus B KpOBb
U3BHE TKaHEBOTO (akTopa. Takoe cBepThiBaHKE HAOJIOAETCs, KOTJla KPOBb, W3BJICUCHHAs

U3 COCYIUCTOr0 pyciia, caMa CBEPTHIBACTCS B POOHUPKE.

HomenkiaTypa miazMeHHbIX (aKTOPOB CBePTHIBAHUSA KPOBH



Lindpposoe Bpems

obo3Ha4e- Hanbonee yrnoTpebuTenbHbIe Ha3BaHNA MONY>KWU3HU B
LMPpKYSLUnn, 4
| PubpuHoreH 100-144

Il MpoTpomBbuH 72-96

TraHeBbIA thakTop: TKaHeBLIM TPOMOONNACTUH,
[l anonpoTewrH |l (B HopManbHbIX YCNOBMAX B NNasme
He obHapykMBaeTCA)

IV MoHBI KanbyKA
v Ac—rnobynuH; NpoakyenepuH; NabuneHelid akTop 15-18
VI MNpokoHBEPTWH; cTabunbHbIA thakTop 3-5
VIl C AHTUremodnbHeIR rNobynmH (KoaryNAHTHaA YacTb 819
komnnekca chakTopa VIl
VI OB ParTop BunnebpaHaa (B3aMMoaeACTBYOWMIA C 2448
TpomboyMTamMK KOMNoHEeHT thakTopa VIl
I MnazmeHHbIR KomMnoHeHT TpombonnactuHa (PTC- 18-94
thakTop); thakTop Kpuctmaca
MNnasmeHHans npoTpombuHasa; takTop CTiapTa—
X Bl 24-60
X MnasmeHHbId  NpeglwecTBeHHUK TpoMbonnacTuHa 40-70
(PTA~thakTop)
Xl KoHTaKTHBIM hakTop, thakTop XaremaHa 48-52
bl PubpUHCTabUNUMIMpYIOWKMIA hakTop; dhubpuHasa 100-160

NB IllecToii (akrop (akiieaeprH) UCKIOYEH U3 HOMEHKJIATYPbl, TaK KaK OH SIBJISAETCS
aKTUBHOM (hopMoOil MATOTO (pakTOpa — MpoaKienepruHa, MoITOMY IECTON (PakTop

Ha3bIBAIOT e1ie pakTpom Va.

3ammycK BHYTPEHHEr0 MEXaHM3Ma HAYMHAETCS C aKTUBAMU KOHTakTHOro (pakropa XII
((pakrop Xaremana), ABJISAIOLIETOCS YHUBEPCAIbHBIM aKTUBATOPOM BCEX IUIA3MEHHBIX
POTEOJUTUUECKUX CUCTEM — CBEPTHIBAOIIEH, (GUOPHUHOIUTHYECKOH (TNTA3MUHOBOM),
KJUTMKPENH-KUHUHOBOM, KOMILJIEMEHTA. OTa akTUBALUS POUCXOIUT BCIIEICTBUE
KOHTAKTa KPOBU WU IUIa3Mbl C CYORHIOTENNEM (KOJUITAr€HOM U APYTUMH CTPYKTYypaMu), C
M3MEHEHHBIMU KJIETOYHBIMU MEMOpaHaMU U T0J1 BIMSHUEM Ps/ia IPOTeas,
pacuerusironmx ¢daxrop X, ¢ agpeHanHoM, a BHE OpraHu3Ma Mpu KOHTAKTE KPOBU €
3apsHKEHHOU YYKEPOJHOM MOBEPXHOCTHIO, HAPUMEP CTEKIIOM. CTEINEHb “KOHTAKTHOW
aKTUBALlMM 3aBHCUT OT CBOMCTB MaTepuaia, ¢ KOTOPhIM CONPHUKACAETCS KPOBb, U BPEMEHU
KoHTakTa. CHUIMKOHUPOBaHKE Ja0OPATOPHOU MOCYABI M UIJI JJIs ITOJTy4E€HUs KPOBH, a

TaKKC UCITIOJIB30BAHNC HCKOTOPBIX BHAOB INIACTMACC CYHICCTBCHHO 3aMCIJIACT



KOHTaKTHYIO aKTUBAIIAIO 3TOTO Tpoiiecca (3To KpaitHe He0OX0UMO JJist paboThI

JabopaTopun).
Knunuueckue nposenenusn 2emoppazuieckozo CUHOPOMA U M Unvl KPOo8om 04ue0cmu

[Ipu pacno3HaBaHUM pa3IMYHBIX BUIOB FeMOpparuii BaKHO YUUTHIBATh, YTO OJTHU
BUJIbI TTATOJIOT MM YacThl, IPYTHE — PENIKH, TPEThU — KpaiiHe penku. M3 HaclieICTBEHHBIX
HapyIIeHUH TeMocTa3a HanboJiee 4acThl TPOMOOIIMTONATHY (B COBOKYITHOCTH),
remoduus A, done3ns BunneOpanga, remodunust B, a u3 cocynucteix dopm —
TeneanruskTazusa. Cpenu mpuoOpeTeHHbIX PopM MpeoOIaialoT TPOMOOIIUTOTICHHUH,
BTOPUYHBIE (CUMIITOMaTHYeCKue) Tpombonntonaruu, JABC-cunapom, nepuuut u
UHTUOUIINS (DAKTOPOB MPOTPOMOMHOBOTO KOMIUTEKCA (ITaTOJIOTHS TICUCHH, MEXaHHYIeCKast
KENTyXa, Nepe03UPOBKA HEMPSIMBIX aHTUKOATYJIIHTOB), TeMOpparudecKuii BacKyauT. B
MOCJICTHHE TOIbl OUY€Hb YUaCTUIINCh HAPYIIEHUS TeMOCTa3a JICKapCTBEHHOTO reHe3a,
CBSI3aHHBIE C IPUEMOM MPENApaTOB, HAPYILAIOUIUX arperauo TPOMOOLUUTOB U (UJIH)
CBEPTHIBAEMOCTh KPOBH, a TAK)KE MMUTAIIMOHHBIEC U TICUXOT'€HHBIE (POPMBI — CUHIIPOM
MroHxray3eHa, HeBpOTHUYeCKast KPOBOTOUUBOCTb.

B oTnmmume ot aHEMUYeCKOro CUHAPOMA, TeMOpparudecKue quare3bl UMEIOT SIPKUe
BHEIITHHUE MTPOSIBIICHNUS, ¥ B JUATHOCTHKE 3a00JIEBAHHSI, TOMHUMO CIICIIU(PHYECKO Kap THHBI
KpPOBHU (T.€. TEMATOJIOTMIECKUX M3MEHEHUH ), CYIIIECTBEHHOE 3HAYCHUE UMEIOT

XapaKTEPHbIEC KIIMHUYECKUE TP OSIBIICHUSL.

HanGonee TMIUYHBIM BUAUMBIM PU3HAKOM T€MOPPArudeCKOTO CUHAPOMA SIBJITIOTCS
HeOOoJIbIIMe, KaK MpaBuiIo 0€300JIe3HEHHBIE KOYKHBIE TeMOpparuiecKue nsiTHa —
9KXUMO3bl. VIX OSIBIEHHE TPOBOLMPYIOT AaKE HE3HAYNTEIbHbIE MEXaHUUECKHE
BO3JICHCTBYS, KOTOPBIC Y 3I0POBBIX JIFOIEH HE BHI3BIBAIOT HUKAKUX U3MEHEHUIL: TPEHUE
BOpPOTHHKA, MaHXET, Mosca, OpacieTa, MOYaJIKi NIPU MBIThE, 1aBJICHUE MaHXEThbl IPU
m3mepennu AJl u 1.1. HeckosbKo Moxoskee TUIMTUYHOE KOKHOE MPOSBICHUE — nemexus —
ISTHO HeOOobIIOTO pazmepa (1-3 cM.) onpeneneHHoM GopMsbl, MypIypHO-KPacHOTO IBETA,
HE BO3BBIIAIOIIEECS HAJ] TIOBEPXHOCTHIO KOKU M HE IPOTIA/IaeT MPU HA/IaBIMBAHUU.

1lypnypa — nonkoxHoe 00pazoBaHue (KPOBOMBIMSAHNE) (PUOJIETOBOTO MM KPACHO -



KOPHUYHEBOT'O I[BETA, KaK ObI «TPOCBEYMBAIOINIASCS M MIOITOMY BHIUMAs Yepe3
sanuaepmuc. Eiie o1HO NposiBIeHNE KPOBOTOUYUBOCTH — M eENeaH2UOIKMAZUU
(«cocyMCTbIC TTAyYKWy ) WK SIPKO KpacHbIE Y3€JIKOBBIE BHICHITIAHUS J10 MTOJTYCAHTUMETPA B
JaMeTpe. [Ipu3zHaKaMu reMopparuyeckoro CUHAPOMa MOTYT OBITh TAKKe
MOBBIIIICHHAs! KPOBOTOYMBOCTH JIECEH MPU YUCTKE 3YOOB; CTIOHTAHHBIE PEITUIUBHBIC
HOCOBBIEC KPOBOTEUEHHS B MOJIOJIOM BO3pacTe, HE CBS3aHHBIE C apTepUaIbHON
TUTNIEPTEH3UEH; JISTOUHbIE KPOBOTEUEHUS 0€3 TyOepKyie3a B aHaMHE3€; MEHO- U
METpOpparvuy Npu OTCYTCTBUH JAHHBIX 32 PUOPOMHUOMY MATKU WJIM SHIAOMETPUT;
KEITyT0YHO-KHILICUHbIe KPOBOTEUCHHSI BHE CBS3H C OPraHUUECKUMHU 3a00JI€BaHUSIMHU
XKKT; mukp- 1 MmakporemaTypuu 6e3 rpy0oii moueunoil marosoruu. Emie oqHo THIMaHOE
MPOSIBJICHUE T€MOPPAruy — TeMapTpo3bl 0€3 TpaBMbl U JPYTUX BUAUMBIX MPUUUH. boliee
PEIKUMU, HO HauOoJIee TSHKEITBIMU MPOSIBJIICHUSAMU TeMOPparmdeCKux IUare30B MOTYT
OBITh OPTAHHBIC U TIOJIOCTHBIC KPOBOMBJIMSHUSA U JJake MPO(y3HbIE KPOBOTEUEHUS C

I[ElJII:HGﬁH.IPIMH IMPU3HAKaMHU aHCMH3allhH.

CYHIGCTBCHHO oOyeruaer ,Z[I/IaFHOCTI/IIIGCKI/Iﬁ ITOUCK OLICHKA THIIA U TAXCECTH

KPOBOTOYMBOCTH. Paznuuaror cieayronme nsTh TUMOB KpoBoTouUBOCTH (110 3.C.
bapkarany, 1975, 1980):

I'emamommwiil ¢ 00JIC3HEHHBIMHU HAITPSHKEHHBIMU KPOBOMBIIUSTHISIMH B TIOJTKOKHYFO
KJICTYATKY, MBIIIIBI, B KPYITHBIE CYCTaBbI (TeMapTPO35bl), B OPIOMIMHY M 3a0pIOMTMHHOE
MPOCTPAHCTBO, MOYECYHBIMU KPOBOTEUCHUSAMH, BRIPKEHHON MATOJIOTUEH OTIOPHO-
JBUTATEIILHOTO ammapara (CIaBJIeHUe XPAIIei, KOCTHOM TKaHW, Maruc TpaJIbHBIX HEPBOB).
Takxe MoryT OBITh JJIMTEIbHBIC, AHEMU3UPYIOIIE KPOBOTEUCHUS M3 MECT TIOPE30B, PaH,

1ocJie yaajaeHus 3y0OB U XMpyprudecKrux BMearenbCeTB. Tunmien Ay reMopuimu A u

B.

IlemexuanvHo-namuucmulii (CUHAYKOBLIL) MUN — XAPAKTEPU3YETCsl TIOBEPXHOCTHHIMU
KPOBOMBIIMSHUSIMHU B KOXKY U CIM3UCTHIE 000JIOUKH, KPOBOTIOJITEKAMHU, & TAKXKE
JIECHEBBIMH, HOCOBBIMH, MATOYHBIMHA KPOBOTCUEHUAMU. BO3MOXKHBI TsIKENbIC

KPOBOM3JIMAHUS B MO3T'. Tunuuen pIRIC| IpOM6OHHTOH€HHﬁ, TpOM6OL[HTOH&TPIfI, 0one3Hn



Bunnebpanga, a Takxke A1 UCKIFOYUTEIBHO PEIKUX THIIO- U UCHUOPHUHOTCHEMUH,

HacyencTBeHHOro nedunmra dakropoB X u I, mrorga VII.

Cmewiannviii CUHAYKO080-2eMAMOMHbIY XapAKTEPU3YETCsl COUETAaHUEM TIETEXUAITbHO -
ISTHUCTON KPOBOTOYMBOCTH C MOSIBJIEHUEM OTIEJIbHBIX O0JIbIINX T'eMaToM (HampUMep,
3a0pIOIIMHHBIX, B CTEHKU KUIIEYHHKA) IPU OTCYTCTBUM MOPaKEHU I CYCTaBOB U KOCTEN
(B oimume oT reMaroMHOro tuma). CHHSKA MOTYT OBITh OOIIMPHBIME U 00JIC3HCHHBIMH.
Taxoil TN KPOBOTOYMBOCTH HAOMIOJACTCS TIPH TSKETIOM Aeduiute pakTopoB
npoTpoMOrHOBOTO KoMIuiekca u gakrtopa XIII, 6one3nu Bunnedpanga, IBC-cunnpome,
Nepe03UPOBKE aHTUKOATYISTHTOB U TPOMOOJIMTUKOB, MPU MIOSBJICHUU B KPOBU UIMMYHHBIX

uHruouropos axkropos VIII u IX.

Backynumuo-nypnypusii THI XapaKTEpU3yeTCsl KOKHBIMU I'eMOpparusiMu B BUJE
MypIypbl B HEKOTOPBIX CIydasX C MPUCOEAMHEHNEM He(pHUTa U KUILICUHBIX
KPOBOTEUEHHUH; HAOIIOAAECTCS IPU TPOMOOIIUTONATHX, UH(OEKIITMOHHBIX 1 UMMYHHBIX
BaCKyJMTax, Jerko tpaHcdopmupyercs B JIBC-cunapoM (pasrpaHuueHue npencTaBIisieT

00JIbIIME TPYAHOCTH).

AHneuomamosnulil TUT HAOTIOIAeTCS MPU TEJICAHT MIKTA3USIX, aHTHOMAX,
apTEPUOBEHO3HBIX LIyHTaX, XapaKTEPU3yETCS YIOPHBIMU CTPOTO JIOKAITU30BAHHBIMU U

IMPUBsA3aHHBIMHA K JIOKQJIbHOM COCYI[HCTOﬁ [aTOJIOru réeMopparusimMu.

OCHOBHBIE IPUHIIUATIBI OOIIEH TUATHOCTUKH TeMOpparundeckux 3a00IeBaHUMA

0a3upyIOTCS HA CICAYIOMUX KPUTECPHSIX:

1. BerisicHeHHE CPOKOB BO3HUKHOBEHUS, JABHOCTH, TJTUTEIILHOCTH U OCOOCHHOCTH
TeueHus 3a00JeBaHus (TIOSIBJICHHE B paHHEM JIETCKOM, FOHOIIIECKOM BO3pacTe J100
y TOXKUJIBIX JIFOJICH; OCTPOE WITM TIOCTEIICHHOE pa3BUTHE CHHIPOMA; HETaBHEE HUJIH
MHOTOJICTHEE (pELUAUBUPYIOIIEe) TeueHne 00Ie3HU U T.]1.)

2. BbIsiBIIEHHE 1TO BO3MOYKHOCTH CEMEHHOTO (HACJIEICTBEHHOTO) TeHEe3a
KPOBOTOYMBOCTH (C YTOUHCHHEM THITA HACJICAOBAHUS ) JTMOO TIPUOOPETEHHOTO

xapaktepa 00JIe3HH; YTOUHEHNE BO3MOYKHOM CBSI3HM Pa3BUTHS TEMOPParmiecKoro



CUHJIpOMA C MPEIIIECTBOBABIIMME 3a00J1€BaHUSAMU (OOJIC3HIMU TIEUEHH,
Jeiko3aMu, HHPEKIIMOHHO-CENTUYECKUMU MTPOLIECCaMU, TPAaBMaMHU, IIOKOBBIMHU
COCTOSIHUSIMH) WJTH JIE4E€OHBIMU (paKTOpamu (JieKapCcTBaMH, TPUBUBKAMU U T.I1.)
3. Omnpenenenue MperuMyIIECTBEHHON IOKATN3AIUH, TSHKECTH U THIIA
KpOBOTOUMBOCTH. Tak, npu 6ose3nn Panato — Ocnepa npeobi1anaroTr, a HHOTAA U
SBJIAIOTCS] €[IMHCTBEHHBIMH YIIOPHBIE HOCOBBIE KPOBOTEUEHHS; PH MATOJOTHH
TPOMOOIIUTOB — CUHSIKOBOCTh, MATOYHBIE U HOCOBBIE KPOBOTEUEHMUSI; IPU

reMopuIMsAX — rIyOOKHE TeMaToMbl U TeMapTPO3bL.

KOAT'YJIOITATHUM — rpynia HanboJiee TAMUYHBIX, Yallle HACJIeICTBEHHbBIX
reMopparudecKux quare30B (HaCJIeICTBCHHBIX Koarynonaruii). [lomasistomniee
0oabimHCTBO (95%) cocTaBisiOT TpH 00JIe3HU: TeMOGHINS A — BCIIEACTBUE Ae(UIINTA B
KPOBH KOAryJISIIMOHHOM, peliecCuBHO Hacieayemoi dactu ¢axropa VIII (VIII:C);
6ose3p Buebpanga — o0ycaoBIeHHAS 1e(UIIMTOM HIIM aHOMAJIMEH ayTOCOMHO
Hacienyemoit yactu akropa VIII — dakropa Bunnedbpanna (VII:®B); nepunut dakropa
IX — remodumms B. EcTb eme o1HO, O4€Hb pEAKO BCTpEUAIOIIEeCs: ayTOCOMHO
Hacyienyemoe 3aboneBanue, — remodunus C — nedpunut dpaxkropa X| (mo cratuctrke

yaiie BcTpedaercs y eBpeeB (?).

Cpenu nproOpeTeHHbIX Koarynomnatuid npeodnagarot JABC-cunapowm;
KPOBOTOYHBOCTH, CBSI3aHHAS ¢ JiehuiuTtoM BUTaMuH K-3aBHCUMBIX (haKTOpOB
CBEpTHIBAHUS KPOBH, — TeMOpparndeckas 00Jie3Hb HOBOPOKICHHBIX; OO TypariiOHHAs

JKCITYyXa;, HICPCAO3UPOBKA AHTUKOAI'YJILITHTOB.

I'emopuniamsa A — 3To reMopparuueckuii [uare3, 00ycI0BICHHBIN IPyObIMU
HApYIICHUSIMH B CBEPTHIBAIOIICH CCTEME KPOBU: YIJIMHEHHE OOIIIEro BpeMEHU
CBepThIBaHMS KPOBH — Ootee 12 mun, npotpomouHoBoro Bpemenn (I1B Goaee 20 cek)
(mpu 3ToM TpoMOuHOBOE BpeMs (TB) moxker 6brTh B HOpMe — 15 -18 cek!),
aKTUBU3WPOBAHHOIO MapIMaIbHOro TpoMoomiacTuHoBoro Bpemenu (AIITB Gonee 50

cek), ayrokoaryssinuoHHoro tecta (AKT) (ue myrats ¢ AKTTY!).



Otuonorus. OTHOCUTCS K 3a00J1€BaHUSIM C X-CLEIUICHHBIM PEIeCCUBHBIM THUIIOM
HaCcJIeIOBAHUSs, T.€. IEpelacTcsi OT MaTepu ¢ X-XpOMOCOMOi1, 00JICIOT TOJILKO MaJTbYHKH.
OTcyTcTBUE WM HEAOCTATOK (DAKTOPOB CBEPTHIBAHUS KPOBH MPUBOIUT K HAP YILIEHUIO

9TOI'0 IIpouecca.

Kmuanaeckast kaptuna. KapinHanbHbIM pU3HAKOM OO0JIE3HU SIBISIETCS] HApyIIEHUE
cBepThIBaeMOcTH KpoBu. [IpeoOianatoT KpoBOM3IUSAHUS B KPYITHbBIE CYCTaBbI
KOHEUHOCTEH, NTyO0KO MO/ KOXKY, B MBILIIIbI. BO3MOKHBI KpOBOM3IUSHUS B OPTaHbI
OprOIIHOM MOJIOCTH, BHyTpUuepenHsle. [Ipu TpaBMax BOZHUKAIOT OOUIIbHBIE U
JUIMTENbHbIE KpoBOTeUeHUs. ['eMouiiust 0OHapyKUBAETCs paHO. YKe MPU POKICHUU
OBIBAIOT MOJAKOKHBIE U BHYTPUKOXHBIE KPOBOMBJIMSHUS, KDOBOU3IUSHUS B MO3T,
KPOBOTEUEHUS U3 IYITOYHOr 0 KaHaTKa. B rnepBbie robl sKM3HU BO3MOKHBI OOMJIbHBIE
KPOBOTEUYEHUS U30 PTa MPU €r0 TPaBMUPOBAHUH UIPYIIKAMH, KPOBOTEUEHUS U3 HOCA TIPU
naJieHuH, B 00J1IacTH AToAuIl. B 1o ApoCTKOBOM BO3pacTe BO3HUKAIOT HEOJHOKPATHBIE
KPOBOM3JIMSHMSL B OJJHU U TE JK€ CYCTaBbl KOHEUHOCTeH. CycTaB, Ky/1a MPOU30IILIO
KPOBOM3JIUSIHHUE, CTAHOBUTCS PE3KO OOJIE3HEHHBIM, YacTO YBEMYEH B pazmepax. Koxka
HaJl HUM KpacHEET, Ha OLYIIb CTAHOBUTCS ropsiaei. [Ipn KpoBOM3IMAHUYN B TKaHU
Pa3BHUBAIOTCS T€MATOMBI, KOTOPBIE CABIMBAIOT OKPYKAKOIME OPTaHbl U COCY/IbI, UTO
IIPUBOJAUT K OMEPTBEHHIO. | eMaTOMBbI B CycTaBax MPUBOAT K UX pa3pyiueHuto. [lpu
CJIaBJICHUY T'€MaTOMaMH1 HEPBOB Pa3BUBAIOTCS MAPAIUYH, TYTONIOJIBUKHOCTH CYyCTaBOB,
arpodust mpim. [Ipu kpoBOM3IMSHKUYM B 001aCTH LIEU, 3€Ba U TJIOTKA BO3MOXKHO
ynyumenue. [loueunbpie KpOBOTEUEHHUS IPUBOAST K HAPYLICHHUIO BBIBEICHHUS MOYH,
MOYEUHBIM KOJIMKaM HU3-3a 00pa30BaHuUsl CTyCTKOB KPOBH B MOUEBBIBOAALIMX MyTsX. C
roflaMy MpUcOeINHsAETCS] MH(PEKLMs TKaH! odeK. Bo3MokHA cMepTh OT ypeMHUHu.
KpoBoTeueHus u3 xeny104HO-KUIIEYHOTO TPAKTa MOT'YT ObITh CIIPOBOLIMPOBAHbI
IIPUEMOM alETUICATMIIWIOBOUN KACHOTHI. 1Ipu TpaBMax rosoBbl U CIIMHBI BO3HUKAOT

KPOBOM3JIUSHUS B TOJIOBHOUW U CIIMHHOMW MO3T.
JlnarHocTUdeCKMe KPUTEPUU TeMODUITHH:

1. Myxckoii mon



2. Pamnuii gerckwmii Bo3pact
3. HacnenctBeHHbIl XapakTep
4. T'emapTpo3bl

5. I'emaroMHBII THIT KPOBOTOYHUBOCTH

Boae3ns Buwiiedpanaa — taxke HanOoJiee YacThI BUJT HACJIEIC TBEHHBIX
reMopparmaeckux auare3oB. [Ipu aTom 3a0051€BaHNN HAPYIIAETCS] B3aUMOICHCTBHUE
CTEHOK COCY/IOB C TPOMOOITUTAMH, BCIICACTBHE YETO MOBBIIIACTCS JIOMKO CTh
MHUKPOCOCY10B (TIOJIOKUTEIbHBIE MPOOKI HA JIOMKOCTh KanmwuisipoB). Kctartu, panbiie 310
3a0oJieBaHKEe Ha3bIBaJIM aHTHOreMo . B octanbHOM Oosie3Hp Bumieopanza (mo
ATHOIATOICHE3Y U KIMHUYECKOM KapTUHE) BO MHOTOM CX0%a C JISTKUMH (popmMaMu
remopmmu A. Ho Tak kKak HacjeIoBaHUE MPOUCXOIUT IO ayTOCOMHOMY THITY,
COOTBETCTBEHHO MOT'YT CTPajaTh U MY>KYHHBI M )KCHIIIMHBI, TIPUYEM y JKESHIIUH C
npody3HEIMU MEHOpparusiMu 00Jie3Hb MPOTEKaeT HAMHOTO Tskesiee. HocoBbie u
MaTOYHBIE KPOBOTEUEHHS YaCTO OMIMOOYHO PACIIEHUBAIOTCS KaK JUCTapMOHAIbHBIC. Tum
KPOBOTOYMBOCTH Yallle CMEIIaHHBINA. [ eMapTpo3bl PEAKH U TIOPAXKAIOT JIMIIH OTACIbHbBIE
cycTaBbl. VM3-3a M3HYPUTETbHBIX aHEMU3UPYIOIIUX MEHOPparuii MHOT/Ia IPUXOIUTCS

npuoOeraTh K HKCTUPIIALUU MaTKu!

Ele k koarynonarusm OTHOCSITCS TIEPEA03UPOBKY aHTUKOATYJISIHTOB (PU HA3HAYECHU U

renapuHa, TUKymMapuHa, CHHKyMapa, MeJieHTaHa u T.11.)
Cnenyromas rpynna remopparndeckux nuare3oB — TPOMBOLUTOIIEHNUNA:

Nnuonatuyeckasi TpOMOOLMTONIEHUYECKasi mypnypa (0oJ1e3Hb Bepibroga)
BCTpeYaeTcs yaile y >keHH. OHa CBsi3aHa C YMEHbIIIEHUEM YHUCiIa TPOMOO LIUTOB B

nepudepudeckoi KpoBu. BeaeacTBre 3Toro BO3HUKAET TeMOpparniecKuii CHHAPOM.

OTtnosioruss Heu3BecTHA. CUMTAETCS, 4YTO NPUUUHON 00JIE3HU MOTYT ObITh

HapyIICHHBIC HMMYHHBIC PCAKIIUU.

ITaTorenes 3akioyaeTcs B TOM, 4TO IIPpU 3TOM 3a00JIeBaHUH IMPOUCXOANUT YCHUIICHUC

PaspymIicHUA TUPKYJIMPYIOIIUX KPOBAHLIX TNIACTUHOK aHTUTCIIAMU 1 YMCHBIIICHUC



TpOMOOTIMTOOOpa30BaHMs B KOCTHOM Mo3re. TpoMOOIIUTEI BMECTO 2—4 CYTOK MPeOhIBAIOT
B niepudepmaeckoit kposu 1-3 4. [lomararot, 410 MeCTOM BBIPAOOTKU

aHTI/ITpOM6OI_[I/ITaprIX AHTUTCI ABIIICTCA CCIIC3CHKA.

Kmanmaeckas kaptuna. [Ipn pauonatnaeckoi TpoMOOIIMTOTICHUYSCKOM My pIType
XapaKTEPHbI KOKHBIE KPOBOVBIIUSHUS, Yallle HA HUKHUX KOHEYHOCTSIX U Ha MepeaHen
MOBEPXHOCTH TYJIOBUIIA — CUMIITOM «IIKypa Jieonapaa». KpoBou3nusHuS BOZHUKAIOT U B
MECTaX UHbEKIUN. [ PO3HBIM CUMIITOMOM, YKa3bIBAIOIIMM Ha BO3MOKHOCTb
KPOBOMBJIMSIHUS B MO3T, SIBJISIFOTCSI KPOBOU3BJIMSIHUS HA JIUIIE, B CIM3UCTOM 000JI0UKE TJIa3.
Kpome Toro, xapakrtepHbl KpOBOTEUEHUS: HOCOBBIE, JECHEBbIEC, KETYI0YHO -KUIIICUHbIE,
MOYEeYHbIe, KPOBOXapKaHbe. MeHCTpyalnu ObIBatOT 0OUIIbHBIMH, JJIUTEIHHBI M.

[TonokuTeNbHBI CHMIOTOMBI KI'yTa U IIIUIIKA.
JInarHoCTH4eCKUe KpUTECPUM:

1. TpmbOoumTonenus (71a00paTOPHBIN CUMIITOM )

2. TlerexnanbHO-IATHUCTHIN THUI KPOBOTOUHUBOCTH «IIIKYpa JIComapaa

B a1y ke rpymiy 3a007eBaHui BXOIAT CUMOTOMATHYECKUE TPOMOOIIUTONIEHUN
(TPOMOOLIUTOTIEHNYECKUI CUHIIPOM TPH 3a00JIEBaHUSX CUCTEMBI KPOBU M KOCTHOTO MO3Ta
— JIEMKO3bI, aIUITACTUYECKUE aHEMUU, HEO — MPOLIECCHI KOCTHOTO MO3I'a; PE3YJIbTAThI
TOKCHYECKUX BO3/IEUCTBUIN — XMMHUKATBI, I1€PEI03UPOBKH JIEKAPCTBEHHBIX MTPENapaToB —
NB!; Tsxenbie nHbeKun — MEHUHTUT, nudrepus, TBC; cruienomeramueckuii CHHAPOM)

U TPOMOOLIMTONIATUY — PEJKKE, YAIlle HACJIeICTBEHHbIE 3a00JIEBaHMS.
Iocnennss rpynna I'J] — BA3SOIIATHH, T1.e. nopaxeHue cocyaoB:

I'emopparuueckuii BackyauT (0osne3nsb llenneitna—I'enoxa) ['emopparuueckuii

BaCKYJIMT — OJHO W3 CaMbIX PACTPOCTPAHEHHBIX TEMOPParuuecKux 3a00JIeBaHUI.

Otuosnorus. [lpuunHa 0oJie3HM JEKUT B HeCTIEU(PUUECKOM MOPAKEHUU
MHUKPOCOCYJI0B, UTO MPUBOJIUT K Pa3BUTHUIO TPOMOO30B U KpoBoTeueHuil. [lopaxkenue

MHUKPOCOCYIAOB MOTYT CITPOBOLIMPOBATH AJUICPTUS, XOJIOA, ITAPA3UTHI.



Knuanieckas kaptuHa. Paznuyaror 4 pa3HOBUIHOCTH T'€MOPPArnieCKOT0 BaCKYJIHUTA:
MOJIHUEHOCHYIO (popMy, 3aKaHIMBAIOIIYIOCS HHOT' 1A THOEIBbI0 OOJIbHBIX B TEUCHHE
HECKOJIbKHUX YaCOB WJIM NEPBBIX 2—3 JHEW OT Hayasia 3a00JIeBaHUs; OCTPbIE (POPMBI,
JUISIIIIMECS. HECKOJIbKO HENEIb MM MECSLIEB; 3aTSKHBIE (DOPMBIL, TTPOI0JDKAIOIIMECS MHOTO
MECSIIEB U JIET; PELUIUBHUPYIOIIUE (POPMBI C JUTUTEINbHBIMUA pEMUCCUAMU. boJe3Hb
Ha4YMHAETCs ¢ Tuxopajaku. Baauane remneparypa gocturaer 38—39 °C, 3ateM CTaHOBUTCS
cyoheObpmpHON. B KIMHWYecKo# KapTHHE HanboJIee 4acTO BCTPEUAIOTCS TTOBPEKICHUS
KOKH Ha KOHEYHOCTAX, ArOJULIAX, pexke Ha TynoBuIle. CUMMETPUYHO MOSBISIETCS
nanyJjae3H0-reMopparuieckas Chlllb, THOTJA C 3JIEMEHTaMU KpanuBHULBI. ChIIb
BOCIHAJIMTENILHOTO XapaKkTepa, NPy HaJaBIMBAHUM HE UCUYE3aeT. B TSKeNbIX Clyyasx B
LEHTPE €€ MOSBIISIETCSI HEKPO3, 3aTeM Kopouku. Ha MecTe chinu JIMTENbHO OCTaeTCs
nurMeHranus. B KpynHbIX cycTaBax nosiBIsitoTcst 00y. OHU BO3HUKAIOT BMECTE C
KOYXHBIMU BBICHIITIAHUSIMU WJIM Y€PE3 HECKOJIBKO YacoB WJIM JHEH nocie Hux. bomm uepes
HECKOJIbKO JTHEH MCUYe3at0T, HO MOT'YT BO30OHOBIISTHCS MPU MOSIBICHUH HOBBIX AJIEMEHTOB
Ha koxke. B 50—70 % ciydaes, uare y AeTei, MOsSBISIIOTCS CUIbHBIE 00JI B )KUBOTE,
MOCTOSIHHBIE UJTM CXBATKOOOPa3HbIE, 00YCIIOBICHHBIE KPOBOU3IUSIHUEM B CTEHKY
KUIIEYHUKA U OpbIKeiKu. BO3MOKHBI KpOBaBbI€ PBOTHI, CBEXAasl WJIM M3MEHEHHAs! KPOBb B

KaJic.
I[I/IaFHO CTHUYCCKUC KPUTCPUU:

1. BackynuTHBIN THIT KPOBOTOYMBOCTH

2. CoueraHue NpU3HAKOB Ba30OINaTHH, BOCTIAJICHUS U aJUIepruu (JIMXOpaJIKa,
KpanuBHULIA, JIEHKOLMTO3, yckopeHHast POD u T.11.)
[lopaxkeHnus cyctaBoB (apTpanruu, apTpUThI)

4. AOGIOMUHAIILHBIN CUHAPOM
HacnencTBennasi Teieanrudkrasus (0ose3unb Ociiepa-Panaio)

D10 AyTOCOMHO-JOMHWHAHTHO HACJICAYCMOC 3a00JICBaHHC (60J1€3HB BCTPCHACTCH B
KaXXKa10M ITIOKOJICHUH pOI[OCJ'IOBHOfI, YTO Ha3bIBAIOT nepe):[aqeﬁ 110 BCPTHUKAJIH,

COOTHOIIIEHHE OOJBHBIX U 3I0POBBIX pHOMIKaeTcs K 1:1; y 340pOBBIX AeTeH,



POAUBIINXCS OT 0OJIBHBIX pO,HI/ITeJIeﬁ, BCC ICTHU 310POBbI, COOTHOIICHHC OOJILHBIX

MaJIbUMKOB U JIEBOYEK PABHOE).

3aboJieBaHKE CBA3aHO C HEOCTATOYHBIM PAa3BUTHEM CYOSHIOTENMAIBHOTO KapKaca
MEJIKHX COCY/IOB, MAJIBIM COJIEPKAHUEM B HEM KOJUIareHa, 00pa3oBaHUEM JIETKO
KPOBOTOYAIIIMX JUJIATAI[UN MaJIbIX COCYAOB (Yallle BCETO Ha CIM3UCTBIX 000JI0YKaxX HOCA,
POTOBOM MOJIOCTH, HA TEPEXOTHOM 30HE T'y0, KoXke). KpoBoTeueHus, moqgac 04eHb 9acThIe
¥ OOWIIbHBIE, BO3HUKAIOT B J€TCKOM WJIM TIOAPOCTKOBOM BO3PAacTe, pPe3KO YCUIIMBAIOTCS B
NepUO/I TOJOBOTO co3peBanus, a B 30-40 neT MOTYT CTaHOBUTHCS MEHEE 3HAYUTENbHBIMH.
B opranax (4aiue B JIErkux) BO3MOKHBI aHTHOMBI C apTEPUOBEHO3HBIMU IIIyHTaMHU,
BTOPUYHBIM SPUTPOLIMTO30M (TOJUTIIOOYIHEN ), IIMaHOTUYECKOM TUIepeMHel I'y0 U KOXKH.
YacTel u Ipyrue Me3eHXuMalbHbIe JUCTIA3UU — PACTSKUMOCTh KOXKH (PE3MHOBAs KOXKa),
c1a00CTh CBSI30YHOTO amnmapara (THnepMoOMIbHOCTh CYCTaBOB, IPUBBIUHbBIC BHIBUXH),
POJIAOMPOBaHKUE CTBOPOK KJIAMIaHOB CepAIa. Y OTAENbHBIX OOJbHBIX BBIIBIISIECTCS
COYCTAHME TEICaHTUIKTA3UH ¢ 00sIe3HbI0 BrmieOpanaa. 3a0o1eBaHe MOKET

OCJIOJKHUTBCA TUPPO30M IICHCHH.
I[I/Iar HOCTHUICCKUC KPUTCPHUU:

1. TlpeumyIiecTBEHHO HOCOBbIE KDOBOTEUEHUS C JETCTBA
2. CoOCTBEHHO TEJICAHTMIKTA3UH Ha KOXKE U CIMBUCTHIX
3. HacnenctBeHHblii xapakTep 3a00JeBaHUs

4. HopwmanbHble 1abopaTopHbIE MOKa3aTean KPOBU

CHHIPOM TUCCHMUHHPOBAHHOTO BHYTPHUCOCYINCTOr0 ¢ BepThiBanus kpoBu (ABC-
CHHIPOM) — 00WenamonocutecKutl npoyecc, XapaKmepusyrouwutics paccesHHbIM
BHYMPUCOCYOUCMBIM CBEPMbIBAHUEM U acpe2ayuell KIemoK Kpo8u,; akmueayuet, a npu
OCMPBIX U NOOOCMPBIX POPMAX UCMOUjeHUEeM KOMNOHEHMO08 C8epmbléarouyeli U
GdubpuHorUMUYEeCKOlU cucmem (8 mom Hucie Gu3UoNocUYecKUX aHMUKoA2YIaHmMos),
OI0KAO0OU MUKDOYUPKYIAYUU 8 OP2AHAX C UX Oucmpoghuell u OUCHYHKYUEL, BbIPAHCEHHOT

HAKJIIOHKHOCMb1O K mpOM603CZM U Kposomodueocniu.



HAyoamw 2 — yHueepcawHoe Hecneyughuueckoe HapyuleHue CUcmemvl 2eMocmasa,
Xapaxmepu3syroweecs paccessHiblM 6HYMPUCOCYOUCbIM CBEPMbIBAHUEM KPOBU U
0bpaszosanuem 8 Hell MHONCECmEa MUKpOC2yCmMKo8 (huoputa u azpe2amos Kiemokx Kpoeu
(mpomoboyumo8, Spumpoyumos), 0cedarowux 8 Kanuiiapax opeanHos U 6vi3vléarouue 8 HUX

2nyOOoKUe MUKPOYUPKYIAMOPHbIE U DYHKYUOHATbHO-OUCMPOUUecKUe U3MEHEHUs.

Omnpenenenue 10BOJILHO CI0KHOE, U, HA MO B3IJIs1J], HanboJiee MPOCThIM, MOHITHBIM
¥ MH(QOPMATUBHBIM SIBIISIETCS CTAPOE OTPEIeeHUE, OTpaKalolIee CYIHOCTh CHHAPOMA —
TpOMOOreMoOpparnyecKuii CHHAPoOM. B 3ToM onpeneneHnn OTpakeHsl 1Ba HA MEPBbII
B3TJIS11 B3aMMOUCKIIIOUArONUX (pakropa — TpoMO00Opa3oBaHue (T.€. CBEPThIBAHUE KPOBH)
¥ remopparus (T.e. KpPOBOTOYUBOCTh). Ho mMeHHO 3TH 1Ba (hmuznonorundeckux akropa,
JEHCTBYIOIIME OJHOBPEMEHHO WJIM CMEHSIOUME IPYT APYyra U OTpaXaroT CYIHOCTh

CUHJIpOMA.

[larorenes 60e3HM B OOJILIIMHCTBE CITy4aeB CBA3aH C MACCHBHBIM TIOCTYIUICHUEM B
KPOBb CTUMYJISITOPOB CBEPTHIBAHUS KPOBH (TKAHEBOTO TPOMOOIIIIACTHHA, YK30T €HHBIX
KOarysas) ¥ akTUBaTOPOB arperaiy TpOMOOIIMTOB, a TaK)Ke TMOBPEXKIeHNEM Ha OO0JIbIIIO
TUTOIIATA SHAOTEINS COCYI0B OaKTEpHATHLHBIMHU SHIOTOKCHHAMU, UMMYHHBIMHU
KOMIIJICKCaMH, KOMIIOHEHTaMH KOMIUIEMEHTA, TIPOAYKTaMH KJICTOYHOTO U OSITKOBOTO
pacmaza. [Ipu HHPEKITMOHHO -CENTHISCKUX MPOIeCCaX CTUMYIIITOPHI CBEPTHIBAHUS KPOBH
¥ (epMEHTHI, TIOBPEKTAOIINE CTEHKH MUKPOCOCYI0B, MHTCHCUBHO TIPOYIIUPYIOTCS
TaKXke psIoM OakTepuid, Makpodaramu (MOHOIIMTaMH) B HeUTpo pumamu. Cekpernpyemas
MOCJICTHAMU 3JIacTa3a UTPacT BAKHYIO poJib B (POPMHUPOBAHHUH JICTOYHOTO ““ THCTPECC -

cuHApoMa” (IIIOKOBOE JIETKOE).

Pazputne JIBC-cuaapoMa cXxeMaTHaHO MOYKET OBITh TIPEACTABIICHO CJICTYIOIICH
IIENBIO TATOJIOTHIECKUX HAPYIICHUH: aKTUBAIIMS CUCTEMBI TEMOCTa3a CO CMEHOM (a3
TUTIEP- ¥ TUITOKOATYJISILIUK — BHYTPUCOCYIMCTOE CBEPTHIBAHUE KPOBH, arperamus
TPOMOOITUTOB U 3PUTPOLIUTOB — MUKPOTPOMOUPOBAHHUE COCYIOB U OJI0Ka1a
MUKPOIUPKYJSIITUN B OpTaHaxX ¢ UX TUCHYHKIMEH U TUCTPO UL — HUCTOIICHNE

KOMIIOHEHTOB CBEPTHIBAIOLLEH CUCTEMBI KpOBU U (pHOpHUHOIIN3A, (PU3HOJIOT MY ECKUX



aHTUKOaryJasiHTOB (rpotenHoB C u S, anturpomOuHa IIl), cCHUKeHne coaepraHus

TPOMOOIIUTOB B KPOBH (TPOMOOITUTOIICHHUS TIOTPEOICHNS ).

Buauane mukpotpom6000pazoBaHue u 0J0Kaga MUKPOITUPKYISALUH
PacTIpOCTPAHSAIOTCS Yallle BCEr0 Ha BCIO CHCTEMY KPOBOOOpaIIeHHs ¢ TIpeolIaganueM
IpoIecca B OpraHax-MHUIICHAX, a CISAOM MPOUCXOIUT UCTOIICHUE CBEPTHIBAIOIICH
CUCTEMBI KPOBHU U HACTYIIAET MPOIIECC THITOKOATYIISIINH BIDIOTH JI0 TTOJTHON
HECBEPTHIBAEMOCTH KPOBH, UTO UPEBATO MPOQyY3HBIMU KpOBOTeUeHUsIMU. [Iporiecc Moxer
OBITh OCTPBIM (4aCTO MOJHHUEHOCHBIM ), TIOAOCTPBIM, XPOHUYECKUM U PEIUIUBUPYIOIIUM C

nepunogaMmu 06OCIp€HI/IH N CTUXAHU.

OcTtpeiii [IBC-cunmpom siBiIsieTcsl MOCTOSIHHBIM CITyTHUKOM OOJIBIITMHCTBA OCTPBIX
3a00JIeBaHUI ¥ TEPMHUHATBHBIX COCTOSTHUIN. OH COMyTCTBYET TSAKEIBIM WH(EKIIMOHHO -
CENTUYECKUM 3a00JIEBaHMSIM, B TOM YHCJIE ITPU a0OPTax, B poJax, y HOBOPOKAECHHBIX
(6omee 50% Bcex ciy4yaeB CBs3aHbI ¢ OakTeprueMueii), BCEM BUaM IIOKa (CUUTAETCSI, YTO
Het moka 6e3 JIBC), HeKpoTHYECKUM U AeCTPYKTUBHBIM IIPOLIECCAM B OpraHax
(ranrpeHsbl, HH(APKTHI, OCTPBIE AUCTPOPHH), TIKEIBIM TpaBMaM (Kpari-CUHAPOM,
NEepeoMbl KOCTEH) U TPAaBMaTUYHBIM XUPYPrUUE€CKUM BMEIIATEIbCTBaM, OCTPOMY
BHYTPUCOCYIUCTOMY T€MOJIU3Y (B TOM YHCJIE PU HECOBMECTUMBIX T€MOTpPaHC (Py3usix),
aKyIIepCcKo¥ maToJIoruH (MpeyieyKaHue U paHHSS OTCJIOMKA TIIAEHThI, YMOOJTUS
OKOJIOTUIOJHBIMHU BOJIaMH, OCOOEHHO MH(PUIIMPOBAHHBIMU, PYYHOE OTIEJICHUE TUTAIICHTHI,
TUIIOTOHUYECKHE KPOBOTEUEHUS], MACCAX MATKU NPU €€ AaTOHUH ), MACCUBHBIM
reMoTpaHc(y3usiM (0IMacHOCTh BO3pAcTAET IPU UCTIOJIL30BAHUU KPOBH, XPaAHSILEUCS
OoJiee 5 THEl), OCTPHIM OTPABICHUAM (KUCJIOTHI, IIEJIOYH, 3MEUHBIE SI7Ibl ), OCTPHIM
AJVIEPTUYECKUM PEAKLMIM, ayTOMMMYHHBIM MPOLIECCAM M MPAKTUYECKU BCEM

TCPMHUHAIIbHBIM COCTOSHUAM HC3ABHUCHUMO OT OTHOIIATOI'CHE3A.

[omoctperiit JIBC-cunmpoM, CMEHAIOMIUNCS B TEPMUHATIBHOM (a3e OCTPBIM,
Habo1aeTcs mpu O0Jiee JISTKOM TEUSHUN BCEX MEePEUHCIICHHBIX BBIIIE 3a00JICBaHH, a
TaKKe MPHU MO3THUX TOKCHUKO3aX 0€pEMEHHOCTH, BHYTPHYTPOOHOM rudeny mioaa,

HCﬁKOS&X, HMMYHOKOMIIJICKCHbIX 00JIE3HSX.



Takum o6pazom, ocTpsiil 1 iogocTpbiid [IBC-cuHIpoMbl — Tsikemnast katacTpoda
OpraHv3Ma, CTaBsIIasi ero Ha rPaHb MEXAY KHU3HbIO M CMepThI0. [Ipu aTOM cuHIpoMe
HaOJmoar0TCst (a30Bble M3MEHEHUS B CUCTEME IMeMOCTa3a, TPOMOO3bl, FeMOpparuy,
0JI0Ka7ja MUKPOLIMPKYJISILIMU B OpTaHax U riIyookre MeTaboJInYeCKHe N3MEHEHUS B HUX,

HHTOKCHUKaIUsL, IIPOrpeCCUPOBAHNC SIBJICHMH ITI0Ka.

Xponnueckoe (3arskHoe) JIBC yalne Bcero pa3sBUBaeTCst Kak XpOHUOCETICUC
(HammpuMmep — 3aTSKHOM CENTUYECKUM SHIOKApAUT), TSKEIIbIE XpPOHUYECKUE BUPYCHBIE
3a0oJieBaHus (BUpYCHbIN renatut, BUY-undekuus u T.11.), OMyXoJeBble NPOLECCHI (PaK

IV cTanus, mumbombl, JTEHKO3bI U JIp.)

Kmanmaeckas kapturaa JIBC — cunapoma xapakrepusyercs psaoM rilyOOKHX OpraHHBIX
HapyIIeHUH, 0003HaAYaEMbBIX KaK «CYOCUHIPOMBD), TaK KaK BCE OHU BTOpUYHBI. OIUH U3
OCHOBHBIX CYOCHHIPOMOB — 3TO «CHUHAPOM MOJMOPTAHHOM HEJOCTATOUHOCTIY (MMEETCS B
BHJly HEOCTATOYHOCTh MHOTMX OPraHOB — HAATIOYECHUKOB, MO3Ta, CEPALA U IPYTUX
OpPraHOB C COOTBETCTBYIOIIMMHU KIIMHUYECKUMU MPOSBICHUSAMU). DTOT CUHAPOM HYacTO
OIIMOOYHO CTABAT BMECTO OCHOBHOTO JMarto3a. TeM He MeHee, MPABWILHO CYUTATh 3TOT
CUHJIpOM oJHUM U3 niposiieHuit JIBC, 1.e. «cyocunmpomom». OTAENBHO ClieayeT
BBIJICIIUTH CYOCUHIPOM JIETOUHOH (JIbIXaTeIbHOM) HE0CTATOYHOCTH (BCIIOMUHAEM
kimHuky O/[H); cuaapoM ocTpoii MOYEeUHOM WM renaropeHaIbHOM HEIOCTaTYHOCTH
CHUHIPOM TIOPKECHUS KeIyIKa U KUILIEUHUKA (KOTOPHIN B CBOIO OUEPE/Ib HEPEIKO
BO3HMKAET MPHU OCTPOM HH(pAPKTE MUOKAP/IA, T.€. KAPJMOT€HHOM IIOKE, WU APYTUX
Bujax mwoka). [Ipu atom nopaxennsie IBC opranbl Ha3bIBaIOT «OpraHaMHu — MUILIEHSIMI,
WIN «IIOKOBBIMI OpraHaMM («IIOKOBOE JIETKOE», «III0KOBask MoYka» U T.11.) [lpu aTom
COCTOsIHME OBIBAET, KaK MPABUIIO, TSYKENOE, UM OYEHD TSHKEIIOE, ONPEIEISIIOLIEecs KaKk
TepMuHainbHOE. IMeHHO no3tomy JIBC — cuHIpOM cieyer CUUTaTh HE MPOCTO TIKEIBIM

OCJIO’)KHEHHEM JPYTuX 3a00JIeBaHUM, a 00pa3HO TOBOPS «OCIIOKHEHUEM OCJIOKHEHUI.

Teuenne nporecca CKIaabIBACTCS U3 MPU3HAKOB OCHOBHOTO ((hOHOBOTO) 3a00JIeBaHus,
00YCIIOBUBIIIETO Pa3BUTHE BHYTPHUCOCYIUCTOTO CBEPThIBAHUS KpoBU U camoro [IBC-

CHHIOpOMaA. HOC.TIGI[HI/Iﬁ B CBOCM PA3BUTHUH IIPOXOJHUT CJICAYIOINUC CTAAHUU: I-—



TUNepKoarysinuy 1 TpomMoooOpazoBanus; Il — nepexoaHas oT rurnep- K TUNOKOAryJsiium
C pa3HOHAIpaBJIEHHBIMU CIBUTAaMH MapameTpoB Koarynorpammsl; I — rioybokoit
TUNOKOATYJISIIUU (BIUIOTH JI0 TIOJTHOW HECBEPTHIBAEMOCTH KPOBH) U BHIPAKEHHOMN

TpomOouuronenuu; IV — odparroro pazsutus [IBC-cunnpoma.

B nacTtosee Bpems ctaauu JIBC-cuHapoMa TpakTyrOTC HECKOJIBKO MO-IPYromMy
(M3MEHEeHBI Ha3BaHUS CTAAHM, BTOpasi U TPEThs CTAAUH MIPAKTHIECKH OOBETNHEHBI B OJTHY

CTaaHuI0 — FHHOKO&FYJI?[HI/II/I), HO CYTb OT 3TOI'O HC MCHACTCHI.

OnHako npolecc He YKIaIbIBaeTCs B 3TY CXEMY U TeueT BoJIHOooOpa3Ho. [lpu
octpom JIBC-cunapome neppast ¢aza (TrUnepKoarysisiys) 4acTo MPOCMaTpUBALTCA U
ObIBa€T OYEHBb KPAaTKOBpEMEHHOM. I ee BBISIBJICHUS CeIyeT 00Opalars BHUMAaHUe Ha
OBICTPOC TPOMOMPOBAHKE MYHKTUPYEMBIX BEH M UTJI TP 3a00p€ KPOBU HA aHAJIN3HI,
YCKOPEHHOE CBEPThIBAHUE KPOBU B MPOOHUPKAxX (HECMOTPS HAa CMEIINBAaHUE €€ C
LUTPATOM), a TAKXKE TOSBJICHUE HEMOTUBUPOBAHHBIX TPOMOO30B U IPU3HAKOB OPTAHHOM
HEIOCTaTOYHOCTU: BOZHUKAIOT HApyIIEHUs] MUKPOLIMPKYJISLMU B JIETKUX (BHE3AITHO
pa3BHBaroIIeeCs 4acToe U HEIPPEKTUBHOE JIBIXaHHE, [IMAHO3, XPUIIbI, JTIETOYHBIN
JTUCTPECC-CUHAPOM), TOUKaX (MajgeHue 1uype3a, O€loK U 3pUTPOLUTHL B MOYE, aHypHsl),
MO3re (3aTOPMOKEHHOCTh, 3arPY>KEHHOCTh ), HAIMOYEUHUKAX (TOBTOPHBIE KOJLIAICHI),

nedeHu (00Jb B MPaBOM MOpeOephbe, TUIePOMTHPyOMHEMUS ).



['emopparnueckue guare3bl

['eMopparuieckue 1uare3bl — rpymnma 3a00JeBaHui Pa3IMYHOTO MPOUCXOKICHHS, HO
00BbEAMHEHHBIX PU3HAKOM KPOBOTOUMBOCTH. K reMopparnieckum nuare3am, B
YaCTHOCTH, OTHOCAT reMopparmdeckuii BacKyaut (6ose3up lennelina—I enoxa) u
UIMOTIATHYECKYI0 TPOMOOLIMTONIEHHYeCKyIo mypnypy (6one3np Bepibroda), remodunuto.

I'emopparnueckuii BackyauT (0osne3ns [llenneitna—I enoxa)
I'emopparuueckuii BACKYJIUT — OJHO U3 CaMbIX PACTIPOCTPAHEHHBIX TeMOPParudeCKux
3a00JIeBaHUI.

DTHOJIOTHS
[TprurHa 60JIe3HM JISKUT B HECTICITU(UIECKOM MTOPAKEHUH MUKPOCOCYAO0B, YTO MPUBOIUT
K Pa3BUTHIO TPOMOO30B M KPOBOTECUCHHUHA.

[MopaxeHrne MUKPOCOCYIOB MOTYT CIIPOBOIIMPOBATh AJUIEPTHS, XOJIOI, Tapa3nUTHI.

KinnHanueckas kapTuHa

Pazmuarot 4 pa3HOBUITHOCTH TeMOPParuieckoro BaCKyJIuTa: MOJHUEHOCHYIO (popmy,
3aKaHYMBAIOIIYIOCS] MHOT/IA THOEIBIO O0JIbHBIX B TEUEHHE HECKOJBKUX YaCOB MJIA MEPBBIX
2—3 nHeii oT Hauasa 3a00JIeBaHusL; OCTpbIe (JOPMBI, JJISIIUECS HECKOJILKO HEEIb WITH
MECSIIEB; 3aTsXKHBIE (POPMBI, MPOAOJLKAIOIINECS] MHOTO MECSIIIEB U JIET; PELUIUBUPYIOIIIE
(GbopMBI ¢ IUTENBHBIMUA peMUCCHSIMU. boJie3Hh HauMHAETCS ¢ TMXOpaaku. Buauane
temneparypa gocturaetr 38—39 °C, 3atreM cTaHOBUTCS cy0oheOpuibHO. B kimHnueckon
KapTHUHE HanOoJiee 4acTO BCTPEUAOTCS TIOBPEKIECHUS KOKM Ha KOHEUHOCTSX, SITOAULAX,
pexe Ha TynoBuile. CUMMETPUYHO NOSBISETCS NAITyJIE3HO -TeEMOpparuyeckas Chilb,
MHOT/A C JIeMEHTaMH KpanuBHUIIBI. ChINTb BOCTIAIUTENIHHOTO XapaKkTepa, Mpu



HA/aBJIMBAHUU HE UCUE3aeT. B TAKENbIX ClTydasX B LIEHTPE €€ MOSIBJIAETCA HEKPO3, 3aTeEM
KOpoukHu. Ha MecTe chInu JJIMTENbHO OCTAETCA MUrMEHTalus1. B KpyIHbIX cycTaBax
NOSBIISTIOTCST 0071, OHM BO3HUKAIOT BMECTE C KOKHBIMH BBICHITIAHUSIMH WJIH Yepe3
HECKOJIbKO 4acOB WJIM JIHEH TnocJie HUX. boyii uepe3 HECKOJIbKO JHEH MCUEe3at0T, HO MOT'YT
BO300OHOBJEITECS TIPH MOSIBJICHUU HOBBIX 3JIEMEHTOB Ha kKoxke. B 50—70 % cmyuaes, yarie y
JIeTEH, TIOSABJISIIOTCS CHIIbHBIC O0JIM B )KUBOTE, MIOCTOSSHHBIC WM CXBATKOOOpAa3HEIE,
00YCJIOBJICHHBIE KPOBOUBJIMSHUEM B CTCHKY KUIICUHUKA U OPbIKEUKH. BO3MOKHBI
KpOBaBbI€ PBOTHI, CBEXKAsl WJIM M3MEHEHHAs KPOBb B Kajie. CTyJl MOXKET ObITh YAaCThIM WU
3ameprkad. bomm mpoxoasaT caMoCcTosITENsHO Yepe3 2—3 nHs. Y TPeTH-TIOJIOBUHBI 00JIBHBIX
pa3BUBACTCS TIOPAKEHUE TIOYEK, 10 TUITY OCTPOTO HIIM XPOHUYECKOTO rioMepynoHedpura
C MOSIBJICHHEM B Moue KpoBH U Oenka. [lopaxeHnue nmouek BO3HUKAET HE cpazy, a uepe3 1—
4 "enenu nocJe Havasa 3aboJsieBanusi. B pssie ciyyaeB nopaxxeHue movek nporpeccupyer
Y 3aKaHYMBACTCS YPEMHUEM.

KapTtuna xpoBu

HenoctosiHHbIN 1 HEOOIBIIO M JIEHKOIUTO3. Y BEIMUEHA CKOPOCTh OCE/IAHUS SPUTPOIIUTOB.
B crIBOpOTKE KpOBH YBEIMYEHO KOJIMUECTBO (hHOpHHA, TI00yIMHOB. M3 -3a KpOBOTECUCHUS
pPa3BUBACTCS] aHEMHUS M YBEITMUMBACTCS KOJIMYECTBO PETUKYJIOIIUTOB.

Teuenue

[IpoaomkuTeTIbHOCTL 00JIC3HN 0OBIYHO HE 00Jiee 3—4 HEeIelb, XOTI N3BECTHBI PEIIAIUBEI B
TEUCHHE OJKalImX jeT. MOJHUEHOCHBIE (DOPMBI JAFOT BHICOKYIO JICTATLHOCTH B TICPBBIC
JTHU OOJIE3HMU.

Jlnarxnos
Bosne3np pacrno3HaeTcst o XxapakTepHOU KIMHUYecKor kapTune. JlabopaTopHas
JIMarHOCTHKa noarsep xkaact Hammuue J[BC-cuaapoma.

Jleuenue

OO0s3aTenbHa rocruTaIn3alys 00JIbHBIX, COOJIIOICHUE MOCTEIHHOIO PEKUMA B TCUCHUE
TpeX Heleab. B ocTpoM mepuoie mpoTHBOTIOKa3aHbl AHTHOUOTUKH, CYJTh(haHWIAMHUTHBIC
npenaparsl, pru3HoTepaneBTUIECKUe MPoreyphl. 3 reTsl HCKITIoYaroTCs Kakao, Kode,
IIUTPYCOBBIE, 3eMIITHUKA, (DPYKTOBBIC M SITOTHBIE COKH, KOMITOTBI

B kauecTBe neueOHOr0 CpecTBa BBOAAT MeMapuH BHYTPHUBEHHO, JTYYIlle B COUCTAaHHUH C
BHYTPUMBIIIICYHBIM BBEICHHEM. BBICTPO HACTyMaeT mojoXuTenbHbIN 3P dexT. HazHauaror
aCKOpOMHOBYIO KHCJIOTY M pyTHH. [Ipn pe3kux 001X B cycTaBaXx Ha3HAYaIOT aHAJILI'UH,
OopydeH, nHTOMETAITHH.

NnuonaTnyeckasi TpoMOOIUTONIEHUYECKasi mypnypa (0osie3Hb Bepiabroga)
Nnnonarudeckas TpoMOOIUTOTICHHYECKAs ITypITypa BCTpeyuaeTcs vaiie y keHimH. OHa
CBsI3aHA C YMEHBIIICHUEM YKCJIa TPOMOOIIUTOB B nepudepudeckoid kposu. Benenctaue
ATOTO BO3ZHUKAET T€MOpPparudecKuii CUHIPOM.



ITHOJIOTUSA
HewspecTHa. Canraercs, 4TO NPUYHHOM O0JIC3HN MOTYT OBITH HApYIIICHHBIC HMMYHHBIC
peaKInu.

[laTorenes

[Ipu 5TOM 3a00JI€BaHUH POUCXOUT YCUIICHUE PA3PYIICHUS [UPKYIUPYIOIIUX KPOBIHBIX
IUIACTUHOK aHTUTEIAMU U YMEHbIIIEHUE TPOMOOIIMTOOOPa3OBaHUs B KOCTHOM MO3TE.
TpomOo1MTEI BMECTO 2—4 CyTOK NpeObIBatOT B iepudepuueckoit kposu 1-3 4. Ionarator,
YTO MECTOM BbIPAOOTKH aHTUTPOMOOLIUTAPHBIX AHTUTEI SIBJISIETCS CEJIC3EHKA.

Kmununueckas kaptuHa

[Ipu naronarnyeckoi TPOMOOIIMTONIEHNYECKOM MTypIType XapaKTEPHbI KOKHbIE
KPOBOM3JIMSTHUS, Yallle HA HKHUX KOHEYHOCTAX U Ha MEePEAHEN TOBEPXHOCTH TYJIOBHILIA.
KpoBon3znusinus BOSHUKAIOT U B MECTAX UHBEKIHUU. [ PO3HBIM CUMIITOMOM, YKa3bIBAKOIIUM
Ha BO3MOKHOCTb KPOBOU3JIUSIHUS B MO3T, SIBJIIFOTCS KDOBOM3JIMSIHUS HA JIUIIC, B
cim3ucToi obosouke ria3z. Kpome Toro, xapakTepHbl KPOBOTEUEHHUS: HOCOBbIE, IGCHEBBIE,
YKEITyT0THO -KHIIIETHBIC, TIOYCUHBIC, KpOBOXapKaHbe. MeHCTpyanuu ObIBalOT 0OMIILHBIMH,
JIIUTENbHBIMHA. [10JI0KUTEIbHBI CUMITTOMBI JKTYTa U LIUIIKA.

KapTtriHa KpOBHM 1 KOCTHOTO MO3Tra

B nepudepudeckoit KpoOBU CHUXKEH YPOBEHb TPOMOOIIMTOB, MHOT 1A OHU TOJHOCTBHIO
ucue3aroT. TpoMOOLMTHI OBIBAIOT KPYITHBIX pa3MepoB, 6€3 oTpocTkoB. CoaepkaHue
SPUTPOLMTOB U reMoryioOnHa B HopMe. [Ipu kpoBoTeueHusix — anemusi. Cogeprxanue
JEUKOLIUTOB HOPMAIbHOE WM HECKOJIBKO YBEIMUYEHO. Y 4acTH OOJIbHBIX YBEIMUYEHO
9UCJI0 303MHO(MIOB. CBEPTHIBAEMOCTh KPOBH HOpMaJibHasl. B KOCTHOM MO3re yBenn4eHbl
KOJIMYECTBO U pa3Mepbl MerakapuouuToB. Bospactaer yucio Mosopx Gpopm
MErakapHuOLUTOB.

Jleuenue

Lenecoo6pazHo BBOIUTH SNCOH-aMUHOKAIPOHOBYIO KUCIOTY. D((HEKTUBHO JieUueHUE
IPEIHU30JI0HOM, KOTOPOE NPOI0JIKAETCS 10 NoydeHus nojaHoro 3¢dekra. [locne yero
7103y TOCTENEHHO ¥ MEJICHHO CHIKAKOT. [Ipu otcyrcTBUM 3(p(hekta ropMOHOB BOZHUKAIOT
NOKa3aHMs K yAaJeHUIo cene3eHku. Eciu creHskromMus HeapeKTUBHA, TO Ha3HAYaIOT
UMMYHO/IETIPECCaHThI: UMYpaH, IuKiIodocdan. IMMyHoaenpecc MBHAs Tepanus
MPOBOJIUTCSI JIUIIIB 10 KU3HEHHBIM MOKa3aHUAM. MECTHO AJis1 OCTAHOBKH HOCOBBIX
KPOBOTEUEHHUH HCTIONB3YIOT FEeMOCTATUYECKYIO TYOKY, MECTHYIO KPHOTEPAITHIO.
Hckmouaercst BBeZieHHE JIEKapCTB U BEIIECTB, HAPYIIAIOIINX arperauio TPOMOOIUTOB:
aneTWICATUITII, OyTaauoH, 6apOUTyparhl, KOPEHH, YKCYC, aIKOrOJIb.

I'emopunust
I'emoduius — 3TO remMopparudeckuii Auare3, 00ycI0BIEHHBIM HETOCTATKOM (PaKTOPOB
cBepTtbiBanus kpoBu (paxktopos VIII u I[X).

DTHOJIOTUSA
3aboJieBaHre HOCUT HACJICICTBEHHBIM XapaKTep, MepeaaeTcs OT MaTepH C X -XpOMOCOMOTA.



IlaTtorenes
OTCcyTCTBUE WM HETOCTATOK (PAKTOPOB CBEPTHIBAHMS KPOBHU MPUBOIUT K HAPYIICHUIO
ATOTO MPOIIECCa, B pE3YJIbTaTe YEro KPOBOTECUEHUSI MOTYT MPUBOAUTH OOJIBHOTO K THOEIIH.

Kmununueckas kaptuHa

KapaunanbHbIM Mpu3HAKOM 0OJIE3HU SIBIBIETCSI HAPYIIICHUE CBEPTHIBAEMOCTH KPOBH.
[Ipeo6nanaroT KPOBOUBIIUSIHUS B KPYITHBIE CYCTaBbl KOHEUHOCTEH, TITyOOKO MOJ| KOXKY, B
MBIIIIEI. BO3MOKHBI KPOBOVMBIIMSHUAS B OpraHbl OPIOIIHOM MOJIOCTH, BHYTpHUYEPEITHBIC.
[Ipu TpaBMax BO3HUKAIOT OOWIIBHBIC U JIJIUTEIbHBIE KpoBoTeUeHHS. ['eModmms
00HapY>KUBACTCS PaHO. YKe IIPU POXKICHUN ObIBAIOT MOJKOKHBIE M BHYTPUKOKHBIC
KPOBOUBJIMSHUS, KPOBOUBJIUSIHUS B MO3T', KPOBOTEUEHHUSI U3 MyTIOYHOTO KaHaTuka. B
TIEPBBIC TOABI )KU3HU BO3MOKHBI OOMIIbHBIE KPOBOTEUEHHS U30 PTa MPHU €ro
TPaBMHPOBAHUH UTPYIITKaMU, KPOBOTEUCHHS M3 HOCA TIPH TAJ€HUH, B 00JacTH siroauil. B
MOJJPOCTKOBOM BO3PAacTe BO3ZHUKAIOT HEOTHO-KPATHBIE KPOBOUZJIMSIHUS B OJTHU U TE KE
CYCTaBbl KOHEUHOCTEM.

CycTas, Kyaa Npou301UI0 KPOBOU3IUSIHUE, CTAHOBUTCS PE3KO 00JIE3HEHHBIM, YaCTO
YBEJIWYEH B pazMepax. Koka Hax HUM KpacHEET, Ha OULyIlb CTaHOBUTCA ropsiuei. [lpu
KPOBOM3JIMSIHUM B TKAHU PA3BUBAIOTCSA I'€MAaTOMBbI, KOTOPBIE CIABIMBAKOT OKPYKAKOIIME
OpraHbl ¥ COCY/Ibl, YTO MPUBOJAUT K OMEPTBEHHUIO. ['eMaTOMBbI B CyCTaBax MPUBOJAT K UX
paspyuenuro. [Ipu cnaBneHnn reMaroMaMy HEPBOB PAa3BUBAKOTCS NApAINYH,
TYTrONOJBUKHOCTb CYCTaBOB, atpo(us Mbliil. [Ipy kpoBOM3NIHUSIHUM B 00JIaCTH 11IEHU, 3€Ba
Y TJIOTKU BO3MOYKHO yayieHue. [louednpie KpoBOTEUEHNs PUBOIAT K HAp YLIEHUIO
BBIBEJICHUS MOYH, TTIOUYEYHBIM KOJIMKaM M3-3a 00pa3oBaHMs CTYCTKOB KPOBH B
MOYEBbIBOAAIIMX MyTAX. C rogamu npucoennnsiercss MHPEeKIUs TKaHu noyek. BozMorxkHa
CMEPTb OT YPEMUHU.

KpoBoTeuenus u3 Keny104HO-KUIIEYHOT 0 TPAKTa MOT'YT ObITh CIIPOBOILIUPOBAHBI
IPUEMOM AlETUIICAUTMIMIOBOM KUCIOTHI. [Ipu TpaBMax rosioBbl ¥ CIIMHBI BO3HUKAIOT
KPOBOM3JIUSHMSI B TOJIOBHOM M CIIMHHOM MO3T. KpoBoTeueHus: U3 paH npu TpaBMax 4acTo
BO3HUKAIOT HE cpa3zy, auepes 1-54.

KapTtuna kpoBu
KommyectBo TpoMOOLIMTOB HOpMabHO. [Ipy 3HAYUTENBHBIX KPOBOTEUEHUSIX KApTUHA
KpPOBH TaKas ke, KaK IPU OCTPOU MOCTreEMOPPAarndeCKO aHEMHUH.

Teuenne
[Ipu nevyeHnn 1 3aMECTUTENILHOUN Tepanuu — XpOHUYECKoe. CMEpPTENbHBIN UCXO MOKET
HACTYNUTh OT HE3HAYUTEIbHOU TPAaBMBI B pe3yJbTare Npo(y3HOro KpOBOTECUECHHUSI.

Jleuenue

B kauecTBe 1€4u€OHOr0 CpeACTBA UCTIOJIb3YIOT BHYTPMBEHHOE MPSIMOE MEPETMBAHUE KPOBU
OT JJOHOpa K OOJILHOMY HJIM BBEICHHUE CIIEIATIbHO MPUTOTOBICHHBIX (51 COXpaHEHUS
(baxTOpOB CBEPTHIBAHUS ) AHTUTEMO(UITHHOM TUTa3Mbl, KPUOTIPEIIMITUTATA, KOHIIEHTpaTa



daxTopa VIII. Ilpu kpoBOU3IMSIHUN B CYCTaBbl KOHEUHOCTEW HEOOXOUM TIOKOH U
dukcanys mopakeHHOW KOHEUHOCTH B (PU3UOJIOTUIECKOM TOJIOKEHUU, COTPEBAOIINE
koMmripecchl. HeoOxonnmo oTcackiBaHue M3NUBIIEHCS B cycTaB KpoBu. [locie aToro
BBOJISIT B CYCTaB T'WIPOKOPTU30H. JIF0ObIe BHYTPUMBIIIICUHbIE HHBEKIIUU MPENapaToB
MIPOTUBOTIOKA3aHbI, TAK KAK OHU MOT'YT CTaTh NPUYMUHOW pa3BUTHA remaTtom. [Ipu
KPOBOTEUEHUSAX B TKAHU M 00pa30BaHUN I'eMaTOM MPHUMEHSIOT aHTUTeMO (PHITHIECKYIO
Tepanuto. OTcackIBaHUS KPOBH M3 TeMaToM cieayeT uzoerars. [Ipu kpoBoTEUEHUH U3
MOBPEXICHHOUW KOKH, HOCOBBIX, POTOBBIX MOJOCTEH MECTHO MPUMEHSIOT
KPHOTIPEIUITUTAT, YIaCTOK OTPadaThIBAIOT TPOMOOTUIACTHHOM, TPOMOHWHOM, pacTBOpOM E-
AMUHOKAIPOHOBOM KUCIIOTHI. AHTUTEMO (DUITHMUECKHUE TIPenapaThl YCIEITHO COUYETAIOTCS C
IPEAHU30JIOHOM.

7.5. TEMOPPAI'MYECKHWE TUATE3bI

Beinensiercs takxe psia GopM TpOMOOIMTONIATUN U KOAryJIOTIATUH, COUETAIOIINXCS C
ME3EHXUMATLHBIMH JTIUCTUIA3WSIMU — U3MEHEHUSIMH CKEJIeTa, CIIA00CThIO CBI309HOTO
ammapara (TunepMoOUILHOCTh CYCTaBOB, BEIBUXH), TOBBIIIEHHON PAaCTS)KUMOCTHIO KOXKH,
npoJiadupoBaHUEM CTBOPOK KJIAMAaHOB CEpAlla, BRIBUXaMU XPYCTAINKA, HAPYIICHUIMU
o0Opa3oBaHus KoJUIareHa (CUHIPOMBI OTCYTCTBUS JIy4eBoil KocTH, Diepca-/lanio,
Mapdana u ap.). 3t GOpMBbI BBIIETSAIOTCS B 0CO0YIO TPYIITY “TeMOpparuiaecKux
ME3EHXUMAIIbHBIX JTUCTUIA3UI .

[TpnoOperennbie TeMopparmdeckue 3adboneBanus. Cpenu HUX HanOoJIee YacThl
TPOMOOILIMTONIEHUHU ¥ TPOMOOIIMTONIATUH, CUHIIPOM JTUCCEMUHUPOBAHHOTO
BHYTPUCOCYAUCTOTO CBepThIBaHUA KpoBH ([IBC), uMMyHHbBIE 1 UMMYHOKOMILJIEKCHBIE
MUKPOTPOMOOBACKYJIUTHI C FEMOpparvdeCKUMH MPOSIBJICHUSIMU (TeMOpparuyecKuit
BackyuT Illenneitna-I"enoxa), TpoMOOTHYECKasT TPOMOOITUTOTICHUYECKas IMypIrypa
(reMOJIUTUKO-yPEMUYECKUI CUHJIPOM ); TOKCUKOMH(EKITUMOHHBIE TeMOpparuu
(remopparmdeckue JMXOpaaKu, ChIMHOM T}, OaKTepHabHbIN SHA0KAPUT); BTOPUUHBIE
HapYILIEHUs FeMOocTa3a Npu 3a00JIeBaHUAX TIEYEHH U 00TYPALMOHHOM KeNTyXe, CBsI3aHHbIE
C HapyIllIEHUEM CHHTE3a B renaronurax (JakTopoB CBEPTHIBAHUS KPOBH, a TAKIKE CXOIHAS
[0 MaTOreHe3y KPOBOTOYHUBOCTh MPHU NEPENO3UPOBKE AHTUKOATYISTHTOB HENPSIMOTO
neiictBus. [lpu MHOrMX 3a0071€BaHUAX HAPYIIEHUS! FEMOCTa3a UMEIOT CMEUIAHHbIN
XapakTep U pe3KO YCWIIMBAIOTCS B CBA3U C BTOpUUHBIM pazButueM [IBC-cunapoma. Taxk,
IpH aria3usax KOCTHOTO MO3Ta, JTy4eBOor O0JIE3HY, JISHK03aX Ha TPOMOOILIUTONIEHUIO U
TPOMOOILIMTOMATHIO JIETKO HACIanBarOTCs (OCOOEHHO NMPU MHPEKIIMOHHO -CENTUIECKUX
OCJIO’KHEHHUAX) HapyIIeHUs], 00ycaoBiIeHHbIe cuaapomoM [IBC.

Oco0yto rpyniy COCTaBISAIOT pa3IMdHbIe (POPMBI KPOBOTOUHMBOCTH, CBS3aHHBIC C
JENCTBUEM JIEKAPCTBEHHBIX CPEJCTB, BIUSAIOMIMX MO0 HA (PYHKILIHIO TPOMOOIIUTOB
(acnUpuUH, TUKJIIONUAMH), TMOO HA CBEPTHIBAEMOCTh KPOBU U (PMOPUHOIN3 (KyMapHUHBbI,
dbeHmTMH, TenapuH, CTPENTOKUHA3a U APYTUE TPOMOOIUTHKH).



B ocoOyto rpynmy BbIAEISIOT HEBPOTHIECKYIO U UMUTAIIMOHHYIO KPOBOTOYUBOCTb.
[locnennsis oOycnoBiieHa TeM, YTO OOJIbHBIE W3-3a PACCTPONUCTBA ICUXUKU BOCTIPOM3BOIAT
y ce0st KPOBOTOUHMBOCTh JIMOO MyTEM MEXaHUUECKOW TPaBMATU3allMU TKAaHEH
(HaIMITbIBAHUE CUHSKOB, TPABMUPOBAHUE OCTPHIMU IPEAMETAMHU CIMBUCTBIX 000JIOUEK),
1100 TalHBIM IPUEMOM JIEKAPCTBEHHBIX MpEnapaToB reMOpparunyecKoro AeUcTBys (Jarie
BCETO aHTUKOATYJISTHTBI HEMIPSMOTO JIeUCTBYS ). BO3MOKHBI TakyKe TeMOpparuu,
00YCIIOBJIEHHBIE CATU3MOM, B3aUMHBIM WJIM CAMOUCTSI3aHUEM Ha 3POTHUECKON MOYBE.

KOAI'YJIOITATHN. 13 HacaencTBEHHBIX KOAryJOTaT i 10 1aBIISIOIIee OOJIbITNHCTBO
COCTaBJISIIOT TpH 00JIe3HH: TeMOUIns A BCIEACTBUE ASPHUITUTA B KPOBU KOATYIISIITUOHHOM
yactu (axrtopa VIII (VIII:C); 6ose3us BuineOpanaa, 00ycioBieHHas 1ePUITUTOM U
aHOMaJIMel ayTocoMHO Haciienyemoil yactu (pakropa VIII — pakropa BunneOpanaa
(VIII:®B); nedurut dakropa IX (remodumus B), kotopas Bctpeuaercs B 10-13 pa3 pexe,
yeM remoumus A. Jlumb 1o 0,3-0,5% npuxoauTes Ha Bce OCTaIbHBIE HACJICACTBEHHBIC
HapyIIEHUs] CBEPTHIBAEMOCTH KpOBH, 00yciioBieHHbIe fedunuToM ¢axtopa VIL X, V, XI
u XII. Emie 6onee penku (equHuaHbIE HAOMI0AEHMS ) (DOPMBI, CBI3aHHBIE C
HacjencTBeHHbIM aeduiutoM ¢paktopo XII (nedext Xaremana), 11
(runonpoTpoMOuHEeMust) U pudbpuHoreHa. [IpomMexyTouHOE MECTO 10 YacTOTE 3aHUMAIOT
aHoMayu pudpuHOTeHa (IUCPUOPUHOTEHEMHS ), MHOTHE U3 KOTOPBIX O€CCUMITTOMHBI
WM TPOTEKAIOT C MUHUMAJILHON KPOBOTOUHMBOCTHIO, @ B PAE CIYyIacB XapaKTEPHU3YIOTCS
HaKJIOHHOCTBIO K TpomMO03aM (cm. TpomOo prmin).

Cpenu npuoOpeTeHHbIX Koarynonaruu npeodnanatot JIBC-cuHIpoM; KpOBOTOYHUBOCTS,
CBs3aHHas ¢ AepuuuToM BUTaMuH K-3aBUCUMBIX (haKTOPOB CBEPTHIBAHUS KPOBH, —
reMopparudeckasi 00Jie3Hb HOBOPOKIEHHBIX, 00TYpallMOHHAs JKENTYyXa, EPE03UPOBKA
AHTUKOAryJITHTOB — aHTaroHUcToB BuTamMuHa K (kymapunbl, PeHUIMH), CUHAPOM
ManbabcopOLmu; GopMbI, CBI3aHHBIE C ICUCTBUEM I'elapuHa U IPYTHX aHTUKOAryJITHTOB
160 aKTUBATOPOB (PUOPHHOIN3A (CTPENTOKMHA3A, CTPENTO/IeKa3a, YPOKUHA3a) U
npenaparoB aepuOpuHUpyrOIIero aAekcTBus (apBuH, 1edrdpa3a, aHIUCTPOH). bosee
PEIKH, HO TI0J9ac BeChMa TSXKeJbl KPOBOTEUCHHUsI, 00YCIIOBICHHBIC TIOSIBIICHHEM B KDOBU
UMMYHHBIX HHTUOUTOPOB (DAaKTOPOB CBEPTHIBAHUS, CPEIN KOTOPBIX MPE0OIIaIatoT
aaTuTena kK paktopam VI u V.

I'emodumuu. PenieccuBHO-HaceayeMble, CLIETUIEHHBIE ¢ TIOJIOM (X-XpOMOCOMOH)
3a001eBaHus; OOJICIOT JIMIIA MYCKOTO TI0J1a, KEHIIMHBI SBJISIOTCS MepeaaTInuiaMu
0one3Hu (Y HEKOTOPBIX U3 HUX UMEETCsI Jierkas KpOBOTOUMBOCTH). [losiBieHMEe HOBBIX
CJTy4aeB CBA3aHO C MYTallUSIMU.

KpoBoTounBoCTS 00YCIIOBICHA HAPYILICHUEM BHYTPEHHEIO MEXaHU3MAa HAa4aJIbHOT'O JTara
CBepThIBaHUA KPOBU U3-3a Aedummra pakropa VIII (remodumus A) umm [X (remo s
B), BciieACTBHE YeTO pEe3KO YIJIMHSIETCS BpeMs CBEPTHIBAHUS IEITbHON KPOBH (B TOM YHCIIE
napamerp R TpoMOo31acTorpaMmmel), aKTHBUPOBAHHOE MapIMaibHOE TPOMOOTIIIACTUHOBOE
Bpems (AIITB). [IporpoMOMHOBOE BpeMsi (MHAEKC ), OTPAXKAIOIIEE COCTOSIHUE BHEIIHETO
MeXaHHU3Ma CBEPThIBAHUS, 1 TPOMOMHOBOE BpeMsI CBEPThIBAHUS (KOHEUHBIH ATar
poIiecca) OCTaroTCs B HopMe. Uncno u GyHKIMS TpOMOOIIMTOB, BpEeMs KaIISIPHOTO



KPOBOTEUEHUS U MPOOBI Ha IOMKOCTh MUKPOCOCY/IOB (MaH)KETOUHAsI U APYTUe MpoObl)
ocTaroTcsi B HopMme. Bua remodummu A v B onpenensercs kKoppeKIMOHHBIMU MPOOaMHU.
[Tpu remopunmn A (nedunur dakropa VIII) HapyiieHre cBepTHIBAEMOCTH UCTIPABIISIETCS
HOPMaJIbHOM MJIa3MOMH, MPEBAPUTEILHO aJICOPOUPOBAHHOMN CyJib(haTom Oapus mim
TUAPOOKHUCHIO ATFOMUHHUS, yAITIONMX daktop IX, HO HE ucTpaBisieTcss HOpMaTbHOU
CBIBOPOTKOM CYTOYHOM JIaBHOCTH, B KOTOpO# ecTh (pakTop IX, HO oTcyTCTBYET (hakTOp
VIIL. TIpu remopmmmu B (neduuut dakropa [X) koppeKIMOHHbIE TECTHI AAIOT MPSIMO
IPOTHUBOIIOJIOKHBIE PE3YIIBTAThl — AEPEKT CBEPTHIBAHUS YCTPAHAETCSI HOPMAJIbHOU
CBIBOPOTKOM, HO HE aacopOnpoBaHHO# T1a3Moil. KommdecTBEeHHOE OTpe/ieTiCHIE
dakropoB VIII u [X ucnonb3yercs i1 ONEHKH THKECTH 3a00JICBAHUS M JJIs1 KOHTPOJIS 32
JIOCTAaTOYHOCTBIO 3aMECTUTENbHOM Tepanuu. [Ipu kpaiine Tspkenoit popme remopummu
ypoBeHb JeduuuTHOro (akropa osBaet Hke 1 %, npu mixenoit — 1-2%, npu cpenHei
TsKecTH — 3-5%, npu Jerko popme — 6ostee 5%. Ho mpu tpaBmax u omeparusx yrposa
Pa3BUTHS OMACHBIX JJIs1 )KM3HU KPOBOTEUCHUI COXPaHSETCs U MPH JIETKUX (hopmax
6one3nu. Jlumms nonaepxanue ypoBHs (axkropos VIII wmm [X B miazme Boiie 30-50%
00ecreunBaeT HaIeKHbI TeMOCTa3.

Kimanueckas kaptuHa. KpoBOTOYHMBOCTE FéMaTOMHOI'O THITA YaCcTO BIIEPBBIE BOSHUKACT B
BO3pacte 1-3 sietr, HO Tpu MaeHusIX, TIope3ax u APYTUx TpaBMax — paHblie. B gerctse
4acTbl FEMOPPAruu, CBSI3aHHbIE C TPABMHUPOBAHUEM POTOBOM MOJIOCTU UTPYIIKAMHU,
yaapamMu 00 OKpYXKarolye TBEpAble MPEIMETHI, TIAJICHUSIMU MTPH TIePEIBIDKEHHH,
NPHUKYCaMHU s3bIKA. 3aTeM PEIUIUBUPYIOT KPOBOVMBIUSHUS B MATKUE TKAHU U KPYITHBIC
CyCTaBbl, 0OJIbIIIE HIPKHUX KOHEYHOCTEH, C MOCIENYIOIIMM Pa3BUTHEM TSIKEIBIX
reMapTpO30B, CHHOBUTOB, OCTEOTIOP 030B, KOHTPAKTYP, (PMOPO3HBIX aHKUIIO30B, aTpohuu
MBI, AUC(YHKIINA KOHEYHOCTEH. JlaBleHre reMaToM NMPUBOIUT K KOHTPAKTypaM,
paspyIIeHUIO KOCTHOHM TKaHU (TICEBI0OIYXO0JIH ), BO3HUKHOBEHHUIO MATOJIOT MY EeCKUX
nepenoMoB. KpoBOM3IMSHNS MOTYT BBI3BIBATH CIIABJIICHHE HEPBHBIX CTBOJIOB, KPYITHBIX
KPOBEHOCHBIX COCY/IOB U MOJIBIX OPTaHOB, aC(PUKCHUIO BCIEICTBUE 3aKyITOPKHU FOPTAHHU,
CUMYJIMPOBATh KAPTHHY OCTPOTO KUBOTA. BO3MOKHBI pelMANBHUPYIOIINE HOCOBBIE,
MIOYEUHBIE U JKEITyI0YHO-KUIIIETHbIC KPOBOTCUEHHS, OOMIIbHAS KPOBOTIOTEPS ITOCIIS
HIOPE30B, TPaBM, OTIEpalUii (4acTo Mo3AHKE — Yepe3 2-3 4 noce onepanun). JmurensHo
KpPOBOTOYAT JIyHKHU OCJIE ylalieHus 3y00B. 3aKynopKa CryCTKaMU KPOBH MOYETOYHUKOB
BBI3BIBACT MOYCUHYIO KOJHKY. OCIO0KHEHUS:

MOSIBJICHUE B KPOBH UMMYHHBIX HHTUOUTOPOB NE(UIIMTHBIX (PAKTOPOB, TUTP KOTOPBIX
HapacTaeT B MPOLIECCE 3aMECTUTENIBHOM TEpaAu;

pa3BUTHE BTOPUYHOTO PEBMATOMIHOTO cUHApoMa (cuHapoM bapkarana-Eroposoii) ¢
nepopmanusiMu, yTpeHHeH CKOBaHHOCTHIO, IOCTOSIHHBIMU OOJISIMU B CyCcTaBax, He
CBSI3aHHBIMH C TEMOPparusMH, CHMMETPUYHBIM MIOPAXKEHUEM MEJIKUX CYCTaBOB KHCTEM,
OTCYTCTBHEM oOcJiabyieHUs 00JIei, a MHOIJIa X YCUJIEHUEM TIOCJIE BBEICHUS
KpPUOIPELUITUTATa, HApACTAHUEM TUTPA PEBMATOUIHOTO (paKTOpa B CHHOBUAIIbHOM
KHUJIKOCTH U TJ1a3Me (He Y BceX 00JIbHBIX);



nehOpPMUPYIOIIHUE apTPO3bI, AHKUIIO3bI, KOHTPAKTYPhI, OCTEONOPO3, MATOJIOTHIECKHE
TIEPEIIOMBI;

AJUICPTUYCCKUC pCAKIIMK, B TOM YHCJIC Ha BBCACHHUC I'CMOIIPCIIAPATOB,

BUpPYCHBIE 3a00JIeBaHusl TpaHC(Hy3UOHHOTO TeHe3a — renatuTsl B u C,
mutomeranoBupycHas uaekius, CIIN/, no koTopsiM 00JbHBIE FreMO(pUIel BXOJAT B
IPYIILY BBICOKOTO PUCKA.

Jleuenne. OCHOBHOI METOJ — 3aMECTUTEbHAsI TEMOCTaTUUECKasl Tepanus
KPUOIPEUMIIUTATOM WK KoHUeHTpara ¢aktopa VIII npu remopuimmu A wimm daxropa IX
(mpemapart IITICB) nmpu remoduanu B. [Ipu 0TCyTCTBHY 3THX MPENapaToB WA MPH
HEYCTaHOBJIEHHOM (hopmMe reMo (PUiIu MpOU3BOAUTCS OBICTPOE BHYTPUBEHHOE BBE/ CHUE
OO0JIBILIOTO KOJIMYECTBA CBEXKEW MJIM CBEKE3AMOPOKEHHOU JOHOPCKOH MIIa3MBl.
XKenarenpHo 3aKperuieHUe 3a KaxabIM O0JbHBIM C PAaHHETO BO3PACTa OJTHOTO -[BYX
JIOHOPOB, OT KOTOPBIX 3ar0TABIMBAIOT IJIa3MY U KOHILIEHTPAThl (PaKTOPOB CBEPTHIBAHMUS,
ATO CHMYKAET YaCTOTYy aUIEPTUYECKUX U UMMYHHBIX OCJIO’KHEHUH, OMTACHOCTh BUPYCHOTO
3apakxeHHUS.

[Tpu remodumm A kpronpernunuTaT Wi KoHneHTpar dakropa VIII BBogsAT kKak MOKHO
paHbIIIe B 3aBUCUMOCTH OT TSDKECTH TemMopparuu B o3ax ot 10 qo 30-50 en/kr
BHYTPUBEHHO 2 pa3a B CyTKH, a IazMy 1o 250-500 mur kaxapie 8 4. Bo3aMokHO Takxke
JUTMTENTbHOE MHOTOYaCOBOE WITH KPYTIJIOCYTOUHOE BBEICHNE KOHIIEHTpara (akropa Ha
W30TOHUYECKOM PACcTBOPE, HATPHUSA XJIOPHAA, HO Ha 3TOT CIIOCOO BBEICHHUS IIpemnapara
NEPEXOIST MOCJIie pa3oBOM yAapHOH €ro J03bl, YTO HEOOX0AUMO /1JIi HEMEAJIEHHO N
oCcTaHOBKM KpoBoTeueHus. [Ipu remodpunuu B konnentparsl gakropa IX BBoadar 1 pa3 B
CyTKH B kosmuecTBe 4-8 103 (1o 40-50 en/kr) non npukpeitueM 1000 en. remapuHa Ha
KaXTyI0 103y Tpenapara BHyTPUBEHHO KareabHO JIM0O CBEKE3aMOPOKEHHYIO TIJIa3My IO
10-20 mur/kr exxeqHeBHO. [Ipu BhpaskeHHOM aHEMU3AIMK — TPAHC(Py3UH KOHIICHTPATOB
SPUTPOLMTOB WM SPUTPOMACCHI, IPU UX OTCYTCTBUH — CBEXEH (10 IBYX CYTOK XpaHEHHUs!)
KOHCEPBUPOBAHHOU KpoBU. OTel] 00JILHOTO MOKET ObITh MOCTOSIHHBIM JOHOPOM J1JISt HETO,
TOT/1a KaK IJIa3Ma MaTepu JJIsl 3TOr0 HEMPUTOJIHA, MOCKOJIbKY B HEM CHUKEHO
coziepKaHue aHTUreMopuInYecKuX (hakTopoB.

[loka3aHus K 3aMECTUTENBHOM TEPANIUU: KPOBOTEUEHHE, OCTPBIA TeMapTpO3, FEMATOMBI,
00JIeBbIE CUHPOMBI HESICHOT'O TeHe3a, KOTOPhIE YacTO CBA3aHbI C KPOBOMBIUSHUSMHU B
Pa3JIM4YHbIE TKAHU, TPUKPBITUE XUPYPrUYECKUX BMEILIATEIbCTB.

[Mpuunnbl HEA(D(DEKTUBHON Teparnmuu: pa3BeeHUE U MEIJICHHOE (KarelbHOE) BBEICHHUE
KOHIIEHTPATOB ()aKTOPOB HJIM IIa3MbI, APOOHOE BBEACHUE HX MAJILIMU JI03aMHU,
OJTHOBPEMEHHbIEC 00MIIbHBIC MH(Y3UU KpoBe3aMeHUTeNeH (5% -Hblil pacTBOP TJIFOKO3bI,
TIOJIUTJTFOKUH, PEOTIOJIMTIIFOKHH ), TIPUBOJISIINE K CHUKCHUIO KOHIICHTPAITUN

aHTUreMo puIMIecknx (akTopoB B MIa3Me 0OJILHOTO; HATMYHE B KPOBU OOJHLHOTO
aHTHTEN K paKTOpaM CBEPTHIBaHMS. B rmociieHem cirydae nprOerarT K BBEICHUIO OUYCHb



oompmx (200 en/kr u 6osee) 103 daktopa VIII mubo k BBEACHUIM KOHIIEHTpATa CBUHOTO
dakropa VIII mnbo k nMMyHOCOPOIINH — TIPOTMYCKAHUIO KPOBU O0JIHHOTO Yepe3 KOJIOHKY C
copOeHTOM UMMYHOTJIOOYIMHOB ((hupmel ["amOpo wim 1p.). MeTroaom BeIOOpa SIBIIIETCS
Tak»ke “00X0IHOM™ coco0 JieueHus! — BBEJICHUE KOHIIEHTpaTa (hakTopoB
npotpoMOuHoBoTO KoMIuiekca ([ITICH) GomproMy ¢ maTHONTOpOM (hakTopa VIII.

Hecnenmduaeckne MeTo bl JICUCHUS : IPUEM BHYTPbh aMUHOKAIIPOHOBOM KHUCJIOTHI B J103€
10 8-10 r B cyTku umm apyrux uHruoutopos pudpunommza (IIAMBA, amOeH); TpaBsiHbIe
cOOpBI reMOCTAaTHIECKOTO AckcTBHA. IHrHOuTOpHI hrOprHOIM3a HE TOJDKHBI
Ha3HA4YaThCs TIPU MAKPOreMaTypHH, TaK KaK MOTYT BbI3BaTh 3aKYMOPKY MOUYETOUYHHUKOB U
aHypHUIoO.

[Ipu peuuauBUpyrONMX reMopparusx B CycTaBbl, TeMOCUHOBUTAX U Pa3BUTUHU
BTOPUYHOTO PEBMATOUHOTO CUHAPOMA HA3HAYAIOT IIPUEM BHYTPb METHIINPEIHU30JIOHA
1o 15-30 Mr B 1eHb Kypcamu 10 2-3 HEAEIU C TOCTENEHHBIM CHUKEHUEM J03bI, a TAKKe
BHYTPUCYCTAaBHOE BBEICHUE €0 CYCIIEH3MH (JIyulle Jenomenpoa) mo 1-3 mic
KHCJIOPOAOM C MHTEpBaJIaMU B 2- 4 IHS C MIPEIBAPUTEIHLHOM aciupalieil n3IMBIICICS B
CYCTaB KPOBH.

[Ipu uarudutopHo#t hopme remMouimu miazmadepes (ynaaeHue aHTuTen K pakTopam
CBEPTHIBAHMS ) COUYETAIOT C BHYTPUBEHHBIM BBEICHHUEM OOJIBIIIOTO KOJIMYECTBA
KOHIICHTPATOB (JPaKTOPOB CBEPTHIBAHUS U METHIIIIPEIHMU30JIOHA — 10 4-5 MI/KT B JieHb. B
OTJIENBHBIX CIIy4YasX MOKa3aHbl IUTOCTATHKH, UMMYHOTJIOO YJIUHBI.

JlokanbHasg reMocTaTUYECKas Teparus: aniIMKaul Ha KpOBOTOYAIIYHO TIOBEPXHOCTb
reMOCTaTUYECKOU I'yOKH ¢ TPOMOMHOM, OPOLICHHUS €€ OXJIAXKIEHHBIM 5% -HbIM PacTBOPOM
aMUHOKAIPOHOBOM KUCIIOTHI. Bukacos u npenaparsl Kanblys Hed(P(HEKTUBHBI U HE
IIOKA3aHBbI.

Peabunuranus. Octeonopo3, KOHTPAKTYPhI, ICEBI00IMYX0JIH, NAaTOJIOTHIECKUE TIEPETOMBI
TpeOYIOT BOCCTAHOBUTEIBHOTO XUPYPITUUECKOTO U OPTOIEAUYECKOTO JICUEHUS MO
OPUKPBITUEM aHTUTEMO(DUINYECKHX MpenaparoB. VIcnoab3yoT 3TanHble TUTIICOBbIE
MOBSI3KH, anmapaTsl BHeIHeH pukcanuu Mmm3apoBa, BHyTPUKOCTHBIM OCTEOCHHTE3,
apTPOIUIACTUKY U IPYyrue MeToabl JJisi KynupoBaHUs pEeUUANBUPYIOIIMX TeMapTPO30B U
CHHOBUTOB IIPUMEHSIOT JIOKAJIbHYIO PEHTT€HOTEPAINIO, BHYTPUCYCTABHbIE BBEICHUS
TIIOKOKOPTUKOMIOB U CKIIEPO3UPYIOLIMX [IPENapaToB, a TAKKE CHHOBIKTOMMUIO;
MIPOBOJIUTCS PEHTI€HOTEPAIKs NICEBI00MYX0JIEl. B BOCCTaHOBUTETLHOM NIEPUOIE
pEeKOMEHAYIOTCS (PM3HOTEpAIeBTUUECKUE METOIbI, OabHeOTepanus, rps3eneucHue, JIOK
10 creuuanbHOU nporpamme. IIpoTUBONIOKa3aH acIUpUH U IPYTUe HECTEPOUIHBIE
NPOTHUBOBOCTAJIMTENIBLHBIE MTPEnapaThl, HapyIaonye GyHKIUIO TPOMOOIIUTOB U
YCWJIMBAIOIIME KPOBOTOUMBOCTH. OHAKO MPOTHUBOBOCHATUTEIbHBIC TIPENapaThl TUIIA
MHTHOUTOPOB LUKIOOKCUT€HA3bI 2 (MAaBAIUC U Jp.) IPU OTCYTCTBUU MPOTHUBOTIOKA3aHUI
(a3BeHHas1 00JIE3Hb U JIP.) MOTYT IPUMEHSTHCS AJis1 ocsiabyieHust 0oel B cycTtaBax. Y
OOJBHBIX, TOCTUTIIMX MOJIOBOM 3PETIOCTH, XOPOUIYIO peadMIUTAINIO JAeT TUIaCTHKA
HanboJiee MOpaKEHHBIX CYCTaBOB. bOJIbHBIE JOHKHBI HAXOAUTHCS MOJT AUCTIAHCEPHBIM



H&6J’IIOI[€HI/I€M B FGMO(i)I/IJ'II/I‘ICCKI/IX OCHTPAax WK CIICHHUAIIN3UPOBAHHBIX
reMaToJIOTHUECKUX KaOMHeTax.

[Ipodmnaktuka. ['eHeTHYECKOE KOHCYILTHPOBAHNE C BHIIBICHUEM TIEpEIaTIHI
reMouIMH, OTIPEETICHUEM TT0J1a TI0/1a U HATUYHUA B X-XpOMOCOME TeMOUITNIECKOTO
rena (JJHK-3oumupoBanue). /[ucnancepHoe HaOmoaeHNE 32 60IHBIMH, TPO (PHITaKTHKA
reMapTpO30B U JPYTUX FEMOpPparuy, aTpaBMaTuaHas JieueOHas pu3KynbTypa
(ynpakHeHHs Ha MSTKUX Marax, [JIaBaHKe), peKOMEH1alluu 00pasa )KM3HHU 1 Io0opa
npodeccuu, UCKITIYAIOIIMX BO3MOXKHOCTh TpaBMaTm3auu. OpraHusaiys paHHero
BBC/ICHHS aHTUTEMO(MUIMIECKUX MPEMapaToB Ha AOMY (BbIE3HBIC OpHTrajibl, 00ydeHne
POIUTENEH B IIKOJIE MEJICECTEP ); MOI00P MOCTOSTHHBIX JIOHOPOB U 3aTOTOBKA
JOCTATOYHOT 0 KOJIMYECTBA TUIa3Mbl U KPHOTIPEIUNUTATa METOIOM I1a3Madepesa;
opToTIeIMYECKasi U CTOMATOJIOTHIECKas TIOMOIIIb. B TSKenbIX cirydasx
poQHUIAKTUIECKOE BBEICHUE aHTUTeMOPMINIECKUX TpenapaToB 2-3 pa3a B MeCsII] B
no3zax 1o 10 en/kr.

bone3ns BunneOpanaa. Onun u3 HanbOoJee 4acThIX HACIEICTBEHHBIX TEMOPParuIeCKuX
JIMaTe30B, 00YCIOBICHHBIX AEPUIIMTOM B KPOBU WJIM MOJIEKYJIIPHBIMU AaHOMaTUSIMHU
CHUHTE3MPYEMOTO B 3HJIOTEINH IIUKONpOoTenHA — (hakropa Bunnebpanna, sBistonierocs
oauuM 13 komrnioHeHTOB (akropa VIII (VIII:®B). Hacnexyetcst yarie Bcero ayTocoM HO
110 HETIOJTHOMY IOMUHAHTHOMY THITY, OOJICIOT MYKYHHBI 1 JKEHIITUHBL VIMeeTcs psin
pasHOBUHOCTEN OoJie3HN Buiuiebpanaa, 00yCIOBIEHHBIX MMApE30M CHHTE3a (DakTopa
VII:®B, MonekyasipHbIMH aHOMAIIUSIMU €ro (IIPU COXPAHEHUH aHTUT€HHOTO MapKepa B
IU1a3M€), HapYUIEHUSIMU MYJIbTUMEPHOM CTPYKTYPhI, HEAOCTATOYHBIM HAKOIJIEHUEM 3TOTO
dakTopa B TpoMOOIIHTAX.

ITpu 6oe3aM BrumeOpanaa HapymaeTcsi Kak CBEpTHIBAEMOCTh KPOBH (3aMe/IJICHHE
cepteiBanus B AIITB) u3-3a 60see uim MeHee BHIPaKEHHOTO CHUYKEHUSI aKTUBHOCTH
daxTopa VIII:C (game xak mpu jerkoi popme remodunmu A), Tak ¥ TPOMOOIIUTAPHO-
COCYJIUCTBIN TeMocTa3 (yUIMHEHHE BpEMEHN KPOBOTCUCHHUS, HAPYIIICHUE AT €3UU
TPOMOOIIMTOB K CTEKITy U KoJuiareHy). ComeprkaHue TPOMOOITUTOB B KPOBH, UX pa3Mep H
mop domorusi, AID- u TpoMOUHArperaiys ocTatoTCsl HOpMaTbHBIMU. Y pa3HbIX OOJBHBIX
BBISIBISIIOT JIUOO BCE MEPEUHCIICHHBIC HApYIICHUS, TMOO HEKOTOPhIC U3 HUX. AKTUBHOCTh
dakropa Bumiebpanaa B miazme O0JbITMHCTBA O0JILHBIX CYIIIECTBEHHO CHIKEHA.

Kmnanueckas kaptuna. [Ipu nerkux popmax HaOMOAAETCS MUKPOIUPKYISATOPHBIN
(meTexuaabHO-TIITHUCTHIN) TUIT KPOBOTOUMBOCTH, TPH 00JIee TSHKETBIX — CMEIIaHHBIH,
MHOT/A C €MHUYHBIMU FreMapTpo3amMu. Y KEHIMH U3-3a MPO(Py3HBIX MEHOpparui,
TpeOYIOUMX UHOTAA pEaHUMAIIMOHHBIX MEPONPUITHI U MHTEHCUBHOM TpaHC(Py3MOHHOU
Tepanuu, 00JIE3Hb BBIBISICTCS Yallle U MPOTEKaeT TsKelNee, YeM Y My KUHuH. MaTtouHbie
KPOBOTEUEHUS B HEKOTOPBIX CIydasiX BbIHYKIAIOT MPHUOEraTh K SKCTUPTALIUN MaTKH.
HaOmonatorcst u gpyrue KpoBoTeUeHHs! (HOCOBBIE, JKETy0YHO -KUIIEYHbIE, TIOYEUHbIE).
Bo03M0HO coueTaHne ¢ TEIEAHTNIKTA3UsAMH U C ME3EHXUMAJIbHBIMU JUCTUIA3UAMHU
(TUMepaNacTo3 KOXH, THIIEPMOOMIbHOCTh CYCTaBOB, NPOJIA0MPOBAHUE KIIAIIAHOB CEP/IIIA).
K xonImy 6epeMeHHOCTH Y OJTHIX OOJILHBIX YPOBEHb (hakTopa BuneOpanma B muiazme



BO3pacTaeT, y APYruX — OCTACTCsl HMBKUM. B mociienHeM ciiydae BO3MOKHBI KpaiHe
TSDKEJIbIe KPOBOTEUEHUS B pojiax. JJaboparopHoe ucciiefoBaHHE CHCTEMBI TeMOCTa3a
MO3BOJIET NMOCTABUTh JUATHO3 M OTIPENETUTh (JopMYy OOJIC3HH.

Jleyenue. [Ipu KxpoBOTEUECHUSAX, XUPYPTUUECKUX BMEIIATEIbCTBAX U POAaX —
BHYTpPUBEHHOE BBeieHHne kKpuonpenumnurara (ot 10 go 40-50 en/kr B cyTKn) wim
CBeXe3aMOpoxKeHHOM Tu1a3mbl (1o 250-500 mut u 6osiee B cyTkr) cTpyitHO. C epBOTO U J10
NOCJIETHETO JTHA MEHCTPYAallUH, a TaKKe MPHU IPYTUX KPOBOTEUEHUSAX Ha3HAYAIOT BHYTPb
aMHUHOKAIPOHOBYIO KUCJIOTY 1O 8-12 I/CyT, B ps/ic ClIydaeB B COUCTAHUH C
WHTpaHa3aJIbHBIM BBEICHHEM (110 4-8 Kamellb B KKy HO3APIo 2-3 pa3a B J€Hb)
anuyperuna — SD (“Cnoda”) wm npenapara DDAVP (Uranus, @panuus u np.). s
KyIHpPOBaHHsI MEHOpparuii NPUMEHSIETCS TOPMOHATIBLHBIN T€MOCTAa3 MO MPUHSITHIM CXEMaM.
[locTtremopparuueckas »xene3oAePUIUTHAS aHEMUS JISYUTCA 10 OOILENPUHATHIM
IpaBUJIaM.

[Ipodunakruka. M30eratb OpakoB Mex1y OOJIbHBIMU (B TOM YHUCJIE MEXIY
POJICTBEHHUKAMU) B CBSI3U C BO3MOKHOCTBIO POKIIEHUA JIETel ¢ 0C000 TsHKEIon
roMo3uroTHo# opmoit 6oseznu. JucnancepHoe HaOoneHre y remarosora. BoamoxHo
0oJiee paHHss MOCTAaHOBKA JUArHo3a Mo3BoJjsieT h30eKaTb MHOTMX HEOOOCHOBAH HBIX U
TpaBMaTHYHBIX ‘“JIEYE€OHO-IUAarHOCTUYECKUX ~ MaHUITYJSILMMA, IPUMEHEHUS
Hed((EeKTUBHBIX MTPErapaToB, BEICKAOIMBAHUS MATKH.

Hedunut dakropa XI (remoduus C). Penkoe ayrocoMHO -HaceayeMoe 3a00JieBaHue,
XapakTepu3yIoIieecs cadbIM HapyIIIEHUEM BHYTPEHHETO MEXaHW3Ma HadyalbHOTO 3Tara
CBEPTHIBAHUSA KPOBH, OTCYTCTBUEM WJIM HE3HAYUTEIHHOM BHIPAKEHHOCTHIO TEMOpPariu.

Kimanueckas kaptuna. Yare Bcero nmporekaer 6€CCUMITOMHO, BBISIBIISIETCS CITy4aitHO
IPU UCCJIEIOBAHUY CBEPTHIBAIONIEH cucTeMbl KpoBHU. CIIOHTaHHAs KPOBOTOYUBOCTD
OTCYTCTBYET WJIH CJ1a00 BhIpaXKeHa, HO TPABMbI U OIIEpaIMHU B psifie ciIydaeB (He Bcerna
JaKe Y OJHOr0 U TOro K€ 00JIBHOTO0) OCIIOKHSIOTCS TeMopparusiMu. BrisBisiercs
HapYyIIeHUEe HAYaILHOTO dTamna cBepThiBaHus KpoBU (TecT AIITB) npu HopMansHOM
IPOTPOMOUHOBOM U TPOMOMHOBOM BPEMEHHU. DTO HapyIICHUE KOPPUTUPYIOT
100aBICHUEM K TTa3Me OOJILHOTO KaK HOPMAJTbHOM TIIa3MblI, a7cOpOUpPOBaHHOM
cynbharoM Oapusi, Tak 1 HOPMAITLHOHN CBIBOPOTKH, YTO OTIIMYACT JAHHYIO IMaTOJIOTHIO OT
remopmmu A u B. HccnenoBanue koarynorpaMmmbl 10JDKHO TPOBOJIUTECS CPa3y kKe
MOCJIE TIOJTy4€HHs] KPOBHU M3 BEHBI OOJILHOTO, TaK KaK NPU MHKYOAIy KPOBU U IIa3Mbl
TIOKa3aTeJM CBEPTHIBAEMOCTH CIIOHTAHHO HOPMAJTM3YIOTCS.

JleueHnue B OOJILIIMHCTBE cityyaeB He TpeOyercs. [Ipu onepanusx, TpaBMax u pojax,
OCJIO’)KHEHHBIX KPOBOTEUEHUEM, — CTPYHHBIE TPAHC(PY3UU CBEKE3aMOPOKEHHOH TIIa3MBbl.

Hedunut dakropa XII (medexr Xaremana) — kpaliHe peaKkoe HapyIICHHE Ha4aIbHOTO
JTara CBEPTHIBAEMOCTH KPOBH (yIJIMHEHUE BPEMEHH CBEPTHIBAHUS 1IEIbHOM KPOBH,
AIITB) npu HOpMaJIbHBIX TIOKA3aTENSIX MPOTPOMOUHOBOTO ¥ TPOMOMHOBOTO BPEMEHH.



KpoBOoTOUMBOCTH OTCYTCTBYET, JieueHue He TpedyeTcs. B psae ciyuaeB, HecMOTps Ha
IUIOXYIO CBEPTHIBAEMOCTh KPOBH, UIMEETCSI HAKIIOHHOCTh K TpOMO03aM (CM.
TpomOodumn), 4TO CBA3aHO C OJJHOBPEMEHHBIM OcJiabieHneM (pruOpHUHOIM3a, TIOCKOJIbKY
¢daxTop XII siBsieTcss aKTUBATOPOM KakK CBEPTHIBAIOLIEH, TaK U (PUOPHUHOJIUTHYECKOH U
KaJUTMKP ENH-KUHUHOBOM CHCTEM.

Hucnpotpom6uH. ['emopparmyeckue quatesbl, 00yCIOBIEHHbIE HACIIEICTBEHHBIM
nedunuroM GaxTopoB MpoTpoMOMHOBOTO KoMIuiekca: VII (runonpokoHBepTuHemust), X
(607ne3up CTr0apTa-Ilpayspa), Il (runonpotpomobuHeMusi) 1 V (THMOAKIEIEp THEMIS ).
3a0oJieBaHusI CPAaBHUTEIHLHO PEIKH, HACIEAYIOTCS ayTocOMHO. HecpaBHeHHO varie
Ha0JII01aeTCsl MPUOOPETEHHBIN APUIMT 3TUX (HAKTOPOB (BCEX B COBOKYIMHOCTH WITU
Tosibko BUTaMuH K-3aBucumbix gaxtopos VII, X, IX u II), o0ycnoBneHHbIi
MEXaHHYECKOM KENTyX0M, O0JIe3HIMU TIedeHN, MaTbaObCOPOIIMEH, MPUEMOM
AHTUKOATryJITHTOB HEMPSAMOTO JEHCTBHS, a Takke Ne(UIIMTOM 3THX (PaKTOPOB Y
HOBOPOK/ICHHbIX.

Kmnanueckas xkaptuna. [Ipu nerkux hopMax MUKpOLUPKYIATOPHBIHM, IpH 00J1ee TAKEIbIX
— CMEIIAHHBIN THI KPOBOTOUYMBOCTH. ' €MapTpO3bl PEIKH; BO3MOKHBI KDOBOM3JIUSIHUS B
MO3T, 3a0pIOLIMHHYIO KJIETUYATKY U OpPIOMIMHY (C KApTHHOM OCTPOTO KUBOTA),
OKOJIOTIOUEYHYIO KJIETYaTKy; MHOT/Ia HAaOJI01at0TCs reMarypus (C KOJIMKOM), HOCOBBIE U
HKEITyTOYHO-KHILIEYHbIE KPOBOTEUEHNSI. BO3MOXKHBI TKENbIE KPOBOTEUEHHSI B POJaX.

Juarnoctuka. [lpu neguuure dpakropa VIl — ynmunenne npoTpoMOMHOBOTO BpEMEHHU
(CHIXEeHHE IPOTPOMOMHOBOTO MHAEKCA) MPU HOPMaIbHbBIX NMokazaHusx AIITB u
TpoMmOuHOBOrO TecTa. [Ipu nedunure paxkropos X, Il u V 1160 KoMIIEeKCHOM MX
neuImTe — HapyIIeHHe Kak MPOTPOMOMHOBOTO BpeMeHH, Tak u AIITB npu HopmamsHOM
TpoMOMHOBOM BpemeHu. Juddepenumanus oTaenbHbIX GaKTOPOB U UX KOJIMYECTBEHHOE
oTIpeneneHue MPOBOIATCA C IOMOIIBIO CTICHUABLHBIX TECTOB, Oa3UPYIOIUXCS Ha
WCIIOJIb30BAaHUH TECT-TIIa3M ¢ AehUIIUTOM KaXI0T0 M3 (DaKTOPOB, KOPPEKIIMOHHBIX P00,
a TaKkke mpo0O ¢ KoarynazaMmu 3MEUHBIX s110B (TIOP3bl, 3(bl) WK C XPOMOT€HHBIMU
cyocTparamMu.

Jleuenue. Tpancdy3un cBeXKel HATUBHOU WIIH CBEXKE3aMOPOKEHHOM TTa3MblI (CTPYHHO!).
[Ipu nprobpeTeHHbIx Popmax — ycTpaHeHUE NpUUUH 3a00JeBaHus (TpUeM
AQHTUKOAryJITHTOB, HAPYILIEHUS )KETYEOTAEIECHUS U JIp.), BHyTPUBEHHOE BBEJICHUE
BOJIOpacTBOpuUMBIX npenaparoB ButamuHa K (K3, Bukacomna mo 1-3 mit u 6os1ee B CyTKH).

Hedunut dakropa XIII — peako BcTpedaronuiicss HacAeACTBEHHBIN TeMOpparudecKui
JMaTe3, XapaKTEepH3YIOLIMIICS HapyIIEHUEM CTaOUIN3aluu CTYCTKOB (PMOpHHA, UX
pPacTBOPUMOCTHIO B 5 M pacTBOpE MOYEBUHBI.

Kimmandeckas kapTuHa. bojie3Hb posBIISIeTCss KPOBOTOYMBOCTHIO CMEIIIAHHOTO THTIA H
TUTOXHMM 32KUBJICHUEM PaH, HAUMHAS C JUTUTSIIbHOTO MOKHYTHS TTYITKA TTOCIIE POKICHHUSL.
Bce mapamerpbl cBEpTHIBAEMOCTH KPOBH HOPMaJIbHBI, HO TTPH BBIPAKEHHBIX (PopMax
00J1e3HN 00pa3yIOIHECS CTYCTKH pacTBOpsitoTcs B 5 M pacTBope MmoueBuHbL. Ecim



conepxanue (akropa XIII coctaBisier 60ee 5% OT HOPMBI, TO CTYCTKU
CTaOMIIM3UPYIOTCS M HE PaCTBOPSIOTCS B ModeBHHE. [103TOMY qUarHoCTHKA JISTKUX Gopm
OoJie3Hn TpedyeT KoarmdecTBeHHOoro onpesenenus gaxkropa XIII.

Jleuenue. [Ipu remopparnueckux MposIBICHUSIX U TNIOXOM 3KUBJICHUU PaH — TpaHCPy3UH
HATUBHOW WJIM CBEXE3aMOPOKEHHOM IIA3MBbl.

T'EMOPPAT'MYECKUE JTUATE3bI, ObYCJIOBJIEHHBIE ITATOJIOI MEH
TPOMBOLIMTOB. B a1y rpyrity BXOAsSIT HaCI€ACTBEHHbIE ¥ TPUOOpETECHHBIC
reMopparmieckue quaTe3bl, 00yCclOBICHHBIE:

TPOMOOIIUTOIIEHUEN, CHUYKEHUEM COZEPKaHHUS TPOMOOIIMTOB B KPOBU BCJICICTBHE
HapyIIeHUS WX 00pa30BaHMs B KOCTHOM MO3T€ (TUIIONPOTYKIIMOHHBIE (POPMBI), THOO
YKOPOYEHUSI MPOIOJDKUTENbHOCTH UX KM3HU (MMMYHHAss UHTHOULIYS, (DOPMBI
noTpeOsIeHNUs ), TMOO0 COYETAHUS TUIOTPOLYKLMHU C YKOPOUEHUEM JKU3HU TPOMOOIIUTOB
(HanpuMep, MpU HAJTMYUU aHTUTEI KaK K TPOMOOLIUTaM, TaK M K MErakapuoIUTam);

TPOMOOLIMTONIATHEN, KaueCTBEHHBIMU I€PEKTaMU U JUCHYHKIMENW TPOMOOIIUTOB;

COoYeTaHNUEeM TPOMOOIIUTOTIATHN C TPOMOOIIMTOTICHUEH, XapaKTePHU3 YOI MCS
Ka4eCTBEHHBIMHU JIePEKTaMU M CHIDKEHHEM COJIep KaHUsI TPOMOOIIMTOB B KPOBH.

[o renesy Bce 3Tu 3a00J€BaHMs MOAPA3EISIOTCS HA HACIICICTBEHHbIE U MPHUOOPETEHHBIE,
a TaK)Ke Ha TIEpBUYHBIC (HE CBI3aHHBIC C JPYTOM MATOJIOTHEH) U CUMIITOMATUISCKHE
dbopmbl. TpoMOOIIUTOTICHNH TIOTPEOICHNST MOTYT COYETAThCS ¢ 00JIee MITH MEHEee
rIyOOKMMU HapyIICHUSIMU CBEPTHIBAEMOCTH KpOBHU (Harpumep, ipu cuaapome [IBC)
1100 ¢ HAKJIOHHOCTBIO K TpOMOO03aM (TpoMOOTHUECKass TPOMOOIIUTOTICHUY €CKast
nypIypa), a Takxke ¢ 6JI0Ka0H MUKPOLIMPKYJIAINMY B opraHax u remosmsom ([IBC;
MUKpOaHTHOTIaTHYeCKasi TEMOJIMTUYECKasi aHEMUST; TEMOJIUTUKO -yPEMUIECKHUI CUHIIPOM).

Knunnyeckas kaptuna. boasmmHCTBO POpM TPOMOOIUTONIEHUH U TPOMOOIIUTOIATUN
XapaKTEPU3YETCs NOBBIIIEHHON JIOMKOCTBEO MUKPOCOCYAOB (IIOJIOKUTENbHBIE TIPOOBI
MaH)KeTOYHas1, 0aHOYHAs, IIUIKA), YJIMHEHUEM BPEMEHH KaUUIIPHOTO KPOBOTEUEHUS
(mpu 6onee nerkux popmax TOT CUMIITOM MOXKET OTCYTCTBOBATh ), METEXUAILHO -
HSTHUCTOM (MUKPOLIMPKYJISATOPHON) KPOBOTOUUBOCTHIO, MATOYHBIMU, HOCOBBIMH,
JIECHEBBIMU KPOBOTEUEHUSIMU. BO3MOKHBI KPOBOMBIUSHUS B MO3T U MPO(Y3HbIE

eIy T0YHO-KHILIeUHbIe KpoBoTeueHus. [Ipu Haubomnee Tsxenbix Gpopmax, o0COOEHHO
COUETAIOUIMXCS C HApYUICHUSMH B CBEPTHIBAIOILIEH CUCTEME KPOBU (TeMopparuieckas
00J1e3Hp HOBOPOXKIEHHBIX, [IBC-cuHIpoM), HaOIHO1aeTCsA MUKPOLIMPKYIATOPHO -
réMaTOMHBIN THUII KPOBOTOYHUBOCTH.

TpomOo1Tonenn UMMyHHBbIE. CyIIeCTBYET HECKOIbKO BHIOB 3TOM HauOOJee 4acTo
BCTPEYAIOLLIEICS TATOJIOTUH.



TpancummyHHBIE TPOMOOLIUTOTIEHUU 00YCIIOBIEHBI IPOHUKHOBEHHEM Yepe3 IJIAlEHTY B
KPOBOTOK ILJIOAA aHTUTPOMOOLIUTAPHBIX aHTUTEN OT MaTepu, OOJEeBILIEH UMMYHHOMN
TpomOonuronenuent. [Ipu poxxaeHnn u B epBbIe HEJENN KU3HU Y peOeHKa HaOII0IaeTcst
BBIpaKEHHAs! TPOMOOIIMTOTICHHUS M 110/19aC BEChbMa TsKelasi KpOBOTOUHMBOCTh. BO3MOKHBI
KPOBOMBJIMSIHUSI B MO3T, TSXKEIbIE KTy JOYHO -KUIIEYHbIE KPOBOTEU CHUSI.
TpomOoIIMTOTIEHHS M KPOBOTOUYHMBOCTH TIOCTENIEHHO IO Mepe YObLIIM U3 KPOBH peOCHKa
MaTEPUHCKUX aHTUTPOMOOIIMTAPHBIX aHTUTEN OCIa0eBalOT U uepe3 1-2 Mec. MOJHOCThIO
UCYE3aI0T.

Ipu srerkux opmax peKOMEHIYeTCs BBKUIATEeIbHAS TAKTHKA BBEICHUS JUITUHOHA U
aCKOpOMHOBOM KUCIIOTHI, TIPU 00JI€e TAKEIBIX C YHCIOM TPOMOOIIMTOB B KDOBH HUKE
30-109/1 — mazMo3amMmeHa.

I'ereponmmyHHBIC (POPMBI CBS3aHBI C MPOAYKIIUEH U ICUCTBUEM aHTUTEN K aHTUT€HHO
WU3MEHEHHBIM M0/l BIUSHUEM BUPYCOB WM JIEKAPCTBEHHBIX MPENAPATOB TPOMOOIUTAM.
Bosne3np yaie BO3HUKAET NOCJIE BUPYCHBIX 3a00JI€BaHUM, IPUBUBOK, IPUEMA PA3INUHbIX
npenapaToB (Cysb(paHuIaMHUIbl, AHTUAPUTMUUECKHUE CPENICTBA, AaHTHOMOTUKH, XUHUIVH,
UPa30JI0HOBBIE POU3BOIHEIE). Takue GopMbI UacThl y JAETeH U 3HAYUTEIHHO OoJiee
penKu y B3pocibiX. OHU NPEXOIAIIM U MOCIIE YCTPAHEHUS JEUCTBUS TP OBO LMD YIOILIEr O
(axkTopa JIMKBUIUPYIOTCS CaMOTIPOM3BOJIbHO yepes 1,5-2,5 mec.

Jlewenne tpedyeTcst TOJLKO NPU OYEHb BBIPAKEHHON TPOMOOLIUTOTIEHUH U YTPO3€
BHYTpHULIEpeOpaJIbHbIX reMopparuu (CUHAKY Ha JIULE U B 00JIaCTH BEpXHEN YacTH Tela,
KPOBOM3JIUSHMS B CKIIEPBL, 3HAUUTEIbHbIE HOCOBBIE KpOBOTEUEHUs ). HazHavator
KOPOTKHMH KypCaMH MPETHU30JIOH BHYTPH (TI0 0,5 MI/KT B CYTKH) C TIOCTEIICHHBIM
CHIKEHHEM JI03bl WJTM METHIIIIPEAHU30JIOH — JI0 16 MI/CyT, P HEOOXOAMMOCTH —
wiazmadepes. Bukacos, kak v mpu Apyrux popmax TpoMOOIIMTONIEHUH, POTUBOTIOKA3aH,
MOCKOJIbKY YXYy/IIIaeT TPOMOOIMTApHBIN reMocTas. [1ose3Hpl KpOBOOCTaHABIMBAIOIIINE
TpaBSTHBIC COOPHL.

AyTOUMMYHHBIE TPOMOOIIUTOTICHHUH TTOIPA3ACIIAIOTCS Ha IIEPBUYHBIC HITH
CaMOTIPOM3BOJIbHBIE ()OPMBI (MAUOTIATHYECKAsT TPOMOOIIUTOTICHHYECKasI IypIIypa) U
CUMIITOMAaTHIECKUE, BO3HUKAIONME Ha (poHe npyrux 3adosieBaHnui (HapuMep, pu
CHCTEMHOM KpacHOM BoJTYaHKe, aHTHU(HOCHOIUTTHUIHOM CHHAPOME). DTH (GOopMbI HanboJiee
YJacThl y B3POCIIBIX U XapaKTEPU3YIOTCS TOPIHIHBIM XPOHUYECKUM TEUCHHUEM.

Bbipa)k€HHOCTh TeMOpparuu KOppEIUPYeT CO CTENEHbIO CHIXKEHUS COAEPKaHMs
TPOMOOIIUTOB B KPOBH — IIpH yYpoBHE 60-109/71 1 BBIIIE reMOpparu MUHUMAJIbHBI U
OTCYTCTBYIOT, €CJI HET COITYTCTBYIOIIEW UX KAUECTBEHHOW HETIOJTHOEHHOCTH.

Jleuenune. HazHavaroT npeaHU30JI0H WK METWIIPEAHU30JI0H B HAYAIbHOM 7103€ 1 MI/KT B
cytku. [Ipu HemocTarouHoM 3¢ dexTe 103y yBeTUUUBAIOT B 2-4 pa3a Ha 5-7 nHel 1100
MPOBOJISIT MYJIbC-TEPANUIO METHIIIPETHUZO0JOHOM. [Ipog0KUTEIbHOCTS TOPMOHAITLHO M
Tepanuu 1-4 Mec. B 3aBUCUMOCTH OT €€ A (deKTa U CTONKOCTH pe3yIbTaToB. [ 'eMopparuu



0OBIYHO KYITUPYIOTCS WM OCIIAOJIIOTCA YKE B TIEPBbIC JHU JICUCHHS, TOT/Ia KaK
HapacTaHWE YKCIIa TPOMOOIIMTOB MPOUCXOIUT TO3XKE.

OTcyTCTBUE BBIPAKEHHOTO YBEIMUYEHUS KOJIMYECTBA TPOMOOLIMTOB B KPOBU WIIU
HECTOMKOCTh (KPaTKOBPEMEHHOCTH) 3(PdeKTa CayKaT MoKa3aHUEM K CITICHIKTOMUH (JI03Y
MPEAHU30JI0HA B JIEHb ONEPALIMH U B MOCJIEONIEPAUOHHOM MIEPUOJIE YBEIUUYHUBAIOT B 2
paza 1o CpaBHEHHUIO C MPUMEHSABIIMMUCS B MPOLIECCE JIeUeHUs ). AOCOTIOTHOE MOKa3aHUE K
CIJICHIKTOMUU — TSXKEJIbIA FeMOopparudeckuii 1 TpOMOOIIMTONIEHUY €CKUI CUHIPOM C
MHO>KECTBEHHBIMH WJIM 3HAYUTEIbHBIMU FEMOPparusiMu B 00JIaCTH JIMLIA, HA SA3bIKE U
CKJIepax, T0JI0BHas 00JIb ¢ MEHUHI€aJIbHBIMU 3HAKaMH (KPOBOU3IIUSHUSA B MO3T U €T0
000JI04KH), TEMOpPparuu B CETYaTKy Iia3a, 0ueHb HU3KOE COJIEp:KaHuEe TPOMOOLIMTOB B
KPOBH.

[Tpu HEaDPEKTUBHOCTH CIITICHIKTOMUU MPOBOSIT XUMUOTEPAITUIO I BUHKPUCTUHOM,
WIW a3aTUONIPUHOM, WM IUKI0(OoC()aMuioMm B COUETaHUU C TIPEHNU30I0HOM. JledueHue
IPOBOAUTCSA B F€MAaTOJIOTHYECKUX OTIAEIEHUsAX. B psine cilyuaeB peMuccuio 1atoT
BHYTpPUBEHHBIE HHPY3UH 001X 103 (1o 0,25- 0,5 1/KT) 4enoBeuecKoro
ummMmyHoTrio0yrHa 75 1gG (mpenaparts! “CaHnorio0yaus’ U Jp.) ¢ MOCSTYIOMUMA
noanep>kuBatroMMu uHPy3usimu ero 1o 0,5 Mr/kr uepe3 kaxapie 15 naeit. B kommuiekce ¢
JIPYTUMH METOJIaMU JICUCHHUS UCTIONb3YEeTCsl ATaHbIN Tazmadepes (yaaleHue aHTUTedN),
BHYTPb U JIOKAJIbHO aMMHOKAMPOHOBAas KUCJIOTa (IIPU MEHOpparusax — no 8-12 r B CyTKu),
KypCHI JIedeHus TUIMHOHOM (3Tam3uiar). [Ipemapatsl Buramuna K (Bukacoun)
HE3(PPEKTUBHBI U 1aXKe YXYAIAOT (YHKIIHUIO TPOMOOIIUTOB.

Tpanc¢y3un KOHUEHTPATOB TPOMOOIIMTOB MPOBOAATCS TOJIBKO MO KU3HEHHBIM
MOKa3aHUSAM B KPUTUUECKUX CUTYalUsAX (KPOBOTEUEHUS MPU OTEpaIUsiX, B poaax).
[ToBTOpHOE MX UCTIOIB30BAHUE MOXKET BbI3BAaTh HAPACTAHUE TUTPA AaHTUTPOMOOLIUTAPHBI X
aHTUTEN U YIIyOuTh TpoMOo1mTOneHuto. Clienyer yuuThiBaTh U TO, UTO
OPOAOJDKUTENILHOCTh )KM3HU MEPEIUTHIX TPOMOOLUMTOB y OOJbHBIX O4€Hb KOPOTKA
(HECKOJIbKO 4acoB), MOCKOJIbKY OHHM aTaKyrOTCsl aHTUTPOMOOIIUTAPHBIMU aHTUTEIAMH.
BosbHbIE O/IIEKAT AUCTIAHCEPHOMY HAOJIOEHUIO Y TE€MaToJIora.

TpomOonmTonieHnn noTpediaeHus. CBA3aHbl C YCKOPEHHOU YOBLIBIO TPOMOOIIUTOB 13
KPOBOTOKA BCJICACTBUE UX 3aJIEPKKU B MEJIKHUX cocyaax oprasoB (npu ABC-cunupome,
TPOMOOTHYECKOH TPOMOOIIUTONIEHMYECKON MyPIType, TEMOJIUTUKO -yPEMHIECKOM
CHUHJpPOME), B AaHTMOMaX (HampuMep, B TUFAaHTCKUX KaBEpHO3HbIX aHrnomax Kazabaxa-
Meppurta), B 00JIbIIIX TPOMOAX MaruCTPaIbHBIX COCYJIOB (B HMKHEW MOJION WK
BOPOTHOM BEHAX U JIp.).

CrieHoreHHbIe TPOMOOIIMTOTICHUH 00YCIIOBIICHBI JEMOHUPOBAHUEM OYEHb 0OJIBILIOTO
KOJINYECTBA TPOMOOIIMTOB B YBEIMYECHHOH Cele3eHKE U MOPTATIbHON CHCTEME
(mopTaJIbHBIN IUPPO3 MIEUCHH).

MenukamMeHTO3HbIE TPOMOOIIMTONIEHUH — cM. ['enapuHoBast TPOMOOIUTOTIEHHS C
PHUKOIIETHBIMU TPOMOO3aMHU.



TpomOoMTOTICHNH TIPX HAPYIIIEHUH TpoMOoIInTOno33a. Habmogarores npu aydeBoit
00JIe3HY, aTTACTHYECKO aHEMUH (B TOM YHCJIE C OCTEOMHUENIOCKIIEPO30M),
METacTa3uPOBAHUY paKa B KOCTH (MUEIOKAPIIMHOMATO3 ), HACJICCTBEHHOM Je(HUITUTE
TPOMOOIIUTOTIOATHYECKOTO (hakTopa (OUCHB pemKas popMa MmaToJIoTH ), 00pa30BaHUHU B
OpraHu3Me aHTUMETaKapHUOIUTAPHBIX aHTUTEIL. JIJIsT JUAarHOCTHKY 3THUX (HopM
HEOOXOIMMO HCCIIeIOBAaHUE HE TOJIHKO MTYHKTATOB, HO M TPEMAaHOOHOITATOB KOCTHOT'O
MO3ra.

TpomOonmTonIaTHH — OOJIBINAS TPYIIA HACEACTBEHHBIX U MPHOOPETEHHBIX
Ka4eCTBEHHBIX AEPEKTOB TPOMOOIIMTOB, BENYIIMX K HAPYIICHUIO UX T€MOCTATHICCKOM

(YHKLHU.

Otuonorus, narorene3. Hanbosiee acThl ciaeayromnme npuaruHbl U GOpMBI
TpoMOOLIMTONATHH: 1) aHOMAJIMK TJIMKONIPOTEMHOBBIX PEUENTOPOB HA MOBEPXHOCTU
TPOMOOLIMTOB, BCJIEACTBHE UETO HAPYILIAETCS MX B3aUMOJIEUCTBUE CO CTUMYJIITOPAMU
(aroHMCTaMM) are3UM U arperaiuu 3THX KiIeTok — AJ1®D, KoJuiareHoM, aJjpeHaIMHOM,
TPOMOMHOM, TJIACTUHOYHO-arperupyronmM (GpakTopom, MPOU3BOIHBIMU apaxuIOHOBOM
KUCIIOTHI, hakTopoM Buiebpanna; 2) CHU>KEHHOE COAepKaHue WM OTCYTCTBUE B
TPOMOOIIMTAX MJIOTHBIX (HEOETKOBHIX) TpaHy U (Win) anbda-rpanys (OENIKOBBIX), B
KOTOPBIX HAKAIIMBAIOTCSI arOHUCTHI arperaiyy; 3) HapyleHHne MeXaHu3mMa
BBICBOOOKIIEHUS U3 TPOMOOIIUTOB 3TUX IPAHYJI U UX KOMIIOHEHTOB MIPU aAre3UH U
arperaiuu; 4) HapyleHus MeTadoJIM3Ma apaXxuA0HOBOM KUCIIOThI, OTCYTCTBUE (WU
O50kana) pepMeHTOB, HEOOXOAUMBIX JJIs1 00pa3OBaHMs M3 Hee MPOCTarjJaHIuHOB
(TpoMOoKcana A2); 5) Hapymenust Mmerabommama AT® u AJI® ¢ HakoTuIeHHEM
IUKIIMYECKOT0 aieH03MHMOHO (pochaTta (MAMD), sIBISAIOIIETOCS MOIITHBIM HHI'HOUTOPOM
reMOCTaTUUEeCKOU (PYHKIMU TPOMOOLIUTOB; 6) HAPYILIEHUS] TPAHCIIOPTA U pacpeIeIeHuUs
KaJbIUsl B TPOMOOLIUTAX.

[Ipu HacieACTBEHHBIX TPOMOOIIMTONATHX Yallle HaOJII01at0TCsl U30JIUPOBAHHbIE
HApYILICHUS B OTHOM-JIBYX U3 3TUX MEXaHU3MOB, TOT]Ia KaK IMPU BTOPUYHBIX
(mproOpeTeHHBIX) (hopMax MOTYT BBISIBISITECS OoJiee CIoKHbIE TedeKThI. Psin
TPOMOOILIUTONIATUH COYETACTCS CO CHUKEHUEM COJIEPKAHUS ATHX KJIETOK B KPOBU
(eproIMYeCKUM WM TIOCTOSIHHBIM). B 9THX cilydasiX B MOJb3y MEPBUIHOCTH
TPOMOOLIMTONIATUH TOBOPUT CTAOMIIbHOE HapylieHne (yHKIMH U (W) MOp(oJIorun
KPOBSIHBIX IJIACTUHOK, B TOM YHUCJIE U B MIEPUO bl HOPMAIM3AIIUU UX COACPIKAHUS B KDOBU.

Knunnueckas kaptuna. [Ipu Bcex ¢popmax npeo6iaagaer KpOBOTOUUBOCTh
MUKPOLHUPKYISITOPHOTO TUIIA, BBIPAKEHHOCTh KOTOPOM MOYKET BAPbUPOBATH B OOJIBIINX
npenenax. Y KEHIIMH W3-3a BeChMa OOMIbHBIX MEHOPParuii 1 0COOCHHOCTEH
TOPMOHAJILHOTO (OHA ATH (POPMBI MATOJIOTUH MAHU(DECTUPYIOT HAMHOTO CUJTbHEE, YEM Y
MY>KYMH, B CUIIy YEro yaile pacro3Harorcs. Ho nuarHoctrka BO MHOTHX CITy4asiX BCE ke
ObIBaeT MO3/IHEN.



Jlmarnoctuka 6a3upyercs Ha NCCIICOBAHUH KOJMYECTBA TPOMOOIIUTOB B KPOBH;
MOp(HOMETPUIECKOM UX U3YUEHUH (TUTAHTCKHUE TPOMOOIMTHI MpH 0oste3HAX bepHapa-
Cynbe u Mesi-Xerrnuna, MUKpo(dopMbl — ipu cuHpome Buckorra-Onnpuua;
HOpMaJIbHasl BeMWYMHA TIPpH TpoMOoCcTeHnH [ maniMana u Apyrux opmax); uccienoBaHuN
CTPYKTYPHI M YABTPACTPYKTYPhI (IJCKTPOHHAS MUKPOCKOIIHS ) TPOMOOITUTOB C
OTIpENIETICHUEM COCTOSIHUS TPAHYJISIPHOTO aIapara; pa3BepHyTOM HCCIICIOBAHUH
arperaiuy TpOMOOIIMTOB MPH BO3EHCTBUU arOHUCTOB B Pa3HBIX KOHIEHTpanusax (AJ[D,
aJpeHaInHa, TPOMOWHA, KOJUIareHa, apaxuJ0HOBOW KUCIIOTHI, PUCTOMUIIMHA) BU3YaJbHO U
C TIOMOIIIBIO arperoMeTpa; OIEHKH PEaKIiy BHICBOOOKICHHS U3 TPOMOOITUTOB
KOMITOHEHTOB TPaHyJI; OTIPEACIICHUH y9acTHsI TPOMOOIIMTOB B CBEPTHIBAHUH KPOBHU
(cpaBHeHUe TIOKa3aresel B OoraTtoit u O€IHOM TPOMOOLIUTAMHU TIIA3MeE).

[TockonbKy OU€Hb MHOTHE JIEKapCTBEHHBIE MPEnapaThl HAPYIIAIOT QYHKITUIO
TPOMOOIIUTOB, UCCJICIOBAHNE JIOJDKHO MPOBOIUTHCS JI0 JIeUeHUs Wi yepe3 5- 10 nuei
MOCJIE €r0 NMPEeKPalICHUs.

HacnenctBenHsbIil reHes 3a00J1eBaHuUs OTPEACISETCS H3YdEHHEM TreMOpparudeckoro
CEMEHHOTO aHaMHEe3a U UCCIeOBaHNEM (PYHKIIMK TPOMOOIIMTOB Y KPOBHBIX
POJICTBEHHUKOB 0OJIbHOTO. BhISBIICHHE OJJHOTUITHBIX HAPYILIEHUH (JaKe MPU OTCYTCTBUU
KPOBOTOUMBOCTH) TOBOPUT O HACJIEICTBEHHOM MpHpojie O0JIe3HU.

[IpuoOperennbie (cumnTomaruyeckue) popmbl HAOIIOAIOTCS TPU JIEHKO03aX,
napanpoTeuHeMusix, B12-nedpunutHoil anemuu, 3a00JIeBaHUSX I€YEHHU, TUTIOTUPEO3E,
ypemu, runoBuramuHo3ax. OcoOyro NOATrpyIy COCTABISAIOT TUCHYHKIIUH
TPOMOOIIMTOB, CBSI3aHHBIE C JIEKAp CTBEHHBIMUA U TOKCHMYECKUMU BO3AeHCTBUsIMU. OHH
MOTYT OBbITh 00YCJIOBJIEHBI HECTEPOUTHBIMU MPOTUBOBOCTIAIUTENILHBIMU TpETiaparaMu
(acupuH, UHJIOMETAIMH, OyTaJueH, HAPOKCEH), CYJIb(PUHINPa30OHOM (aHTypaH) U
UMUA30JI0M, HTHTHOUP YIOIMMH LIMKJIOOKCUTE€HAa3y U HapyIIarIMMu 00pa30BaHue
TpoMOOKcaHa A2; rpenapaTtaMu, HHTHOUP YIOIMHE (GochoaudcTepa3y 1 oCaabITIOIIMU
nerpananuio TAM® (KypaHTwWI, IEpCaHTHH, UHTEHCAWH, 3Y(UIUIUH); aHTar OHUCTaMH
TpaHCTIOPTa KaJlbLis (M30NTHH, KOpUH(Dap ), MPOU3BOAHBIMU (DEHOTHA3MHA (aMUHA3HH),
TPUIMKINYECKUMH aHTHICTIPECCaHTaMH (aMUTPHUITUIINH ); PSIZIOM aHTUTUCTAMHUHHBIX
npenaparoB, anb(da- u 6era-agpeHodokaropamu. CymecTBEHHO HAPYIIAIOT arperaiuro
TPOMOOIIMTOB TUKJIOMUIWH (TUKIIUA), CYJOKTUINI (CYJIOKTOH) U UOYCTPHH, a U3
KPOBE3AMEHUTENEN — pEeOTIOJUTIIFOKIH, HU3KOMOJIEKYJIIPHBIE JEKCTPaHBbI.

Jleuenmne. [Ipu Hacne1CTBEHHBIX TPOMOOIIMTOMATUSX YCTPAHAIOTCS IO BO3MOYKHOCTH BCE
BO3JIEUCTBUS (MEIUKAMEHTO3HBIE, AIKOT0JIb, YKCYC), KOTOPbIE MOTYT YCHJINTh HapyIlIEHUE
¢yHkumu TpoMOouUTOB. [Ipu npruoOpereHHBIX (OpMax MPOBOIUTCS JIEYEHHE OCHOBHOTO
3a00J1€BaHus, YCTPAHAIOTCS BPEIHBIE JIEKAPCTBEHHBIEC M TOKCUYCCKHUE BIUSHUS.
Hasnauarot BHyTph BuTamMussl C, P, A u E, B paiinon Bkinouarot apaxuc. Vckimouaror u3
UM OPOAYKTHI C YKCYCOM M IOMAIIHEr0 KOHCEPBUPOBAHUS C camMuuiataMu. BHyTpb
Ha3Ha4ar0T aMUHOKAPOHOBYIO KUCJIOTY 1O 0,2 /KT B CyTKH, OCOOEHHO BO BpeMs
MEHCTpYaIuii, a Mpu HeJ0CTaTOUHOH €€ A(h(HEKTUBHOCTH TIPOBOSAT TOPMOHATBHBIN
remocTa3. [losie3eH npuemM BHYTpb HACTOEB U3 JIMCTHEB MOJIOPOKHUKA, KPAIHBHI,



TBICSYEIMCTHUKA, PU HEKOTOPBIX (JOpMax — BHYTPUMBIILICUHbIE BBEJCHUS CYIb(haTa
Marnus (o 5-10 mu 25%-Horo pactBopa B Teuenue 5-10 quei). KynupoBanue
KPOBOTEUEHUH Y psiia O0JBHBIX C HACJIEACTBEHHBIMHU TPOMOOIIMTONIATUSIMUA JIOCTUTACTCSI
BHYTPUBEHHBIM BBeZieHHEM KpuonpeuunuTara (o 5-10 en/kr B cytku). [Ipu npody3Hbix
AHEMU3UPYIOIIMX KPOBOTEUEHMSIX, HE MOIAAIOIINXCS KOHCEPBATUBHO I Tepariuy,
BHYTPUBEHHO BBOJISIT KOHILIEHTPATHI JOHOPCKUX TPOMOOIUTOB (110 4-5 103 B CYTKH), IO
YKU3HEHHBIM MOKa3aHUSIM MPOBOSAT SKCTUPTIALIUIO MATKHU.

HACJEJICTBEHHAS TEJIEAHI' MDKTA3UA (601e3up Ocniepa-Panaio) — ayTocOMHO-
JIOMUHAHTHO HacJieAyeMoe 3a00jIeBaHue, CBI3aHHOE C HETOCTATOYHBIM Pa3BUTHEM
CYyO3HIIOTEIMAIBHOTO KapKaca MEJIKUX COCYI0B, MAJILIM COJIEPKAaHHEM B HEM KOJUIarcHa,
00pa3zoBaHKEM JIETKO KPOBOTOYAIIMX TUJIATAIIMN MaJIbIX COCYJIOB (Jalle BCEro Ha
CIM3UCTHIX 000JI0YKAX HOCA, POTOBOM MOJIOCTH, HA TIEPEXOHOHM 30HE TY0, KOXKE).
KpoBoTeuenus, mogyac 04eHb 4acThie M OOMILHBIC, BO3HUKAIOT B JETCKOM HITH
MIOIPOCTKOBOM BO3pacTe, PE3KO YCHUIIMBAIOTCS B TIEPHO/T TOJIOBOTO co3peBanws, a B 30-40
JIET MOT'YT CTAaHOBHUTHLCS MEHEE 3HAUUTEIbHBIMU. B opranax (Jaiie B JeTKHUX) BO3MOKHBI
AQHTHOMBI C apTEPHUOBEHO3HBIMU IITYHTAMHU, BTO PUUHBIM 3PUTPOITUTO30M
(moymrioOynuelt), IMaHOTHYECKOM runepeMuei ryo u koxu. YacTel u gpyrue
ME3EHXUMAJIbHbIE JUCTUTa3UU — PACTSHKMMOCTD KOXKU (PE3MHOBAs KOXkKa), CJ1ab0CTh
CBSI30YHOTO ammapara (TUInepMoOrIbHOCTh CYCTaBOB, IPUBBIUYHBIC BHIBUXH),
pOJIAOMPOBAHKME CTBOPOK KJIAITaHOB CEPIA. Y OTACIbHBIX OOJIbHBIX BBIABIISICTCS
COYETAHME TEJICaHTUIKTA3UH ¢ 0oJsie3HbI0 BriieOpanaa. 3a0oieBaHe MOXKET
OCJIOKHHUTHCS IIUPPO30M TICUCHH.

Jleuenue. B meproap1 KpOBOTEUECHHI HCTIONB3YIOTCS METOABI MECTHOM M OOIIICH
TeMOCTAaTHUECKOM Teparuu — OPOIICHHSI MECT KPOBOTEUECHHUS PacCTBOPOM TpOMOUHA B
cMecu ¢ 5%-HOM aMUHOKAIIPOHOBOM KHCJIOTOM (0XJIaXKIEHHOM ), TAMIIOHA/1a HOca
MAacJITHBIMHM TAMIIOHAMU, OTCJIOMKA CIM3UCTOM 000JIOUYKH B MECTE KPOBOTECUECHUS,
KpuoTepanusi. lHOr1a mpuxoautest mpuderarh K XUpyprudeckoMy JISUCHUIO — UCCEIECHHUIO
aQHTHOM, TIEPEBI3KE MPUBOAIINX apTEPUH, TIIACTUKE MEPETOPOJIKU HOCA, YIAJICHUIO
apTEpUOBEHO3HBIX ITYHTOB. MCTI0/IB3yIOT OapoTepanuro, NPUKUTraHus ¢ TIOMOIIIBIO
nazepa. Bece 3T MeTo bl 9acTo MAr0T JUIIb BpeMeHHbINH 3P dekT. [Ipu comyTcTByro1em
nedunmre hakropa BumeOpanaa mokasansl TpaHC(Py3UH TIa3MbI M BBEICHUS
KpUOTIPEIUITUTATA.

[IporHo3 B OOJBIIMHCTBE CITyyaeB OJAronpusTHHIN, HO BCTpEeYaroTcs (OpMBbI C
HEKOHTPOJUPYEMBIMU KPOBOTEUEHUSAMHU, TPUBOAIIMMHU K JETATbHOMY UCXO.Y.

T'EMOPPATMYECKUI BACKYJIUT. IMMYyHHBIH MEKPOTPOMGOBACKYJIUT, GOJIC3Hb
enneitna-I'eHoxa — UMMYHOKOMILIEKCHOE 3a00JIEBAHUE C TIOPAKEHUEM COCYJIOB KOKHU
(BoCTIAJIMTENLHO -ITYPITYPHBIN THUIT KPOBOTOUMBOCTH), Y psi/ia OOJbHBIX KUIIICYHUKA
(koJMKa, MeneHa) U MmoveK (BacKyJIUMTHBIN HedpuT). ['eMopparuu cBsizaHbl ¢ MOpaKEHUEM
CTEHOK MEJIKMX COCYJ0OB MIMMYHHBIMH KOMIUIEKCAMUA U KOMIIOHEHTaMH CUCTEMBI
KOMIUIEMEHTA. bOJIe3Hb 4aCTO MPOTEKAET C SIBICHUSAMM MOJOCTPOTO WA XPOHUYECKOTO
cunapoma JIBC 1 MmukpotpomMOupoBaHreM cocy0B B opranax. [1oaTomy B KOMILJIEKCHOM



Tepanuy MPUMEHSIOTCS TeapuH (BHYTPUBEHHbIEC HH(PY3UH B CPETHUX U OOJIBIIHNX J033X),
Je3arperanThl (TUKJIOTEANH) U TiazMadepes.

I'EMOPPATMYECKHE ME3EHXUMAJIbHBIE JIUCIUIA3UUA. ['pymnma
reMOpparmiecKux JUaTe30B, XapaKTePU3YIOMIAsACS HAPYIICHUSIMU Pa3BUTHS
COCIMHUTENLHON TKaHH (B OCOOCHHOCTH IMAaTOJIOTHEH KOJIJIareHa) B COYSTaHHUH C
HApYIICHUSIMU Pa3JIMUHbIX 3BEHHEB CUCTEMbBI T€MOCTAa3a — COCYIUCTOrO,
TPOMOOLIMTAPHOIO, IJIa3MEHHOTO. TUNMYHBIMU (hOpMaMHU SBIISIFOTCA TeMOpparuieckue
BapUaHTHI CUHApOMa DJepca-/lanino, KpoBOTOYUBOCTH B COUETAHUH C CHHIPOMOM
Mapdana, TpoMOOIIUTOTIATHS -TPOMOOITUTOTICHHUS MPH BPOKIECHHOM OTCYTCTBHH JTyIEBBIX
kocrelt (TAP-cunnpom), Bapuant TAP-cunapoma ¢ gepunurom dakropos VII umm X, uto
00BsACHsAETCS OJIM30CTHIO JJOKYCOB CUHTE3a KOJUIAreHa ¢ JIOKycaMu CUHTe3a BUTaMHH K -
3aBUCUMBIX ()aKTOPOB CBEPTHIBaHUS B 13-i1 XpoMOCOME, TENICAHTUIKTA3Usl — CHHAPOM
Bunnebpanna u psin apyrux Gopm. KpoBoToUMBOCTE MpH 3TUX 3a00JEBAHUSIX YaCTO
coueraercs ¢ JeeKTaMu CKeJeTa U CBS30YHOTO armapara, pacTIAKUMOCTBIO KOXKHU,
poJIAOMPOBaHUEM KJIATIAHOB CEPJII1a, HapYIICHUSMH MATMEHTAIUH (Harpumep,
ATbOMHU3M MIPH TPOMOOITUTOIIATHH XeprkMaHCKoTO -1 lymmaka), iMMyHHOMI
HEI0CTAaTOYHOCTHIO.

Knnanveckast kapTrHa CKIaAbIBACTCS U3 MTPU3HAKOB KPOBOTOYHUBOCTH
MUKPOIMPKYJISITOPHOTO MJIM CMEIIAHHOTO TUIIA U MPOSBJICHUNA COOTBETCTBYIOLINX
COCYJUCTBIX U ME3CHXUMAJIbHBIX HAPYIIICHUH.

Pa3BepHyTOE€ HcclieoBaHUE BCEX 3BEHBEB CUCTEMbBI T'eMOCTa3a (COCYAUCTO -
TPOMOOIIMTAPHOTO U KOATYJISIIHOHHOTO ) MO3BOJISIET YCTAHOBUTH TPE00IaIarome
HapYIICHUS Y MPOBOJUTH MATOTCHETUYECKOE JIeueHUE. BO3MOKHOCTh HAIMUMS SIBHBIX WM
CKPBITBIX HAPYIICHUN CUCTEMbI TEMOCTAa3a JIOJKHA YUYUTBIBATHCS MPH MPENOTIEPALMOHHOM
00cnenoBaHuU OOJHHBIX C ME3EHXUMAIbHBIMU TUCTIIA3USIMUL

Be160op Tepanuu onpenensiercs BhIABICHHBIMU HApYIICHUSIMH TeMOoCTa3a.

3.2. OCHOBHBIE KJIACCBI HACJIEJCTBEHHOM IMATOJIOI U

I'EHHBIE BOJIE3HU. VX stHoM0THYECKUM (hAaKTOPOM SIBJISIIOTCS] TEHHBIE MyTAalllH, T.€.
CTOMKHE HACJIENYyEMbIE U3MEHEHUS OCJIEA0BATEIbHOCTH a30TUCTBIX OcHOBaHuii B JIHK.
Kak n3BecTHO, B OCHOBE I'€HHBIX MYTAlM JIEKAT pa3IMuHbIe BHYTPUKICTOUHBIE
IIPOIIECCHI (3aMEHBI, IeTICIIUN, MHBEPCHH, BCTaBKH). Pesynbratom mmenenus JIHK Oyner
OTCYTCTBHME CUHTE3a IEPBUUHOIO MPOYKTA (IOJMIENTHIHOM 1IeMH ), CHHTE3 aHOMAJILHOTO
IPOJYKTA, YMEHBIICHUE CUHTE3a IEPBUYHOTO MPOAYKTa. IMEHHO 3T SIBJICHUS JIEKAT B
OCHOBE NEPBUYHBIX 3BEHHEB NATOreHe3a reHHbIX OoJie3Hel. MyTalu, BbI3bIBaIOIIME
HACJICICTBEHHBIE 3a00JICBaHMsI, MOTYT 3aTParuBaTh JTIOOBIC OCNKHU (CTPYKTYPHBIC,
TpaHCTIOPTHbIE, (PepMEHTHI). B CBSI3U C ATUM I'eHHbIE 00JIE3HU 0YEHb pa3HoOOpa3Hbl. K
cepenune 1998 r. mzpectHo cBblie 4500 MyTaluii, BbI3bIBAIOIIMX F€HHbIE 3a00JIEBaHMSI.



[lo xonM4yecTBY BOBJICUEHHBIX JIOKYCOB HACJIEICTBEHHBIE OOJIE3HH MOTYT OBITH MOHO - H
nosmreHHbpIMU. [locennue, kak npaBusio, — 00JIE3HU ¢ HACJIEACTBEHHBIM
NPEIPACTIONIOKEHUEM.

Ho3omormsarus reHHbIX 3a00JIeBaHUN OCHOBBIBACTCSI HA MyTallMOHHOM TIpr3HaKe. Pa3sHbie
MYTaIllU{ B OJTHOM U TOM XK€ JIOKYCE€ MOTYT 00YCJIOBIIMBATh Pa3IMYHbIE KIMHUYECKUE
¢dopmbl. Hanpumep, Takue KIMHUUECKH HE CXOJHbIe (JOPMBI, Kak MuomnaTus JlromeHHa
(Muonarwms niceBaorunepTpoduaeckas) u bekkepa (Mmuomnarus X-XpoMOCOMHas
niceBaorunepTpouueckas 100pokadecTBEHHas ), 00YCIOBICHbI MyTALUSIMU Pa3TMIHON
NPOTHKEHHOCTH B OTHOM T'€HE, OTBEUAIOIIEeM 3a CUHTE3 Oellka AUCTpOouHA.

MonoreHHbI€ 00JI€3HU HACJIEAYIOTCS B TTOJTHOM COOTBETCTBUM ¢ 3akoHaMu Menpens. B
3aBUCUMOCTH OT TUIIOB HACJICOBAHUS BBIIEISIOT Pa3HbIE TPYIIIBI FTEHHBIX O0JIe3HEH:
ayTOCOMHO-JOMUHAHTHBIE; AyTOCOMHO-PEILIECCUBHBIE; X-CIUEIUICHHbIE (IOMUHAHTHBIE U
petieccuBHBIC); Y -CIICTNICHHBIC, MUTOXOHIpHATbHBIC. [Ipr 7 TOM HEOOX0IMMO TOMHUTS,
YTO JIOMUHAHTHOCTh Y PEIIECCUBHOCTH SIBJISIIOTCS YepTaMu (PeHOTHIIA, a HE TEHOTHUIIA.

Ycnexu MOJeKyIsIpHOM T€HETUKY YEJIOBEKa MPUBENIM K OTKPHITHIO €I1IE OTHOM I'PYIIIIbI
00Jie3HEN, HE YKIIQABIBAIOIICHCS B KIIACCUYECKUE TUIIBI TI0 XapaKTepy HACJIE0BaHMSL.
HecMoTps Ha MX FeHHYIO IPUPONY, UX NIEpEAada U3 MOKOJIEHUS B 11O KOJICHUE HE
COOTBETCTBYET 3aKOHaM Menenst. DTa rpyIina Ha3BaHa 00J1e3HSIMHU € IKCTIAHCH e
TPUHYKJIEOTUIHBIX IOBTOPOB.

BoJie3Hu ¢ ayTOCOMHO-TOMUHAHTHBIM THUIIOM HACJIETOBAHUS XapaKTEPU3YIOTCS TEM,
YTO JUIsl X PAa3BUTUA JOCTATOYHO YHACJIEA0BaTh MYTAaHTHBIN aJulelb OT OJTHOTO POJIUTEIS.
Jlia OonbIIMHCTBA OOJIE3HEN ATOTO THUIIA XaPAKTEPHBI TAKUE MaTOJIOTMYECKUE COCTOSHUS,
KOTOPBIE HE HAHOCST CEPbE3HOTO ylIepOa 3/I0pOBbIO YEJIOBEKA U B OOJIbILIMHCTBE CIIy4acB
HE BJIUAIOT Ha €r0 CMOCOOHOCTh UMETh IOTOMCTBO. POI0CIIOBHBIE TaKUX JIUII, 0COOEHHO
ONMCaHHbIE B NPOIIUIOM, KOTJIa B Opakax ObLII0 MHOT'O JI€TEH, ald BO3MOKHOCTh
YCTaHOBUTh HaWOO0JIee TUIIMYHBIE YEPThl ayTOCOMHO-IOMUHAHTHBIX (OPM
HACJIEJICTBEHHO! I1aTOJIOTUU.

00JIe3Hb BCTPEYACTCA B KaXK/IOM TMOKOJICHUU POJOCIOBHOM, YTO HA3bIBAIOT MEpeaadeit
OO0JIe3HU IO BEPTUKAIIN, COOTHOIIIEHHE OOJBbHBIX U 3JI0POBBIX Mpubmkaercs K 1:1, y
3JI0POBBIX JE€TEH, POAUBIIMXCS OT OOJIbHBIX POJIUTEINEH, BCE I€TU 3J0POBbI, COOTHOILIEHHUE

0O0JIBHBIX MAJIbYMKOB M ACBOYCK paBHOC.

5. bonbHBIE MY)KUHHBI ¥ JKEHIIIMHBI OJMHAKOBO TEPEIar0T 00JI€3Hh MaJTbUHKaM 1
JICBOYKAM.

6. Uem Tsixenee 00J1€3Hb OTPAXKAETCS HA PENPOAYKLIUHU, TEM OO0JIbILE MPOTOPLHS
CIIOpAINUECKUX ciTydaeB (““HOBbIE MyTaluK’).



7. TOMO3UTOTHI, y KOTOPBIX 00JIE3Hb MIPOTEKAET OOBIYHO TIXKEIEE, UeM y TeTEePO3UTOT,
MOTYT POXIAThCS y ABYX OOJbHBIX POJIUTENCH.

JIOMHHAHTHO HACJIeyeMble COCTOSIHUSI XapaKTePU3YIOTC s MOIUMOPPU3MOM KIMHUYECKUX
IIPOSIBJICHUM HE TOJIBKO B PA3HBIX CEMBSAX, HO U MEXY YICHAMH OJTHOU ceMbu. Hanpumep,
npu Helpopudpomaro3e y OIHUX OOIbHBIX B CEMbE MOT'YT OBITh MHOKECTBEHHbBIE
HEUPOPUOPOMBL, a y APYTUX — JIMIIb SAUHUYHBIE KOKHBIE MPOsBICHUS. OCOOECHHOCTHIO
psfa TOMMHAHTHBIX 00JIe3HE! SIBJISETCs BbICOKasi BapuabeabHOCTh CPOKOB UX
BO3HHUKHOBEHMS 1a’KE B IPEAENIAaX OAHOM ceMbU. HarmsimHbIM MPUMEPOM CITY’KUT XOpes
['enTrHrToHa. Bo3pacTHble NPOSIBICHUS MIEPBBIX €€ MPU3HAKOB XaPaKTEPU3YIOTCS
HOpPMAJIbHBIM pacTpeielieHueM ¢ HauOOoJIbIIeH MPOosBIIsieMOCThIO pUMEpHO K 40 rogam.

[Ipu TsHKENBIX COCTOSHUSIX, KOTAA Y OOJIbHBIX CHM)KEHA BO3MOYKHOCTh UMETh NTOTOMCTBO,
POZIOCTIOBHBIE HE TUITMYHBL, TAK K€ KaK U B T€X CJIy4asX, KOrja MyTalHs BO3HUKAET
BIIEPBBIE B 3aPO/IBIIIEBBIX KIIETKAX (CIIOpaIMIECKUE CITydan).

HawnGostee yacTo BCTpeyaroTes CISNYIONIME reHHbIe 3a00JIeBaHuUs ¢ ayTOCOMHO -
JIOMHHAHTHBIM THIIOM HacJieZIoBaHus: 00yie3Hb Pexmarxaysena (Heipoguopomaros),
cunpoMbl Mapdana, Diepca-Jlanno (HeCOBEpIICHHBIN JeCMOTeHe3), aXOHIPOILIa3usl,
HECOBEPIIICHHBIN OCTEOTreHEe3, MUOTOHUYECKAs TUCTPO (usl.

bose3nn ¢ ayrocoMHO-penecCMBHLIM THIIOM HACJICI0BAHUSA TIPOSBIISIOTCS Y JIHI]
TOJILKO B TOMO3UTOTHOM COCTOSIHUU. |'€Tepo3uroTsl (heHOTUTTUYECKU (KITMHUYECKN) HE
OTJIMYAIOTCA OT 3[I0POBBIX JIMI] C IByMSI HOpMaIbHBIMU aJUICIISIMH.

JIJI penKuX ayTOCOMHO-PEIIECCHBHBIX 3a00JIeBaHNI XapaKTEPHBI CIICAYIOIIHNE TPU3HAKH:
1) ponuTtenr 0OBITHO 3710POBHI;
2) yeM OoJIbIIIe AETEH B CEMbE, TEM Yallle BCTpedaeTcs 00yiee 0THOTO 0OJIbHOTO peOCHKA,;

3) 4em peke BCTpEUaeTcsl MyTaHTHBIN T'€H B MOMYJISIIIUU, TEM Yallle pOJUTENIN O0JIHHOTO
peOeHKa SBISIOTCS KPOBHBIMU POJICTBEHHUKAMU;

4) ecim 607BHBI 00a cymnpyra, To BCe I€TH OyayT O0IbHBIMU;

5) B Opake 00JILHOTO CO 3/I0POBBIM POKIAOTCS 3/I0POBBIE AETU (€CIH 310POBBIN HE
TETePO3UTOTEH);

6) B Opake 00JIbHOTO C HOCUTEIEM MYTAaHTHOTO aJUIeIIsl POKAAETCS MOJOBUHA OOJIbHBIX
JeTel, YT0O IMUTHPYET JOMUHAHTHOE HacJeoBaHue (TICEBIOIOMUHUPOBAHUE);

7) 00a noJia mopa)karoTCsi OIMHAKOBO YacTo.

Bbpaku, B KoTOpbIX 002 pOAUTENS reTepO3UroTHBI, Hauboee yacTol. Cerperanus
MOTOMCTBA COOTBETCTBYET MEHIEIIEBCKOMY COOTHOIICHUIO — | (3/10pOBBIif): 2



(rerepo3uroTsl): 1 (60apHOI). Puck mosBineHns 60a6HOTO peOCHKA B TAKOM Opake
coctaBisieT 25%. Mano1eTHOCTh COBPEMEHHBIX CEMEN 3aTPYTHAET YCTAaHOBJICHUE
PELIeCCUBHOTO XapakTepa 3a00JIeBaHMsI, HO €0 MOYKHO OOBSICHUTh IBYMS
00CTOATENHLCTBAMMU:

1) poxxnenue pedbeHKa B KPOBHOPOACTBEHHOM Opake U 2) BbISBICHUE OMOXUMUYECKOTO
nedekra y 000ux poauTeneid, eciiv npu 3a00JeBaHUU U3BECTEH NIEPBUUHBIN
OmoxuMmdecKuit 1eeKT.

bpaku, B KOTOpBIX 00a poAUTENsi TOMO3UTOTHBI, OY€Hb peAKU. EcTeCTBEHHO, 4TO BCE I€TH
B 3THX CEMbSX OYIyT TOMO3UTOTaMH, T.€. 00JLHBIMU. B Tex cembsx, rae y O0JbHBIX
poauTenei, HapuMep alTlbOMHOCOB, POMKIATUCH 30POBBIE IETH, 3TO HECOOTBETCTBHE
0OBSICHSJIOCH MYTAITUSIMU B PA3HBIX I'eHaX. TaKue JAETH SIBJISIOTCS TBOUHBIMU
reTepOo3UroTamu.

Bpaku rerepo3urot (310poBbI€) C TOMO3UIOTaMH (0OJIbHBIE) BCTPEYAIOTCSI B OCHOBHOM
cpeau KpOBHOPOACTBEHHBIX OPaKoB.

Ham6Gonee Tunmmanbie (hopMbI 3a00JI€BaHUI ¢ ayTOCOMHO -PEIIECCUBHBIM THITOM
HACJIeIOBAHUS — MYKOBHCIINI03, (DEHIIIKETOHYPHSI, TAJITAKTO3EMHS, TeraTonepeOdpaibHas
nuctpodus (6o1e3up Biiibcona-KoHnoBanoBa), aipeHOT€HUTAIbHBIA CUHIPOM, TaIeTo -
pEeTUHANILHBIE JIEr€HEepallii, MyKOTIOJIMCaXap U036l (HE BCE THIIBI).

BoJie3nu ¢ X-cuemieHHbIM JOMMHAHTHBIM THIIOM Hacjief0BaHusl. OCOOEHHOCTH
HacJleIOBaHuUs 3TUX 00JIe3Hel 00YCIOBIICHBI TEM, UTO Y JKEHIIUH UMEtoTCs 2 X-
XpOMOCOMBI, a2y My»4uH — 1. CiienoBaTenbHO, )KEHIIMHA, YHACIEA0BAB OT OJHOr0 U3
pOAUTENEN NATOJOTUIECKUN aJlJIeNIb, SBJISETCS FE€TEPO3UTOTHOM, a My)KUMHA —
reMU3UTOTHBIM. 1Ipy 3TOM THIIE HacIenO0BaHUsI OCHOBHBIE XAPAKTEPHUCTUKU POJOCIOBHBIX

CJIEYIOIIHE:

1) nopaxaroTcsi U My KYUHBI U >KEHIIUHBI, HO OOJIbHBIX JKEHIIMH B 2 pa3a 00Jibliie, 4eM
MY’KYUH;

2) 60JBHBIC KEHIIMHBI B CPEAHEM TIEPEIAt0T IMAaTOJOTHYCCKUHA aJlieilbh ITOJI0BHUHE CHBIHOBEH
Y TI0JIOBUHE JIOYEPEN;

3) 601bHOM MYy>KUMHA NIEpeaeT NaToJIOrHYeCKHUA aliedb BCEM JOUYEepsIM U He TiepeacT
CBIHOBBSIM, ITOCKOJIBKY OHH IOJYYaroT OT OTHA Y -XpPOMOCOMY;

4) B CpeTHEM JKECHIIMHBI 0OJICIOT Jierde (OHU reTepPO3UTOTHEI ), YeM MY>KUYHUHBI (OHU
reMu3uroTHsl). bose3Hns 6oliee BapradenbHa y TeTepO3UrOTHBIX JKCHIIUH.

[To X-criermieHHOMY JOMUHAHTHOMY THITY HacJEAYIOTCS BUTaMUH-D-pe3nucTeHTHBIH
paxut (HacneacTBeHHas runodocdaremus). Eciu popMbl 0071€3HU TSKENbIE U JIETATbHBIC
B F€MU3UTOTHOM COCTOSIHUM (HEIepKaHue MUTMEHTA, POTO-HUIIe-TIATbIIEBBINA CHHAPOM,



dokanbHas KO)KHAS TUTIOIIIAa3Hs ), TO BCE MATbUHKH MOrn0aroT. boibHbIME OBIBAIOT
TOJILKO JICBOYKH.

BoJie3nu ¢ X-cuemieHHbIM pelecCUBHBIM THIIOM HACJIE0BAHUA BCTPEYAIOTCS PEIKO.
[Ipu 5TOM >KEHIIIMHBI TPAKTUUYECKH BCETJIa TETEPO3UTOTHEI, T.€. () CHOTUITUUYECKH
HOPMaJIbHBI (3JJ0POBbI) U SBJIIOTCS HOCUTEISIMU. BOJIbHBIMU OBIBAIOT TOJIBKO MYKYHHBI.
XapakTepHble OCOOEHHOCTH 00JIE3HEN ATOTO TUIA PA3JIMYHbI B 3aBUCUMOCTH OT
HapyLICHUS PENpoyKLIUH.

[Ipu mapymeHnn penpoaykiuy (MplmedHas 1ucTpodus [omenna, cHEAPOM
TECTUKYJSIPHON (DEMUHUBAINH) B POJOCIOBHBIX BBISBIISIOTCS CICAYIONIME IPU3HAKH:

1) 601bHBIMH OBIBAIOT TOJIKO MATbYHKH;

2 ~ ~ 1 ~
2) 0K0J10 “/3 GOTBHBIX MMPOUCXOIAT OT MaTepei-HOCHUTENEH, /3— 3a CUET HOBBIX MYTAIHid B
X-XpOMOCOME MATEPH;

3) B yHacIeIOBaHHBIX CIyJasX Y OOJbHBIX MaJIbYUKOB MOTYT ObITH OOJIbHBIC OpaThs 1
151 1o Matepu. HoBbie MyTaluu SIBISIIOTCSI CTIOPAANIECKAMHE WA W30JIMPOBaHHBIMU
CIIy4asiMU; CECTPbI OOJIbHBIX OPaThEB B YHACIEIOBAHHBIX ClTydasix UMEOT 50% I1aHChI
OBITh TOKE HOCUTEISIMU MATOJIOTUYECKOr0 aJUIes;

4) Takue cecTpbl-HOCUTENN NEPEIat0T I'eH MOJOBUHE ChIHOBEW (OHU OOJIbHBIE) U MOJIOBUHE
noudepei (OHH HOCHUTENHN);

5) 310pOBbIE MYKUMHBI HE TIEPEIAI0T OOJIE3HU.

B otcyrcTBHe Hapymenuit penpoaykimu (remobwmmsa A u B, Hemoctarounocts ['-6-DJII)
XapakTepHbI CICAYIONINE OCOOCHHOCTH POJOCIOBHOM:

2 .
1) momst yHaACIeIOBAaHHBIX CITy4aeB BIIIE, yeM /s,

2) 60JIbHBIE MY>KUHHBI NIEPEIAIOT NATOJOTMIECKUH aJUIENIb BCEM CBOUM J0YEPAM U
HUKOMY U3 CBIHOBEM;

3) Bce peHOTUMUYECKH HOPMATIbHBIE 104€PHU OOJBHBIX MY>KUHMH SIBJISIIOTCS. HOCUTEIISIMU;

4) B Opake KEHILMHbI-HOCUTENS ¢ 00JIbHBIM MYKUMHOM MOJOBUHA 104Yepel — OOJIbHBIE,
MOJIOBMHA HOCUTENH, MOJOBUHA CBIHOBEHM — O0JIbHBIE, TIOJIOBHHA — 3JI0POBEIE;

5) MHOT 1A FETEPO3UTOTHBIE JKEHIIMHBI MOT'YT OBITh OOJIbHBIMU B CBSI3U CO CIIy4allHOU
reTepOXpOMAaTHHU3ALMEN XPOMOCOMBI C HOPMAJIbHBIM AJUIEJIEM BO BCEX WJIM ITOYTH BO
BCEX KIIETKAX.

K X-cuemnieHHbIM perecCUBHBIM 00JI€3HSIM OTHOCSITCS TeMO(IIINS, MBIIIIEYHAs
nuctpodus Hromenna, cunapom ['yHrepa (Mmykononucaxapuaos Il tuna), cunapom Jlema-
Haiixana (runepypukemus).



Y-cuemieHHbIH THII HacJeaq0BaHusA. [[uTensHoe Bpems nojaraim, 4To Y -XpoMocoma
COJIEPIKUT TOJILKO TeTepOXpOMaTHBHBIC yuacTku (0e3 renoB). HoBelime nuccienoBanust
MO3BOJIMIIA OOHAPYXKUTh U JIOKAIM30BATh PSAJl TEHOB B Y -XpOMOCOME, T'€H,
JETEPMUHUPYIOIIMI pa3BUTUE CEMEHHUKOB, OTBEYAIOUIMI 3a ciepMaTtoreHes ((paxrop
a300CTIEPMUN ), KOHTPOJUPYIOIINI HHTEHCUBHOCTh POCTA TeJa, KOHEYHOCTEH U 3yOOB.
OBoJioCEHNE YIITHOM PAKOBUHBI KOHTPOJIUPYETCA TEHOM, PACIIOJIOKEHHBIM B Y -
xpomocoMe. Ha 3ToM npusHaKke MOKHO BHAETh XAPAKTEPHBIE YEPTHI Y -CLUEIVIEHHOTO THUIA
nepenauu. [IpuzHak nepenaercs BCeM MaJlbuMKaM. ECTECTBEHHO, YTO MAaTOJOTUYECKUE
MYyTaliH, 3aTparuBaroiiye GopMUpOBaHNE CEMEHHUKOB WM CTIEPMATOT€HE3, HE MOTYT
HACJIEIOBAThCSL, IOTOMY UTO 3TH MHIUBH/IbI CTEPUIIbHBI.

7.3. METOJbI NCCJIEAJOBAHUA 'EMOCTA3A

IMPOBbI HA PEBUCTEHTHOCTbD (JIOMKOCTb) KAIIMWJIJISAPOB. U3
CYLIECTBYIOIIUX MPO0 (MAHKETOYHASA, DAHOYHASL, TPEHUSA PE3UHKOM,
aHI'MOpe3uCTOMeTpHs) HauboIee JOCTYIIHA M MH(POPMATHBHA MaHKeTOYHAA MPoda,
B KOTOPOii ONpeIeISII0T YHCJI0 U pa3Mepbl reMOpparum, 00pa3oBaBIIMXCs B 00J1aCTH
JIOKTEBOI'0 cruda B Kpyre 1MamMeTpoM S CM IocJjie S-MUHYTHOIO C1aBJIeHUs IUIe4ya
manxeToii mpu 90-100 mm pr. c1. Yncsi0 nerexuii 6os1ee 10 yka3piBaeT Ha
MOBBIIIEHHYI0 JIOMKOCTb MUKPOCOCY/A0B, YTO YACTO CBA3aHO ¢ TPOMOOLIMTOIIC HHE,
TPOMOOMTONATHEH, BACKYJIUTOM, cHHApoMoM /IBC, npueMoM aHTHKOATYJISIHTOB,

runoButamuHo30M C u P, runepicTporenemmuei.

JJINUTEJBHOCTDHb KPOBOTEYEHMUSI. BmecTo npo0bI [Ibloka (ckapudukanus
MOYKH yXa) B HACTOSIIIee BpeMs MCIIOJIb3YIOT 00Jiee YyBCTBUTEIbHbIC IIPOOLI, B
KOTOPbIX BpeMsl KPOBOTeYECHH MCCIeAyeTcsl HA (pOHE MCKYCCTBEHHO CO3JAHHOIO
BEHO3HOIO cTa3a. B npo0e AlBM HA IU1€Y0 HAKJIAJABIBAIOT MAHKETY OT anmnapara i
usmepennst A/l v moxaep:;kuBaOT B Hell 1aBiieHue B 40 MM PT. CT., OCJIE Yero Ha
JIAZOHHOM MOBEPXHOCTH BEePXHEH TPETH NMpeaIlIeYbs 1eJIAI0T CKAPUPUKATOPOM
nomnepeYHble HaceuKu riyonnoit 1,5-2,0 mm, puibTpoBaIBLHOM 0YMAroi 0CTOPOKHO
CHUMAKT KaIUIi KpPoBH Yepe3 Kaxabie 15-30 c. B Hopme 4epe3 3-4 mun pasmep
NATHA KPOBU HA OymMare HAYMHAeT YMEHbIIATHCS, U Yepe3 6-8 MUH ncTeyeHHe KPOBH

npekpamaercsi. [Ipu TpomOoTONE HIIM, TPOMOOIIMTONATUSX, 00JI€3HU



BuuieOpanaa u octpom /IBC-cunapome Bpemsi M 00beM TepsieMOii KPOBH
BO3PacTaloT. YBeJNYeHHue BpeMeHH KPOBOTeYeHUI MOKET ObITH 00yCJI0BJICHO
MPHEMOM HeCTePOMIHbIX IPOTHBOBOCHAJIUTEIbHBIX MPEeNapaToB — ACNUPHHA,
WHIOMETALUHA U JPYIrUX, HAPYIIAKIIUX ArperaifuoOHHY0 QyHKIUI0 TPOMOOIMTOB, a
TaKsKe B MpoLecce Je4YeHHs Je3arperaHTaMy HanpaBJIeHHOTO AefiCTBUS —
TUKJIONMUIANHOM (THKJIUIOM), KJIONHUIO0TPeieM, HHrHOMTOPAMHU PelenTopoB
TPOMOOUMTOB, NIPOM3BOAHBIMHU MPOCTANMKJINHA (WJIONPOCT, Ba30NMPOCTaH).
Ilepe103MpoBKa AaHTHKOATYJISTHTOB HENPSIMOTO JeiicTBHSI (KYMapUHOB, (DeHUJIMHA)
TaKKe MOKEeT CONMPOBOKIATHCS NMOBbIIIEHUEM JIOMKOCTH MUKPOCOCY/IOB M
yBeJIM4eHHEeM BpeMeHH KANWLJIAPHOro KpoBoTeyeHus. Ilpoda ucciaenyer

TPOMOOLUTAPHOE 3BEHO reMocTa3a.

IMOJACYET TPOMBOILINTOB B KPOBMU npoBoasT B kamepe [ 'opsieBa Wiv ¢ MOMOIIIBIO

CUETYMKOB KJIECTOK. Baxkueimmii crioco0 auarHocTHKy Tpomoonutonennn. Hopma — 150-
400-10°9/1.

HcciienoBanne coep:RkaHusl MErakapuoLMTOB B TPENaHATaX KOCTHOIO MO3ra,
BpPEeMEHH HMPKYJISIUA TPOMOOLIMTOB B KPOBOTOKE, OIIPe/iesie HIe
AHTUTPOMOOLIMTAPHBIX AHTUTE HEOOXOAUMBbI 11l AMATHOCTUKH NPHUYHMHbBI

TPOMOO M TONICHU H.

PETPAKIUA KPOBAHOI'O CI'YCTKA 3aKkoHOMepHO HapylaeTcsi Ipu
BbIPa’KeHHbIX TPOMOOLMTONEHUAX, TPOMOacTeHUH [VIaHIIMaHA U ypeM H4eCcKoi

TPOMOO M TONIATHH.

N3YYEHUE PASMEPA TPOMBOLUTOB ocymecTBiisieTcsi B Ma3Ke KPOBH, HO

0oJ1ee NPpaBWIbBHO H 6blCTpO C IIOMOIIBI0 ABTOMATHYECCKUX CHCTYNKOB KICTOK KPOBH

0 ruCTorpamme.

ITO NMO3BOJISAET CyAUTb 0 HAJIMYHUH PA3HBIX HOl'[yJ'IﬂIIHﬁ ITHX KJIETOK B KPOBH

HCCJIeIyeMOT0, 1aeT uH(GopManuio o psaae ux anomayuii. Ilpu ogaunx



TpoMOouuTONaTusX (CuHApPoM Buckorra-Ouipuya) B KpoBH Npeod1aia0T
TPOMOOLMTHI MeHee 2 MKM B IHaMeTpe, IPU APYrUX — TUFAHTCKUE (POPMBI 10 8 MKM

u 0osiee (anomanuu bepnapa-Cynbe, Mesi-Xerrymmna).

IIpu psize TPOMOOLMTONATHH ITH KJIETKHU O¢AHBI IPaHYJIaMU, IPH APYTrUX —
HAapyLIeHbI HEHTPATU3ALUA U BbICBOOOKICHHE IPAHYJI IIPH PACILIACTHIBAHUY B
nmpouecce aare3uy u arperanuu. Bee 3Tu cBoiicTBa, a TaKKe CIIOCOOHOCTH
TPOMOOIUTOB K PACIIACTHIBAHUIO U 00PAa30BAHUIO OTPOCTKOB MOI'YT OBITH M3Y4Y€HbI
C MOMOIIBLI0 O0BIYMHOM ¥ CKAHMPYIOLIEH JIEKTPOHHOM MUKPOCKOIINH, a TAKKE

ontuku Homapckoro.

HCCJIEJOBAHUE AJITE3UBHO-ATI'PETAIIMOHHOM ® YHKIIUH
TPOMBOIIUTOB. Baskueiinee 38eH0 J1a00pATOPHO i IMATHOCTUKH 00JIbIIMHCTBA
TpoMOonuTONaTHU. B HAcTOsIIIEe BpeMsl pa3pad0TaH Psi JIETKOBBINOJHHUMbIX H
001EeIOCTYITHBIX METOAMK (BU3YAJIbHOM, MUKPOCKOIIMYECKON U aNNIAPATHOM)
perucTpauum 3TuX pyHKuMid. B kauecTBe HHAYKTOPOB arperanuy MCIoJIb3yT
AlI®D, koJJIATeH, aIPeHAJIUH, TPOMOMH, aPAXUTOHOBYI0 KHCJIOTY, T€éMOJIN3AaT

JPUTPOLIUTOB U APyIrHe areHThI.

BPEMS CBEPTBIBAHMUS — riio0aibHbI TECT, XapaKTe pU3yIo LU
CBEPTHIBAKOILYI0 CHCTEMY KPOBH B LIEJIOM, HO MAJIOUYBCTBUTEIbHBIN. Tak OH He
H3MEHAETCH AaKe NP ABHBIX PACCTPOMCTBAX KOATYJIALUH, HAIPpUMEP IPH
yMepeHHOU reMo(puiuu. ['oauTes T0/1bKO 1S KOHTPOJIS renapuHoTepanuu. B

HOpPMe 8 MUH M MEHbIIE.

TPOMBHUHOBOE BPEMS (TB) xapakrepu3zyeT COCTOSIHHE KOHEYHOI0 3Tana

npouecca CBepTbIBAHUA KPOBHM M HAPYIIAETCS NIPU TUI0- U AUC(PUOpHHOre HeMUX,

JABC-cunapomax, JieYeHUH renapuHoOM, FTHPYAUHOM M TPOMOOJIMTHKAMM.

IMPOTPOMBHUHOBOE BPEMS (IIB) xapakTepu3yeT Npouecc CBePTHLIBAHUA NPH
3aIycKe €ro no “BHeIHEMY’ MeXaHHU3MY, YTO JOCTUraeTCs 100aBJIeHHEM K

nccnenyeMoﬁ III/ITpaTHOﬁ IVIa3MeE XJT10pUaa KaJdbuus U TpOMﬁOlUIaCTl/IHa.



Koary/sinmoHHasi aAKTUBHOCTh TPOMOOIVIACTHHA TECTHPYETCH HA CMEIIAHHOM
o0pa3ue HOPMAJILHOM IVIA3MbI U He JI0JI’KHA NpeBbIATh 15 ¢. JInmb B
CIeMAJIBbHBIX UCCJICOBAHUAX (HAIIPHMEP, IPU BbISBJICHUHM BOJIYAHOYHOIO
AHTHKOATYJISIHTA) UCIOJIB3YEeTCsl TAK HA3bIBAEMbIil 0C/1a0JICHHBIN TPOMOOILIACTHH
aKTHUBHOCTBIO B 25-30 c. B oTeuecTBeHHOM JINTEpPaTYype J0Jr0€e BpeMs

M CTIOJIB30BAJICS PacyeT MPOTPOMOMHOBOT0 HHAEKcA MO0 opMylie:

IIpu McnoJib30BaHUU ITOH (POPMYJIBI MACKHPYETCH MCXOAHAS AKTUBHOCTH
HCII0JIb30BAHHOI0 TPOMOOIJIACTHHA, He YYUTHIBAETCH €r0 YyBCTBUTEJIbHOCTD K
AepuuuTy GaKkTOpPOB MPOTPOMOMHOBOI0 KOMILIEKCA, KOTOPAasi B COBPEMEHHbIX
AMArHOCTHYECKHX HA0OPaX MAapPKUPYETCH KaK MHICKC YYBCTBUTEIbHOCTH — ISI 1
INR. IIpu 3T0M HCHOJIB3YeETCH CJSAYIOIIMI HOBBIN pacyeT MPOTPOMOMHOBOIO

otHomeHus (I10):

JTOT NPUHATHIN B HACTOsAILIEE BpeMsl pacuyeT 0COOCHHO BasKeH /ISl IPABUIBHOI O
A03MPOBAHMS AHTUKOATYJISTHTOB HENPAMOI 0 JieiicTBUS (KyMAPHMHOB, (e HUIMHA).
IIpu npopuiaakrnyeckom npueme tux npenaparos IO noaaep:xuBaroT B nnpeaeaax
2-2,5, npu Jie4eOHOM — B npeeJiax 2,5-4. Yrpo3a pa3BUTHSI FeMOPparuyeckux
0CJI0KHeHHMI Bo3pacTaeT Mo Mepe noBbieHus I10. 3HaunTeNbHOTO MOBBILICHUA
IO (0onee 3,5) cienyer n3deraTe B CTAap4eCKOM BO3pacTe, NPH HATHYMHU
apTepUaAIbHONM rHIEPTOHUH (YIPO3a KPOBOM3JIMSHUSA B MO3T), IPH 00J1€3HSAX MEYCHH
U 1pH 3200JIeBaHUSX, CO3JA0IIMX NPEAPACIIOI0KEHHOCTh K KpoBoTeyeHusiM. [lpu
HOPMAJbHOM TPOMOMHOBOM BpeMeHH 3aMe/lJIeHHe CBePThIBAHMSA B
NMPOTPOMOMHOBOM TeCTe MOKeT ObITh 00YCJI0BJICHO HA PyllIeHHEM Ie4YeHOYHOT 0
cunTe3a paxkTopos VI, X, V u Il npu naro/ioruu nevyeHu, MCoJab30 BAaHUEM
AHTHKOAT'YJISTHTOB HENPSAIMOTIO AeHCTBHS, a TaK:Ke AepuuuroM BuTamuua K, npu

MeXaHHYeCcKo# (00TypanMoHHOI) sKeJITyXe.

AKTUBUPOBAHHOE YACTUYHOE (ITAPIHIUAJIBHOE)
TPOMBOIUIACTUHOBOE BPEMS (AUYTB uau AIITB). Tect Bocipou3BoaAUT



cBepThIBaHME M0 “BHYyTpeHHeMY” nyTH. K pexkanbuuduumnpoBaHHoii nja3me
A00aBJIAIOTCH KA0JUH U Ke(daiuH. B city 3T0ro TecT CTAHOBUTCSH TOYHbBIM,
BOCIIPOM3BOAUMBIM, BLICOKOYYBCTBUTEIBHBIM K Ae(PUIUTY (PAKTOPOB,
Y4aCTBYHOLIMX BO “BHYTpPeHHeM”’ mMexaHusMme cBeprbiBanus (pakropos VIII, IX, XI).
pu nepummre 3TNX pakropos AIITB yrnuHseTCS NPH OCTAIOIMXCH HOPMATbHBIMH
IIB u TB, 4T0 0c00€eHHO XapakTepHO 1J5 reMo¢uaun u 6oe3nu Buieopanaa. Ipu
reMopparu4eckoii 00J1e3HA HOBO PO KIEHHbIX, THXKeJIbIX 32001eBAHUAX IE€YEHH,
MEXaHUYECKOH KeJITyXe, JJeYeHUU AHTUKOATYJISIHTAMH HENPAMOro e icTBUS
(kymapuHbl, peHwinH) HapymawTces kak AIITB, tak u IIB npu Hopmaabsaom TB, a

IPpA JICYCHUHU IT'CIIAPHHOM U TpOMﬁOJII/ITI/IKaMI/I — BCE€ TPH TECTAa

PA3JIEJIBHOE OIIPEJAEJIEHUE AKTUBHOCTH ®AKTOPOB
CBEPTBIBAHMUS. /JanbHeiinee yToUHeHHMEe MeXaAHM3MOB HAPYIICHUSA
CBEePTHIBAE€MOCTH KPOBH MPOBOJIUTCH ¢ MOMOLILIO AU depeHIUPYIOLIMX TecTOB. Bee
OHM OCHOBAHBI HA NIPUHIUAIIE KOPPEKUMH, T.¢. HA ONPeAeJIeHUN TOr0 (paKTOpa, NpH
A00aBJIEHMH KOTOPOI0 BbISIBJICHHbIC HAPYLIeHHUS ycTpaHsiroTes. s 3toro
HCIOJIB3YIOTCS BXOASIIHME B IUATHOCTHYECKHE HA00PHI 00pa3ubl MJIa3Mbl C
HU3BECTHBIM J1e()MIMTOM TOTO UM MHOTO (haKTOpa CBEePTHIBAHMS, 4 TAKKE
KOPPeKIMOHHbIE MPOObI ¢ aJ1COPOUPOBAHHOM CEPHOKNCJILIM 0apueM HOPMAJIBLHOM
IJ1a3MOM, KoTOpas JueHa paxkropa IX, Ho conep:xkut pakrop VIII, u ¢
HOPMAJIbHOM CHIBOPOTKON HECKOJIBKHUX JHeH XpaHeHud (B Hell umeercs gpaxkrop IX,

HO HeT ¢akTopa VIII).

JlonoiHuTe/1IbHO pasrpanndenue Aedunurta ¢pakropos VII, X u II moxkeT ObITH

OCYIIECTBJIEHO ¢ MOMOIILIO MPOO € IK30reHHbIMHM K0ATr'yJIa3aMu U3 3MEMHBIX SITI0OB
(Tada. 7.3).



HNCCJIEJAOBAHUE AHTUKOAI'YJISIHTHOI'O 3BEHA. BriioyaeT B ce0s1
onpeaeeHre AKTUBHOCTH aHTUTPoMOMHA 111 1 ero renapuH-Ko(paKTOPHOIO
AercTBUsA, NPOTeHHOB C M S, a Tak:Ke AHTUI'€HOB 3THX HHTMOMTOPOB CBEPTHIBAHUSA U
anbpa-2-Makporio0ymmHa. OnpenejasiioT Tak:ke YyBCTBUTEIbHOCTD IJIA3MbI
00JIBHOTO C HAKJIOHHOCTBHIO K TPOM003aM M AKTMBHPOBAHHOMY NpoTeuHy C: npu
TpOoMOOpuiInu, 00ycJIOBJICHHON aHOMAJMel GakTopa V, aKTMBUPOBAHHBIH NIPOTEHH

C nmamHoro ciaadee ynimnsetr AIITB, yem B HOpMme.

HNCCIEJOBAHUE ®UbPUHOJIN3A BKiI0OYaeT B ce0s OnpeaeieHue CoAepPKaHus
B IIa3Me MPOAYKTOB pacuieiieHus puopuHorena u ¢pudpuna (II1P), ouenky
CIIOHTAHHOI'O JIM3HCA KPOBAHOIO CIYCTKA M JIM3UCA IYIVIO0YJIMHOBOM (ppakumu
IU1a3Mbl, B KOTOPO# COXPAHSIIOTCH IJIA3MUHOI€H U €r0 aKTUBATOPbI, HO OTCYTCTBYIOT
(o ycioBuSIM 00padOTKH IVIa3Mbl) AHTHILIA3MUHBI. JI0MOJHUTEIBHO UCCIEAYIOT
IYrJ100yJIMHOBbI Ju3nc npu akTuBanuu pakropa XII (Xaremana) KaoJmHOM, T.e.
3amycke (puOpuHOIM3a N0 “BHYTPeHHeMY” MexaHu3my. UcciienoBanue
IYrJ100yJTMHOBOTO JIM3HUCA 10 U MOCJIe TIepesKaTHs COCY/AO0B IUIeYa MaHKETOH B
TeyeHue 15-20 mun npu 80 MM pT. CT. MJIM IPH NIEPEeKATHM UX B TeYeHUe 3 MUH NIPH
AABJIEHUM BbIIE MAKCUMAIBHOIO A/l BBISBISIET CIIOCOOHOCTDH JHAOTEIUA

NMpoaAYUHPOBATH H BbIICJ/IATH B KPOBb TKAHEBBIH AKTHBATOP IVIa3MHUHOI' €HA.
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