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AXTyanbHOCTb POOJIEMBI.

JBC-cunapom - Hecienupu4ecKuil YyHUBEPCATIbHBIN MPOIIECC, OCIOKHSIIOMINN TeUeHUE
pa3IUYHbIX 3200JI€BAaHUM U ABJIAIOMIMICS TPUUYMHON BBICOKOU JIETAIIBHOCTH.
MHuorouuciieHHble GyHIaMEHTAIbHbIE PA0OTHl OTEUECTBEHHBIX U 3apyOEkKHBIX aBTOPOB
ITOCBAIIEHBI BOIIPOCAM 3THOJIOTHH, NTATOrEHE3a, AMarHocTUKU 1 nedenus IBC-cunapoma .
Jloka3ano, uro JIBC-CHHIPOM OCIIOKHSET U MPEIONPEAEISIET IPOTHO3 pslia

(dopM aKyiepckoil maToyoruu , THPEKIMOHHO-CENTUYECKUX 3a00JIeBaHUM , TPABM,
0’KOI'0B, OIIEPAaTUBHBIX BMEUIATEIILCTB U BCEX KPUTUUECKUX COCTOSHUN
COIPOBOXKIAOMINXCA CUHIPOMOM IIOJIMOPTAHHOW HEJOCTATOYHOCTH

JABC-cunapom, sSBISSICh OJHOM U3 IIABHBIX PUYHMH NOJUOPTaHHON HETOCTATOYHOCTH, B
3HAYUTEIBHOM CTENEHH MPeIoNpeAesieT UCX0 T OONIE3HH, a JIeUCHUE

ATOr0 CHUHJIpOMa MPECTaBISET TPYAHYIO 33J]a4y U JaJIeKO He Bceraa ObIBAaeT yCIEeIHbIM

I'emopparnuyeckuii cunapom u JIBC — cungpom

Onpeodenenue u oduee npeocmasieHue 0 2emMoppauieckom CUHOpome
I'emoppacuueckuit cunopom (I'C) — cocmosinue, xapakmepuzyroujeecsi 8pDeMeHHOU UIU
NOCMOSAHHOU KPOBOMOUYUBOCMBIO, M.€. CAMONPOUIBOTILHBIM 8bIXO00OM KPOBU U3
HEeno8pedicOenHo2o pycia.

Ecnu roBoputh 0 HO30M0THYECKHX (hOpMax, TO 3TOT CHHIIPOM MPECTaBICH
reMOpparndecKUMH TMaTe3aMH — 3TO TpyIa 3a00JeBaHNN, PA3TMYHOTO MTPOUCXOXKICHHUS,
HO 00BETMHEHHBIX MPU3HAKOM KPOBOTOYHUBOCTH.

Paznu4arot HaciecTBEeHHbIE (CeMEiHbIEe) (POPMBI TEMOPPAruii C MHOTOJICTHEH,
HaYyMHAIOIIIEICs yalie BCEro ¢ AETCKOro BO3pacTa KPOBOTOUMBOCTBIO, U MPUOOPETEHHBIE
¢dbopMBbI, B OOTBIIMHCTBE CBOEM BTOPUYHBIC, CHMITTOMATHIECKHE.

HacnencrBennsie popmbl B IEpBYIO 04epeib MPEACTABICHB aHOMATASIMHU
TPOMOOIIMTOB U MPOAYIUPYIOIMINX UX KIETOK (METAaKapUOIIMTOB) C HAPYIICHUSIMU
aHTHOTPO(UUECKON U TeMOCTAaTUYECKON (DYHKIIMU KPOBSIHBIX IJIACTHHOK

(TpoMOOIIMTONATHH) CO CHUKEHHUEM UX YHCIia B KPOBHU U 0€3 Hero. Bropyro 00mblyio



IPyNIy COCTABIISIOT KOAryJlonaTHy, 00yCIOBJIEHHbBIE HAPYILIEHUEM CBEPTHIBAHUS KPOBU
(remodunum). B TpeTbio rpynmy BXOASIT TeMOpPparndeckue Ba3onaTuu, 00yCcia0BICHHbIE
HACJIEeICTBEHHON HEMOJHOLIEHHOCTBIO CTEHOK MaJIbIX KPOBEHOCHBIX COCY/I0B
(Teneanruskrasus, 6one3Hb Ocnepa-Panio). [Ipyu HEKOTOPBIX reMOPPArnYeCKUX IUATE3aX
MMEIOTCS HAPYIICHHUS BO BCEX TPEX 3BEHbSIX CUCTEMbI reMocTasa. Tak, mpu 0ose3Hu
Bunnebpanna HapyllieH CUHTE3 B SHIOTEINH TUIA3MEHHOTo Oenika — (hakropa
Bunnebpania, He0OX0UMOT0 Kak sl HOPMaJIbHOTO (DYHKIIMOHUPOBAHUS TPOMOOIIUTOB,
TaK W JJIs1 CBEPTHIBAHUS KPOBH.

Crnenyer OTMETHUTB, UTO MOBBIIIEHHAS! KPOBOTOYMBOCTh CHIXKAET YCTOMYMBOCTD
TKaHEH K MEXaHWYECKUM BHEIIHUM BO3JCHCTBHUSIM M MHOEKIUIM, YXYAIIAeT TSUYCHHUE U
IPOrHO3 MHOTUX COIMYTCTBYIOIIMX 3a00€BaHUN, TPUBOJUT K TSXKEIBIM OCIOKHEHUSIM.

B cootBeTcTBUM ¢ Ki1accuduKkaiyeil 1uate30B GopMyIUpPYeTCs U MPUIUHHAS
Knaccugukayus 2emoppazuiuecKozo CUHOpoma

1. T'emopparuyeckuii CHHIPOM BCIIEJCTBUE HAPYILIEHUS] CBEPTHIBAEMOCTH KPOBH —
Koarysonatuu (reMouirs, HeIoCTaTOK MPOTPOMOHHA, MTEPeI03UPOBKa
AHTUKOATYJISTHTOB)

2. I'emopparuueckuii CHHIIPOM BCJIE/ICTBHUE HAPYIIEHUSI 00pa30BaHUs TPOMOOILIMTOB
(6one3nn Bepnbroda — tpoMOoMTONICHUYECKAsI MMypITypa, CAMIITOMATHYECKUE
TPOMOOIMTOIIEHUH, TPOMOOIIMTOIIATHH)

3. Bazomaruwm, T.€. reMOpparn4ecKuii CHHIPOM BCIIEJICTBUE MOPAKEHUS COCYI0B
(reMopparudeckuii Backynut — 0osne3nb [llenneitna — ['eHoxa, remopparmnaeckue

TeJleaHTHIKTa3uu — Oone3nb Poraro — Ocnepa)

Obuiee npeocmaenenue o cucmeme C6epmuvléaHus Kpoeu

Jliist Toro, 9To0BI pa300paThCs B ATHOJOTHUH U MTATOTC€HE3e TeMOPPariiaecKoro
CHUHJpOMa, HEOOXOMMO HMMETh IPECTABICHUE O CBEPTHIBAIOIICH 1
MPOTUBOCBEPTHIBAIOIICH CUCTEME KPOBH, KOTOPAs SIBJIIACTCS OYEHb MOITHOW 3alIUTHOM
CUCTEMOM OpraHu3Ma, U cnoco0Ha 00ecneunTh OBICTPOE MPOABMKEHUE KPOBH 110
COCYAMCTOMY PYCIIy M B TO %€ BpeMs IpU HEOOXOAMMOCTH B TEUYCHHUE KOPOTKOTO BPEMEHHU

OCTAHOBHUTBb KPOBOTCUYCHHUC. MexaHusm CBCPTBIBAHMA KPOBH — 3TO JOBOJIBHO CIIOJKHBIN



OMOXMMHUYECKUH MPOLIECC C YYACTHEM PsiJla BHYTPEHHUX U BHEIIHUX (PAKTOPOB U CUCTEM
(cBepThIBarOIIAs CUCTEMA, TPOTUBOCBEPTHIBAIOIIASA CUCTEMA, (PUOPUHOIUTHYECKAS,
KaJUIMKPEUH — KHHUHOBAs! CUCTEMAa) — M B HOPME, y 3/I0POBOI'O YEJIOBEKa, BCE ITH
CUCTEMbI HaXOAATCA B COCTOSTHUM PaBHOBECHS. DTO 3HAYUT, YTO BHYTPU COCYUCTOTO
pycia KpoBb UIMEET JI0CTATOUHO KHUJIKYI0 KOHCUCTEHIIMIO U CBOOOIHO IIUPKYJIUPYET Jaxe
0 MeNbyYaiimuM KamuuisipaM. Ho CTOUT HapylIUTLCS COCYIUCTON CTEHKE (TpaBMa,
1ope3, YKOJI MPH B3ATUU KPOBU U3 Majblia U T.I.) — TYT ke BKIIOYAETCS MyCKOBON
MEXaHHM3M U KPOBb CBEPTHIBACTCS, TPOMOUPYS U 3aKyIOpHUBasi paHy.

“BHeIHUIT” MEXaHU3M 3aIlyCKaeTCs MOCTYIUIEHUEM U3 TKaHEH B IJIa3My ‘‘TKAHEBOTO
TpoMmboIutacTuyeckoro gakropa” — komuiekca anomnporenta Il ¢ dochonunuaom
(dpaxrop II1). B kpoBb OH MOCTyIaeT U3 TKAHEH MPH BCEX BHIAX TPABMATH3AIIUH 1
JECTPYKIHUU SHAOTETHS U TP BO3ECHCTBUM Ha Makpodaru 0akTepuanbHbIX
HHAOTOKCUHOB, UMMYHHBIX KOMIUIEKCOB, KOMITOHEHTOB CUCTEMbI KOMILIEMEHTA; TIPU
WHTEHCUBHOM TIOTOKE JKUKOCTU U3 TKaHEH B KPOBb (IIOKOBBIE COCTOSIHHS, KPOBOIIOTEPS]).
Txanesbit TpomOomiacTiH aktuBupyeT VIl daktop (MpOKOHBEPTHH), KOTOPBIA U
aBigeTcs akTuBatopoMm X Qaxropa.

B naGopaTopHbIX yCIIOBUSX “BHEIIHUNA MyTh UMUTUPYETCS 10OABIEHUEM K
peKanbIUUIIMPOBAHHON IIUTPATHOM TIa3Me TKAHEBOT'O TPOMOOIUTACTHHA
(IpOTPOMOMHOBBIHN TECT, TPOTPOMONHOBBIA HHJICKC).

“BHyTpeHHMIT” MEXaHU3M CBEPTHIBaHMS KPOBU peaausyercs 0e3 monaaaHus B KPOBb
U3BHE TKaHEBOro (akropa. Takoe cBepThIBaHUE HAOIIOJAETCsl, KOT/1a KPOBb, U3BJICUEHHAS

13 COCYIUCTOTO pyclia, cama CBEPThIBAETCS B IPOOUPKE.

HomenkaaTypa mia3MeHHbIX (pAKTOPOB CBEPTHIBAHUSI KPOBU



LincbpoBoe Bpems

o603Have- Haubonee ynotpeburtenbHble HasBaHUsA MONY>XU3HU B
LMPKYNaUUn, 4

I PubpuHoreH 100-144
Il [MpoTpomMBuH 72-96
TKaHeBbIA thakTop: TKaHeBbId TPoMBoNNacTuH,
[ anonpoTeurH |l (B HopManbHBIX YCNOBMAX B NNa3Me
He obHapykMBaeTCA)

IV MoHbI KanbyMA

v AC—rnobynuH; NpoakyenepuH; NabuneHelid akTop 15-18

Vil [NpokoHBepTUH; CTabuNbHBLIA hakTop 3-5
VIl AHTUremodneHbld rNobynuH (KoaryNAHTHaA YacTb 812

Komnnerkca thakrtopa Vi)
VIIFOB PakTop BunnebpaHaa (B3aMMoaeRCTBYOWMIA C 2448
TpoMEOUMTaMKM KOMNOHEHT thakTopa V)
I MnazmeHHbIR KoMnoHeHT TpombonnactuHa (PTC—- 18-94
thakTop), thakTop Kpuctmaca
MnasmeHHas npoTpombuHasa; daktop CTioapTa-
X SRl e 24-60
X MnasmeHHbId  NpeglwecTBeHHWK TpoMbonnacTiHa 40-70
(PTA—thakTop)
Xl KoHTaKTHbIA hakTop; thakTop XaremaHa 48-52
KU PubpUHCTabUNUMIMPYIOWKMIA hakTop; dhubpuHasa 100-160

NB IllecToit ¢pakTop (akmenepruH) UCKIIOUEH U3 HOMEHKIIATYPBI, TaK KaK OH SBJISCTCS
aKTUBHOM (hopmoii maToro (hakTopa — mpoakiieIepruHa, MO3TOMY IECTON (pakTop

Ha3bIBAIOT ele (hakTpom Va.

3ammyck BHYTPEHHETO MEXaHW3Ma HAuMHAETCA C aKTUBAIMKU KOHTaKTHOTO dakropa Xll
(axTop Xaremana), SIBJISIFOIIETOCS YHUBEPCATHHBIM aKTUBATOPOM BCEX TUIa3MEHHBIX
MPOTEOIUTUUECKUX CHUCTEM — CBEPTHIBAOIIEH, (PUOPUHOTUTHYECKON (TUTAa3MUHOBOK),
KaJUTUKPEUH-KUHUHOBOM, KOMILIEMEHTA. DTa aKTUBAIU MPOUCXOJIUT BCIIECTBHUE
KOHTAKTa KPOBU WJIH TIJIa3MBbI ¢ CYORHIOTETHEM (KOJIIareHOM U APYTHUMH CTPYKTYPaMH), C
W3MEHEHHBIMH KJIETOUHBIMA MEMOpaHAMH U TIOJ] BIUSHUEM psijia IPoTeas,
pacmermtromux (paxtop Xll, ¢ anpenannHoOM, a BHE OpraHu3Ma Mpu KOHTAKTE KPOBU C
3apsHKEHHOM 4y KEpOAHOM MOBEPXHOCTHIO, HAIIpUMep CTeKJIOM. CTeneHb “KOHTAKTHOU
aKTUBAlIMU 3aBUCUT OT CBOMCTB MaTepuaia, ¢ KOTOPbIM CONPUKACAETCS KPOBb, U BPEMEHU
KoHTakTa. CHJIMKOHUPOBAHUE TA0OPATOPHOM MOCYbI U U 1JI MOTYYEHUs KPOBH, a

TAKKC MCII0JIb30BAHNC HCKOTOPHBIX BUAOB INIACTMACC CYIICCTBCHHO 3aMCAJIACT



KOHTaKTHYIO aKTUBAIIUIO 3TOTO Mpolecca (3To KpaitHe HEOOX0AUMO it padOThI

naboparopun).
Knunuueckue nposaenenus zemoppazuieckozo CUHOPOMA U Munsvl KPOGOMOUUE0CMU

[Ipu pacmo3HaBaHUU pa3TUYHBIX BUAOB TEeMOPpPAruii BAXKHO yUUTHIBATh, YTO OJHU
BUJIBI TIATOJIOTUH YaCThI, APYTHE — PEAKH, TPEThH — KpaiiHe peaku. V3 HacueICTBEHHBIX
HapYIICHUI TeMOCTa3a HanboJIee YacThl TPOMOOIIUTONATUH (B COBOKYITHOCTH),
remopuiusa A, 6one3nb Bunnedbpanna, remodunus B, a u3 cocyaucteix hopm —
TesneaHrndKTazua.  Cpenu npuoOpeTeHHbIX (opM Mpeod1aatoT TPOMOOIIUTONIEHUH,
BTOPUYHBIE (CUMITTOMaTHUECKHE) TpomOoruronatin, JIBC-cuaapom, nedunut u
MHTAOUIIHS (PaKTOPOB MPOTPOMOMHOBOTO KOMIUIEKCA (ITATOJIOTHS TIEYCHHU, MEXaHUIECKast
KeNTyxa, epeI03uPOBKa HENMPSMBIX aHTUKOATyJISTHTOB), TeMOpparn4ecKuii BacKyuT. B
MOCJIETHUE TOJbI OYE€Hb YYaCTWIIUCh HAPYIICHUSI TeMOCTa3a JIEKapCTBEHHOTO IeHe3a,
CBSI3aHHBIE C MMPUEMOM IIPENAPaTOB, HAPYIIAIOIINUX arperalyio TPOMOOIIUTOB U (MITH)
CBEPTHIBAEMOCTH KPOBH, a TAK)KE UMUTAIIMOHHBIE U IICUXOT€HHBIE ()OPMBI — CHHIIPOM
Mionxray3eHa, HeBpOTHUECKasi KPOBOTOUYUBOCTb.

B oTiinune oT aHeMHYECKOro CUHIIPOMA, TeMOpparuieckue AuaTe3bl UMEIOT SIPKHe
BHEIIIHUE MPOSIBJICHUS, U B JUArHOCTHKE 3a00JIEBaHMUs, IOMUMO CHIEIIU(PUIECKON KapTUHBI
KPOBH (T.€. TeMATOJIOTUYECKUX U3MEHEHMUI), CYIIIECTBEHHOE 3HAYCHHE HMEIOT

XapaKTEPHbIE KIMHUYECKUE ITPOSIBICHUS.

Haunbornee THMTMYHBIM BUAMMBIM MPU3HAKOM T€MOPPArHYECKOTO CHHAPOMA SBIISTFOTCS
HEeOOoJbIITNE, KaK MPaBIIIO0 0€300JIe3HEHHBIE KOKHBIE TEMOPPArHUECKUE MSITHA —
aKrxumo3vl. IX IosIBIIEHUE MPOBOIUPYIOT J1a’Ke€ HE3HAUYUTEIbHBIE MEXaHUYECKHE
BO3JICHCTBHSI, KOTOPBIE Y 3/TOPOBBIX JIFOJICH HE BHI3BIBAIOT HUKAKUX W3MEHEHUI: TPEHUE
BOPOTHHKA, MaHXET, T0sica, Opaciera, MOYaJIKH IMPH MBIThE, TaBJICHIUE MAHKEThI PU
n3Mmepennu AJl u T.11. HeckonbKo moxoskee TUIMTUIHOE KOXKHOE TIPOSIBIICHUE — emexus —
nsATHO HeOombimoro pasMepa (1-3 cM.) onpeaeneHHo (GOPMBI, TypPITyPHO-KPACHOTO IIBETA,
HE BO3BBIMIAIOIIEECS HAJl TOBEPXHOCTHIO KOXKU U HE TIPOTIAIAET MPU HATaBIMBAHUU.

Ilypnypa — nogkoxxHoe 00pa3zoBaHue (KpOBOU3IHUSHKE) PUOJIETOBOTO WIIM KPACHO-



KOPUYHEBOTO LIBETA, KaK Obl «ITPOCBEUMBAIOIIASCS» U IIO3TOMY BUIUMAs Yepes
snuaepmuc. Enie oaHO NposiBIIeHHE KPOBOTOUYNUBOCTH — MeENeaHeUOIKMA3UU
(«cocynucThie MayyKu») WIK SIPKO KPACHbIE Y3E€JIKOBBIE BBICHITAHUS 10 MOIYCaHTUMETPA B
IUaMeTpe. [Ipu3Hakamu reMopparu4eckoro CUHAPOMa MOTYT ObITh TaKXkKe
MOBBIIIEHHAs KPOBOTOYMBOCTD JIECEH MPH YUCTKE 3yO0B; CIIOHTAHHBIE PELIUIMBHBIC
HOCOBBIE KPOBOTEUEHUS B MOJIOZIOM BO3pPAacTe, HE CBA3AHHBIE C apTEPUATIBHON
TUMNEePTEH3HEH; JIerouHble KpOBOTEUEeHUs Oe3 TyOepKylie3a B aHaMHe3€; MEHO- U
METPOpparuu Npu OTCYTCTBUM JAHHBIX 32 (PUOPOMHOMY MATKU WM SHAOMETPUT;
KEITyZI0UYHO-KUIIEYHbIE KPOBOTEUEHUSI BHE CBSI3U C OPraHUYeCKUMHU 3a00J1€BaHUSIMU
XKKT; mukp- u makporemarypuu 6e3 rpy0oit nmoueynoit narosoruu. Eiie ogqHo THIIMYHOE
NpOSIBIICHHE TeMOpparum — reMapTpo3bl €3 TpaBMbI U IPYTUX BUIUMBIX ipuinH. boree
PEAKUMU, HO HAUOOJIEE TSHKEIBIMU MPOSIBICHUSIMU TEMOPPArndeckux AMaTe30B MOTYT
OBITH OpraHHBIC U MOJIOCTHBIE KPOBOM3IIUSHUS U JIaXKe MPOQYy3HbIE KPOBOTEUEHHUSI C

,ZI&HBHGﬁHIPIMPI IMPpU3HAKAMH aHCMH3AalluU.

CYI_HGCTBGHHO oOyeryaer I[I/IaI‘HOCTI/I‘IGCKI/Iﬁ ITIOHUCK OIICHKA THIIa U TAXKCCTH
KpPpOBOTOYHBOCTH. Paznnuaror CICOYIOIIHC IIATh TUIIOB KPOBOTOYUBOCTH (HO 3.C.

Bapkarany, 1975, 1980):

T'emamomuwiii ¢ 60IE3HEHHBIMU HAMPSKECHHBIMU KPOBOUIIHUSIHUSAMU B MOJIKOXKHYIO
KJIETYATKY, MBIIIIIBI, B KPYITHBIE CYCTaBbl (T€MapTpO3bl), B OPIOIIUHY U 3a0PIOIIMHHOE
[IPOCTPAHCTBO, TIOYEUHBIMU KPOBOTEYEHUSMH, BBIPAKEHHOU MTATOJIOTMEN OTIOPHO-
JBUTATEJILHOTO anmnaparta (CAaBjleHue XpAIIEH, KOCTHON TKaHU, MaruCTPajJbHbIX HEPBOB).
Taxxe MOTyT OBITh UTUTEIBHBIC, AHEMU3UPYIOITUE KPOBOTEUCHHS U3 MECT MOPE30B, PaH,

MOCJIC yIAIeHUs 3yOOB U XUPYPrU4YeCKUX BMEIIATENLCTB. TUNIMYeH i remobumu A u

B.

llemexuanvHo-nAmHucmolil (CUHAYKOBbIL) MUN — XapaKTEPU3yeTcsi HOBEPXHOCTHBIMU
KPOBOUBJIHMSIHUSAMU B KOXKY U CIU3UCThIE 000JIOYKH, KPOBOMOJTEKAMH, a TAKKE
JIECHEBBIMU, HOCOBBIMHU, MATOUHBIMU KPOBOTEUECHUSAMU. BO3ZMOXKHBI TSKETTbIC

KPOBOM3JIMSHUS B MO3r. TUNWYEH JJ1s1 TPOMOOLMTONEHUIA, TpPOMOOIIMTONATHI, 00I€3HU



BunneOpanza, a Takke 17151 UCKIIOYUTENBHO PEAKUX TUIO- U AUCPUOPUHOTCHEMUIA,

HacieacTBeHHoro aedunura paxropos X u I, nnorna VII.

Cmewmannblii CUHAYKOBO-2eMAMOMHBIY XaPAKTEPU3YETCSI COUCTAHUEM METEXUAIBHO-
MSTHUCTON KPOBOTOUMBOCTH C TIOSIBIICHUEM OTACIBHBIX OOJBIINX reMaToM (Hampumep,
3a0pIOIIMHHBIX, B CTCHKH KHUIIIEYHUKA) IPU OTCYTCTBUH MOPAKEHUI CYyCTaBOB M KOCTEH
(B oTiiMuMeE OT reMaToMHOro tumna). CUHSKUA MOTYT ObITh OOUIMPHBIMHU U OOJIE3HEHHBIMHU.
Taxoli TUI KPOBOTOUMBOCTH HAOJIIOIAETCS TPHU TsDKETOM feduiute GaxTopoB
npoTpoMOMHOBOr0 KomIuiekca u axropa XIII, 6oneznu Bunebpanna, IBC-cunapome,
nepe103UPOBKE aHTUKOATYJISTHTOB M TPOMOOJIMTHKOB, PH TIOSIBIICHUU B KPOBH UMMYHHBIX

uHrnouropos (axropos VIII u [X.

Backynumno-nypnyphuiii TUII XapaKTepU3yeTCs KOKHBIMA T'€MOPPAarusiMu B BUJE
MypIypbl B HEKOTOPBIX CIydasX ¢ MPUCOESTUHEHUEM He(pUTa U KUIICUHBIX
KPOBOTEUEHUI; HAOIIOAAETCs PU TPOMOOIIUTONATHSIX, MHDEKITMOHHBIX 1 UMMYHHBIX
BacKyJmMTax, jJerko tpanchopmupyetcs B IBC-cunapom (pa3rpaHudeHue NpecTaBisier

OOJIbIIIE TPYAHOCTH).

Aneuomamo3Hulil TUTI HAOTIOJACTCS IPU TEJICAHTUIKTA3UIX, AaHTHOMAX,
apTEPUOBEHO3HBIX IIYHTAX, XapaKTEPU3YETCS YIIOPHBIMU CTPOTO JIOKAJIN30BAHHBIMU U

IIPUBSI3aHHBIMHU K JIOKAJIBHOM COCYAMCTON MATOJIOTUHA T'€MOPPAarusiMHu.

OcHOBHBIE IPUHITUITBI OOIIEH TMaTHOCTUKU TeMOpparnueckux 3aboneBaHuit

0a3upyIOTCs Ha CIEAYIOMUX KPUTEPHUIX:

1. BrrsicHeHre CpOKOB BO3HUKHOBEHHUS, TABHOCTH, JITUTEILHOCTH M OCOOCHHOCTH
TedeHus 3a00eBanns (MOSBICHUE B pAHHEM JIETCKOM, IOHOIIIECKOM BO3pacTe 100
y TIOXKUJIBIX JIFOJICH; OCTPOE HMITH TMOCTETICHHOE Pa3BUTHE CHHAPOMA; HEJJaBHEE WU
MHOTOJIETHEE (peLlUIUBUPYIOIIEE) TeueHne 00JIe3HU U T.J.)

2. BbIaBIIeHHE IO BO3MOKHOCTH CEMEMHOTO (HACIICICTBEHHOT0) reHe3a
KPOBOTOYMBOCTH (C YTOUHEHHUEM THUIIA HACJIEIOBaHU ) THOO MPUOOPETEHHOTO

xapaktepa 00JIe3HHU; YTOUHEHUE BO3MOKHOM CBSA3U PA3BUTHUSI TEMOPPATUYECKOTO



CUHJIpOMa C IPEAIIECTBOBABIIUMHU 3a00sieBaHUsIMU (0OJIE3HIMHU TTEUCHH,
JeiKko3aMH, HH(PEKIMOHHO-CENTUYECKUMHU MPOLECCaMU, TPaBMaMH, IIOKOBBIMU
COCTOSIHUSIMM ) WJIH JIEYEOHBIMU (paKkTOpaMH (JI€KapcTBaMU, IPUBUBKAMU U T.I1.)
3. OrmpeneneHne NPEeUMYILIECTBEHHON JTOKaIU3alUH, TSHKECTU U TUTIA
KpoBOTOUMBOCTH. Tak, npu 6one3uu Panaro — Ocnepa rnpeodiiagatoT, a UHOTAa U
ABJISIIOTCS. €IMHCTBEHHBIMU YIIOPHBIE HOCOBBIE KPOBOTEUEHUSI; PH MATOJIOTUU
TPOMOOIIMTOB — CHHSAKOBOCTb, MATOUHbIE U HOCOBBIE KPOBOTEUEHHUSI; IIPH

FeMO(i)I/IJII/ISIX — FJ'Iy6OKI/Ie reMaToMbl U TEMAPTPO3LI.

KOAT'VJIOITATUUA — rpynna Haubojee TUITMYHBIX, Yallle HACIEICTBEHHBIX
reMOpparuyecKux IuaTe30B (HACIEICTBEHHBIX KoarymonaTtuii). [logasmsrorniee
oonpinHCTBO (95%) cocTaBnsroT Tpu OoJe3HU: reMopuins A — BeaeacTBue Aeduiura B
KPOBH KOAryJISIIIMOHHOM, perieccuBHO HacaemyeMoit yactu ¢akropa VI (VIIIC);
6one3ub BunneOpanaa — oOycioBieHHas AeOUIIMTOM WM aHOMAJTHEH ayTOCOMHO
Hacneayemoit yactu dakropa VI — paxropa Bumneopanna (VII:®B); nepurmt pakropa
IX — remodunus B. EcTb emie 01HO, 04eHb PEIKO BCTpEUaroIieecs ayToCOMHO
Hacnenyemoe 3aboneBanue, — reModunus C — nedurut paxropa XI (mmo cratucTrke

Jaire BcTpeuaeTcs y eBpees (?).

Cpenu npuobpeTeHHbIX KoarynonaTuil npeodnanawt JIBC-cunapom;
KPOBOTOYHBOCTb, CBS3aHHAS C NeHUITUTOM BUTaMUH K-3aBHUCHMBIX (haKTOPOB
CBEPTHIBAHMS KPOBH, — TeMopparndeckasi 00Je3Hb HOBOPOXKICHHBIX; 00TyparimoHHas

KENTyXa; MepeI03UPOBKA aHTUKOATYJISTHTOB.

I'emopuausi A — 5TO TeMopparuyecKkuii uates, 00yCIOBICHHBIN TPyObIMU
HApPYIICHUSMHU B CBEPTHIBAIOIICH CUCTEME KPOBH: YIJIMHEHHE O0IIEro BpeMEHH
CBepThIBaHMS KpoBH — Ooniee 12 mun, mporpombuHOBoro Bpemenn (IIB Gomnee 20 cek)
(pu sToM TpoMOuHOBOE BpeMs (TB) moxkeT ObiTh B HOpMe — 15 -18 cek!),
AKTUBU3WPOBAHHOTO MapIHATLHOTO TpoMboruiacTiHOBOro Bpemernn (AITTB 6onee 50

cek), ayrokoaryisimonaoro tecta (AKT) (ae myrats ¢ AKTI!).



Otuonorus. OTHOCUTCA K 3a00J1€BaHUSAM C X-CLETJIEHHBIM PELIECCUBHBIM TUIIOM
HaCJIEJOBaHMs, T.€. IEPENACTCS OT MaTepU ¢ X-XpOMOCOMOH, OO0JICIOT TOIBKO MAJIBbYUKU.
OTcyTcTBHE MM HEAOCTATOK (DAKTOPOB CBEPTHIBAHUSI KPOBU IPUBOJUT K HAPYIICHUIO

9TOr o0 Impomnecca.

Knununueckas kapruna. KapanHaabHbIM NPU3HAKOM OO0JIE3HU SIBJSIETCS HApyILLIEHHUE
CBEPTHIBAEMOCTH KpoBH. [IpeobiiagaroT KpOBOU3IUSHUS B KPYITHBIE CYCTaBbI
KOHEUYHOCTEH, MTyOOKO MO KOKY, B MBIIIIEL. BO3MOXHBI KPOBOUBIIUSHUS B OPTaHbI
OpIOITHOM MOJ0CTH, BHYTpUUepenHble. [Ipu TpaBMax BOZHUKAIOT OOUIIbHBIC U
JUTMTENIbHbIE KpOBOTEUeHHS. | 'eMouiinsi oOOHapyKUBAETCS paHO. Y Ke MPHU POKIECHUU
OBIBAIOT MOJAKOXKHBIE U BHYTPUKOKHBIE KPOBOUIUSHUS, KPOBOUBJIUSHUS B MO3T,
KPOBOTEUECHUS U3 MyIMIOYHOTO KaHaTUKa. B mepBbIe To/Ibl JKU3HU BO3MOXKHBI OOMJILHBIE
KPOBOTEUEHUS U30 PTa MPU €ro TPABMUPOBAHUU UTPYILIKAMU, KPOBOTEUEHHUS U3 HOCA TIPU
naJieHuu, B 00s1acTu Aroauil. B moapocTkoBoM Bo3pacTe BO3HUKAIOT HEOJHOKPATHBIE
KPOBOM3JIMSIHUS B OJTHH M T€ € CycTaBbl KOHeUHOCTel. CycTaB, Ky/1a MPOU30LLIO0
KPOBOU3JIMSHUE, CTAHOBUTCS PE3KO OOJIE3HEHHBIM, YAaCTO YBEJIMYEH B pa3mepax. Koxa
HaJl HUM KpaCHEET, Ha OLIyIlb CTAHOBUTCS ropsiuei. [Ipyu KpOoBOM3IUAHUY B TKaHU
Pa3BUBAIOTCS '€MATOMBI, KOTOPBIE CAABIMBAIOT OKPYKAOLIUE OPTraHbl U COCY/IbI, YTO
IIPUBOJUT K OMEPTBEHHUIO. | €eMaTOMBI B CycTaBax MPUBOIAT K UX paspyuieHuro. [Ipu
CIABJICHUY F€MaTOMaMU HEPBOB Pa3BUBAIOTCS IAPATIMYH, TYTOIIOJABUKHOCTH CYCTABOB,
aTpodus Mpiil. [Ipu KpoBOU3NUSIHIY B 00JIACTH IIEH, 3€Ba U TJIOTKH BO3MOKHO
yaywenue. [loueunsie KpoBOTEUEHUS TPUBOIAT K HAPYILIEHUIO BHIBEICHUS MOYH,
MOYEYHBIM KOJIMKaM U3-3a 00pa30BaHUs CIYCTKOB KPOBH B MOYEBBIBOISIIHX My TsX. C
roJlaMu MPUCOENUHACTCS MH(EKIHS TKaH! oYeK. Bo3aMOokHA CMEPTh OT ypEMHUH.
KpoBoTeuenust 3 xeayn04HO-KUIIEYHOTO TPAKTa MOTYT OBITh CIPOBOLIMPOBAHBI
MIPUEMOM aLETUICATUIAIOBON KUCIOTHL. [Ipn TpaBMax rojoBbl U CLIMHBI BO3HUKAIOT

KPOBOU3JIVSIHUS B TOJIOBHOM M CITMHHOW MO3T.
JlnarHOCTHYECKHE KPUTEPUU TeMOPUITNHN

1. Myxckoit o



2. Panuuii nerckuii Bo3pact
3. HacnenctBeHHBIN XapakTep
4. T'emapTpo3bl

5. I'emaToMHBIN THI KPOBOTOUUBOCTH

BoJe3ns BusuieOpanaa — taxke Haubosee 4acThlid BUJT HACJIEACTBEHHBIX
reMopparndeckux auare30B. [Ipu 3Tom 3a00sIeBaHNM HApYIIA€TCS B3aUMOCHCTBIE
CTCHOK COCYIOB C TPOMOOITUTAMH, BCJICACTBUE YETO IMOBHIIIACTCS JIOMKOCTh
MUKPOCOCYIOB (ITOJIOKHUTEIbHBIC TPOOBI Ha JIOMKOCTh KanmuuisipoB). Kcratu, paHbiie 3To
3aboJeBaHe Ha3bIBaIU anruoremoduinus. B ocranbHoM 00s1e3up Bumnnebpannaa (mo
STHOIATOTCHE3Y M KIIMHMYECKOW KapTHHE) BO MHOTOM CXO0Xa C JISTKUMH (popMaMu
remodminu A. Ho Tak kak HaclieJoBaHUE TPOUCXOINUT IO ayTOCOMHOMY THUITY,
COOTBETCTBEHHO MOTYT CTPaJiaTh U MY>KUYHUHBI M JKCHIIUHBI, IPUYEM Yy KEHIIIMH C
npo(y3HBIMA MEHOPpArusiMu 0O0JIE3Hb MPOTEKAET HAMHOTO Tshkesee. HocoBwle n
MaTOYHBIC KPOBOTECUCHUS YaCTO OIMMOOYHO PACIICHUBAIOTCS KaK JUCrapMOHAIbHbIC. THIT
KPOBOTOYMBOCTH YaIlle CMEIIaHHBIA. ['eMapTpo3bl PEIKU U TOPaXKaIOT JIMIIb OTACIbHBIC
cycrtaBbl. M3-3a M3HYPUTEITLHBIX aHEMHU3UPYIOIIUX MEHOPPAruii HHOT/1a IPUXOIUTCS

npuberaTh K SKCTUPHAIUU MaTKu!

Emie x koarynonatusiM OTHOCSITCA MEPEIO3UPOBKU AHTUKOATYJISIHTOB (IIPU Ha3HAYEHUU

renapuHa, JuKyMapruHa, CHHKyMapa, IejieHTaHa 1 T.11.)
Cnenyromias rpynmna remopparnueckux auare3oB — TPOMBOLIMTOITEHNN:

Nnnonatuveckas TpoMoonuTONeHNYeckasi mypmnypa (0ose3ub Bepibroga)
BCTpedaeTcs yaiie y xeHmuH. OHa CBsi3aHa ¢ YMEHBIICHHEM YKCciia TPOMOOIIUTOB B

nepudeprueckoit KpoBu. BeltencTBrEe 3TOro BO3HUKAET TeMOPParuuecKuii CHHIPOM.

Otuomnorus Hew3BecTHA. CUUTAETCS, YTO MPUIMHOUN OOJIE3HU MOTYT OBITh

HapYILLICHHBIE UMMYHHBIC PEAKIIH.

ITaTorenes 3akirouaeTcs B TOM, 4YTO IIpHU 3TOM 3a00JIEeBaHUH IMPOUCXOOUT YCHIICHHC

PaspyYICHUA HUPKYJIHUPYIOIINX KPOBAHBIX IINIACTHHOK aHTHUTCJIAMHU N YMCHBIIICHHC



TpoMOOUTOOOpa30BaHus B KOCTHOM Mo3re. TpoMOouuTel BMecTo 2—4 CyTOK NpeObIBAIOT
B nepudepudeckoit kpoBu 1-3 4. [lonararot, 4o MECTOM BBIPAOOTKHU

AHTUTPOMOOLIMTAPHBIX AHTUTEN SIBJISIETCS CENE3EHKA.

Knununueckas kapruna. [lpu nanonarunyeckoit TpoMOOIIMTONEHUYECKOH IMypIype
XapaKTEePHbI KOJKHBIE KPOBOU3JIUAHYS, Yallle HA HIDKHUX KOHEYHOCTAX U HA NIEPEIHEN
ITOBEPXHOCTH TYJIOBHILA — CUMIITOM «ILIKypa Jieonapaa». KpoBou3ausHus BO3HUKAIOT U B
MecTax UHBEKIMNU. [ pO3HBIM CUMIITOMOM, YKa3bIBAIOIIMM HA BO3MOXHOCTb
KPOBOM3IIUSHUSL B MO3T, SIBJISIIOTCSI KDOBOM3JIMSHYSA Ha JIUIIE, B CIIM3UCTOM 000JI0UKe II1a3.
Kpome Toro, xapakTepHbl KpOBOTEYEHHSI: HOCOBBIE, IECHEBBIE, KEITYJOUYHO-KUIIEYHBIE,
No4YeyHbIe, KpOBOXapKaHbe. MeHCTpyaluu ObIBalOT OOMIIBHBIMU, ITUTEIbHBIMU.

IomoxuTEIbHBI CUMITOMBI JKTyTa U IIUTIKA.

I[I/IaI‘HOCTI/ILIGCKI/Ie KPpUTCPHUU:

1. Tpmbonuronenus (1a60paTOPHBIA CUMIITOM )

2. IleTexmanbHO-TIATHUCTHIN THUII KPpOBOTOYHMBOCTHU «IIKYpa JICOoImapaa»

B a1y ke rpymimy 3abosieBaHuid BXOISAT CHMIITOMATHYECKHAE TPOMOOIIUTONICHUN
(TPOMOOIIMTONICHNYECKHUI CHHIPOM TIpY 3a00JIEBAHUSIX CUCTEMBI KDOBH M KOCTHOTO MO3Ta
— JICHKO3bI, aIUTACTUICCKUE aHEMUH, HEO — TIPOIIECCHI KOCTHOTO MO3Ta; pe3yJIbTaThI
TOKCHUYECKHUX BO3JICHCTBUI — XUMHKATHI, TIEPEIO3UPOBKHU JICKAPCTBECHHBIX TIPETIAPATOB —
NB!; Tsxenbie nnpeknun — MeHUHTUT, audTepus, TBC; crmeHoMeranneckuii CHHIPOM)

1 TPOMOOIMTOIIATHH — PEJKKE, Yallle HACIEICTBEHHBIC 3a00JICBaHM.
ITocnennss rpynna I'J] — BASOITATHMU, T.e. nopaxeHue CoCy10B:

I'emopparnueckuii BackyJaur (0osie3nb lllenseitna—I'enoxa) ['emopparnueckuit

BACKYJIUT — OJHO U3 CaMbIX pacpOCTPAaHEHHBIX T€MOpparu4eckux 3a00JeBaHui.

Otuonorus. [IpuurnHa 60J1€3HU JIEKUT B HECTIEITU(PUUESCKOM OPAKEHUN

MHUKPOCOCYIOB, UTO MIPUBOJUT K Pa3BUTHIO TPOMOO30B U KpoBoTeueHui. [lopaxenue

MHKPOCOCYAOB MOTYT CITPOBOLIMPOBATH AJUIEPTHUs, XOJIO0/, TaPa3UTHI.



Knuandeckas kaptuHa. Paznmuyarot 4 pasHOBUAHOCTH TEMOPPArHUECKOro BaCKYJINTA:
MOJTHUEHOCHYIO (pOpMY, 3aKaHUMBAIOIIYIOCS WHOT 1A THOCIIbIO OOJIBHBIX B TCUCHUE
HECKOJIBKHUX YaCcOB WJIU MEPBBIX 2—3 AHEH 0T Havyasa 3a00JIeBaHUs; OCTPhIC (POPMBI,
JUTSIIIIAECST HECKOJIBKO HEZETTh MITH MECSIICB; 3aTsKHBIC (POPMBI, TTPOAO0IKAOITIECS MHOTO
MECSIICB | JIET; PEIUANBUPYIOIINE (OPMBI C JTUTSILHBIMUA PeMUCCUSIMU. bosie3Hb
HauMHaeTcs ¢ muxopaaku. Buauane temneparypa qocturaet 38—39 °C, 3aTrem CTaHOBUTCS
cy0deOpriibHON. B KiTMHUYECKON KapTHHE HAUOOJIee YaCTO BCTPEUAOTCS TTOBPEXKACHUS
KOXM Ha KOHEYHOCTSIX, ATOJTUIIAX, Pexke Ha TysoBuIne. CAMMETPHUYHO MOSIBIISICTCS
narysie3Ho-TeMOpparudeckas ChbIllb, MHOT/IA C AJIEMEHTaMHU KparmuBHUIIBI. ChIITb
BOCITAJTUTEIILHOTO XapaKTepa, P HAIaBIMBAaHUH HE UCYe3aeT. B TsHKENbIX CiTydasx B
IICHTPE €€ MOSABIACTCS HEKPO3, 3aTeM KOPOYKH. Ha MecTe ChIlu JITUTEIIEHO OCTaeTCs
nUrMeHTanus. B KpynmHbIX cycTaBax MosBIAAIOTCS 00y. OHM BO3HUKAIOT BMECTE C
KO>KHBIMH BBICBHITTAHUSMH HITH Y€Pe3 HECKOJIBKO YacOB HMJIM JIHEH rmociie HuX. bonm yepes
HECKOJIBKO JTHEH MUCUE3al0T, HO MOTYT BO30OHOBIIATHCS ITPH TIOSIBJICHUU HOBBIX 3JIEMEHTOB
Ha koxe. B 50-70 % ciy4aes, yarie y AeTel, MOSIBISIIOTCS CHITBHBIE OOJH B )KUBOTE,
TIOCTOSTHHBIE WJTH CXBAaTKOOOPa3HbIE, 00YCIIOBICHHBIC KPOBOM3JIMSIHAEM B CTEHKY
KUIIIEYHUKA 1 OpbDKeHKU. BO3MOKHBI KpOBaBhIE PBOTHI, CBEXKAsl WIIM H3MEHEHHAS! KPOBb B

KaJIC.

JlnarnocTudeckue KpuTepuu:

1. BackynuTHBINA TUIT KPOBOTOUYMBOCTH

2. CoueraHue MPU3HAKOB Ba30MaTUH, BOCTIAJIICHUS M aJUIEPTUH (JIMXOpaKa,
KpaIMBHHUIIA, JIEUKOLMTO3, yckopeHHas POD u T.11.)
[lopakeHusi CycTaBOB (apTpajiruu, apTPUTHI)

4. AOmoMUHAIBHBIA CHHIPOM
HacaencrBenHnas tesieanrudkrasus (0ose3nb Ociaepa-Pannio)

DTO ayTOCOMHO-JOMUHAHTHO HaclienyeMoe 3aboieBaHue (00Jie3Hb BCTpEUaeTcs B
Ka)XJIOM MOKOJIEHUH POJOCIOBHOM, YTO HA3bIBAIOT NEepeadeii o BEPTUKAIIY;

COOTHOUIEHHE OOJILHBIX U 3J0POBbIX Npudimkaercs K 1:1; y 310poBbIX neTeid,



POANBIINXCA OT OOJBHBIX pOI[I/ITeJ'IeI\/'I, BCC JICTHU 310POBLI, COOTHOIICHHC OOJIBHBIX

MaJIbYUKOB U JICBOYEK PaBHOE).

3a0osieBaHUE CBSA3AHO C HEJOCTATOYHBIM PA3BUTHEM CYOIHIOTEIHAIBHOTO KapKaca
MEJIKAX COCY/IOB, MAJIBIM COJIEP)KaHMEM B HEM KOJIJIareHa, 00pa30BaHUEM JIETKO
KPOBOTOYAIIIMX THAIATAIIMH MAJIbIX COCYOB (Yallle BCETO Ha CIM3UCTHIX 000JI0UKaxX HOCA,
POTOBOM MOJIOCTH, HA MIEPEXOHON 30HE I'y0, Koke). KpoBoTeueHus:, mojyac O4eHb 4acThIe
¥ OOMJIbHBIC, BO3HUKAIOT B JIETCKOM WJIH TIOJJPOCTKOBOM BO3pacTe, pe3K0O YCHIIMBAIOTCS B
NEpUO/] MOJIOBOT0 co3peBanus, a B 30-40 6T MOTYT CTaHOBUTHCS MEHEE 3HAUUTEITbHBIMHU.
B opranax (4arie B JIeTKUX) BO3MOYKHBI aHTHOMBI C apTEPHOBEHO3HBIMU IITYHTAMH,
BTOPUYHBIM SPUTPOIIUTO30M (ITOJUTIIO0YIUCH ), IMAHOTHYCCKOM THIIEPEMHCH TYO M KOXKH.
YacTel ¥ Apyrue Me3eHXUMAaJIbHbIC TUCIUIA3UN — PACTSHKUMOCTD KOXKH (PE3MHOBAsT KOXKa),
c1abO0CTh CBSA30YHOTO armapara (rurnepMoOHILHOCTh CYCTaBOB, IIPUBBIYHBIC BHIBUXH ),
NpOoJIA0OMPOBAHKE CTBOPOK KJIAMAHOB ceplia. Y OTACIbHBIX OOJbHBIX BBIABIISACTCS
COUYCTAHUE TEJICAHTUIKTA3UH ¢ 00JIe3HbI0 BriuteOpana. 3a0oneBaHue MOXKET

OCJIOKHUTBCA TUPPO3OM IICUCHU.

I[I/IaFHOCTI/I‘IGCKI/IG KPpUTCPHUU:

1. IIpenMyIIeCTBEHHO HOCOBBIC KPOBOTCUCHHS C JICTCTBA
2. COOCTBEHHO TEJICAHTMAKTA3UN HA KOXKE U CIIM3UCTHIX
3. HacnencTeeHHBIM XapakTep 3a00JIeBaHUs

4. HopmanbHbie 1a00paTOpHBIC TIOKA3ATEN KPOBU

CHHIPOM TUCCMMUHHPOBAHHOI0 BHYTPHUCOCYAUCTOro cBepThiBanusi kposu (JIBC-
CHHAPOM) — 00Wenamonocudeckuli npoyecc, XapaKmepusyiouwuiics paccesiHHbiM
BHYMPUCOCYOUCTBIM C8EPMBIBAHUEM U depezayuell KIemoK Kposu, akmusayuel, a npu
OCMPBIX U NOOOCMPBIX HOPMAX UCMOUeHUEM KOMNOHEHMO8 C8epmblearouieli u
@ubpuHOIUMUYECKOU cUCTeM (8 MOM YUcie QUIUOTOSUYECKUX AHMUKOALYTIAHMO08),
O10KA00U MUKPOYUPKYIAYUU 8 OP2AHAX C UX oucmpodueil u ouc@yukyue, 8blpadceHHoul

HAKJIOHHOCN®bIO K mp0M603aM U Kposomoduesocmu.



Jy0Jsb 2 — ynugepcanvroe Hecneyuguieckoe HapyuleHue cucmembvl 2emocmasd,
xapaxmepu3zyloweecs pacCesiHibiM 6HYMpPUCOCYOUCTNbIM CEEPMbIEAHUEM KPOBU U
obpazosanuem 8 Helli MHOMCEeCMB8a MUKPOC2YCMKO8 (hubpuna u azpe2amos Kiemox Kposu
(mpomooyumos, 3pumpoyumos), oceoarwux 8 Kanuiiapax opeanos U ebl3vl8alOWue 8 Hux

2N1yOoKUe MUKPOYUPKYIAMOPHbBIE U PYHKYUOHATbHO-OUCMPOPuUUecKUe U3MeHeHUs.

Onpenenenne JOBOJIBHO CIOXKHOE, M, Ha MOW B3IJIsIJl, HAUOOJIEe MPOCTHIM, MOHATHBIM
¥ MHQOPMATHBHBIM SBJISICTCS CTApOE ONMPEICICHNE, OTPAKAOIIEE CYIITHOCTh CHHIPOMA —
TpoMOoreMopparnyeckuii CHHApPOM. B 3ToM omnpeieieHny OTpakeHbI J1Ba Ha TICPBBIT
B3TJIs1]T B3aMMOUCKITIOUAIOIIUX (paKkTopa — TpoMO00Opa3oBaHue (T.€. CBEPThIBAHUE KPOBH)
U reMopparus (T.e. KpOBOTOYMBOCTH). Ho MMeHHO 3T /iBa (GU3HOJIOTHYUECKUX (DaKTOpa,
JCHCTBYIOIIME OJTHOBPEMECHHO MJIM CMEHSIFOIITUE JAPYT JIPyra U OTPAKAIOT CYIIHOCTh

CHUHJIpOMA.

[TaTorene3 601e3HU B OOJIBITMHCTBE CITydaeB CBSA3aH C MACCUBHBIM MTOCTYIUICHHEM B
KPOBb CTUMYJIITOPOB CBEPTHIBAHUS KPOBH (TKAHEBOTO TPOMOOIIACTHHA, SK30TCHHBIX
KOaryJia3) ¥ akTHBATOPOB arperaiui TPOMOOIUTOB, a TAK)KE TMOBPEKIACHUEM Ha OOJIBIION
TUTOIIA U SHIOTEIHNS COCYIOB OaKTepruaTbHBIMU YHIOTOKCHHAMHU, IMMYHHBIMH
KOMILIEKCaMH, KOMITOHEHTaMHU KOMIUIEMEHTA, TIPOTyKTaMH KJIETOYHOTO U OCIIKOBOTO
pacmana. [1py nHPEKIIMOHHO-CENTHYECKUX MPOIIECCaX CTUMYIISITOPBI CBEPTHIBAHUS KPOBU
U (EPMEHTBI, TIOBPEKIAFOIINE CTEHKA MUKPOCOCY/IOB, WHTEHCUBHO MPOAYIIUPYIOTCS
TaKXkKe psAAoM OakTepuii, Makpodaramu (MOHOIIMTaMH ) U HeUTpodmiamu. CexkpeTupyemas
MOCJICTHUMU 3J1acTa3a UTPaeT BXHYIO POJIb B (DOPMHUPOBAHMY JIETOYHOTO *‘ZIHCTPECC -

cuHapoma’ (LIOKOBOE JIETKOE).

Pazputue JIBC-cuHapoMa cXeMaTUUYHO MOXKET OBITh IIPEJCTABICHO CIIEAYIOIIeH
IIETThIO TTATOJIOTHYECKUX HAPYIIICHUH: aKTUBAIUS CHCTEMBI TéMOCTa3a co CMeHOH (a3
TUTIEP- Y TUIOKOATYJISIMA — BHYTPUCOCYANCTOE CBEPThIBAHUE KPOBH, arperaiius
TPOMOOIIUTOB M 3PUTPOITUTOB — MUKPOTPOMOUPOBAHUE COCYIOB M OJI0Ka1a
MHKPOIMPKYJISIIIAA B OpraHax ¢ X AUCPYHKIUEH U TUCTPOopUEH — UCTOIICHUE

KOMIIOHEHTOB CBEPTHIBAIOIIEH CUCTEMBI KPOBU U PUOpHHOIN3A, HU3UOJIOTMIECKUX



aHTUKoaryyistHToB (mpotenHoB C u S, antutpomobuna I11), cHuXkeHue coaepkaHus

TPOMOOIIUTOB B KPOBH (TPOMOOLUTONEHUS TOTPEOTECHHUS).

Bhauane MukpoTpoM06000pazoBaHue M 0JI0Kaza MHUKPOLUPKYIISLUH
PacIpOCTPaHSIOTCS Yallle BCEro Ha BCIO CUCTEMY KpOBOOOpAIEHUs ¢ TpeolIaganueM
npoliecca B OpraHax-MUIIEHSX, a CIEJOM MPOUCXOJUT UCTOIIEHHE CBEPTHIBAIOIICH
CHCTEMBI KPOBU M HACTYIAET MPOIIECC THIMOKOATYJ SN BIUIOTH /10 TIOJIHOM
HECBEPTHIBAEMOCTH KPOBH, UTO YPEBATO MPOQy3HBIMHU KpoBOTeUeHUsIMH. [Iporiecc Mmoxker
OBITh OCTPBIM (4aCTO MOJIHUEHOCHBIM ), TIOZOCTPBIM, XPOHUYECKIM U PEIHTUBUPYIOIIUM C

nepuogamMu 000CTPEHUSI U CTUXAHUS.

Octpsrii JIBC-cUHIPOM SBJISICTCS TTOCTOSTHHBIM CITYTHUKOM OOJIBIITMHCTBA OCTPBIX
3a00JIcBaHUH ¥ TEPMUHAIBHBIX COCTOSIHUI. OH COIMYTCTBYET TSKEIIBIM HH(DEKITMOHHO-
CENTHUYCCKUM 3a00JICBaHUSIM, B TOM YHCIIE IIPHU a0OPTax, B POAax, Y HOBOPOKICHHBIX
(6omnee 50% Bcex cimyuyaeB CBsI3aHBI ¢ OaKTeprueMueit), BCeM BUaM IIOKa (CYUTACTCS, YTO
Het 1moka 0e3 JIBC), HekpoTHYeCKUM U JeCTPYKTHUBHBIM MIPOLIECCaM B OpraHax
(raHrpenbl, UHPAPKTHI, OCTPbIE AUCTPOPHUN), TSHKETBIM TpaBMaM (Kpal-CUHIPOM,
NEPEIOMBI KOCTE) U TPaBMAaTUYHBIM XUPYPTUYECKUM BMEIIATEIbCTBAM, OCTPOMY
BHYTPHUCOCYTUCTOMY TeMOJIU3Y (B TOM YHCJIE MMPU HECOBMECTUMBIX TeMOTPaHCDY3UsIX),
aKyIIepCKOW MaToJOTuH (IIpeIeKaHne U PaHHSS OTCIOMKA TUIAIEHTHI, SMOOIHS
OKOJIOTUIOAHBIMH BOJIAMH, OCOOCHHO HMH(PUIIMPOBAHHBIMU, PYYHOE OT/ICJICHUE TUTAIICHTHI,
THIIOTOHUYECKHE KPOBOTEUCHUSI, MAaCCaK MATKH IIPH €€ aTOHNH), MAaCCHBHBIM
reMoTpaHcy3usiM (OMaCHOCTh BO3pPACTAET MPU UCTIOIB30BAHUN KPOBH, XPAHSIIECHCS
Oomee 5 mHEI), OCTPHIM OTPABICHUSM (KHUCIOTHI, IEI0YH, SMEUHBIE SIJIbI), OCTPHIM
AJUIEPTUUECKUM PEAKIIHSIM, ayTOMMMYHHBIM MPOIIECCaM U TIPAKTUIECKH BCEM

TCPMHUHAJIbHBIM COCTOSAHHAM HC3aBHCHUMO OT 3THOIIATOI'CHE3A.

[Momoctpsiii IBC-cuHapOM, CMEHSIOMIUNACS B TEPMUHATLHOM (ha3e OCTPHIM,
HaOroIaeTcs mpu OoJiee JTETKOM TEUYEHUH BCEX MEPEUNCIICHHBIX BBINIE 3a001€BaHU, a
TaKKe MpH MO3JHUX TOKCUKO3aX OEPEMEHHOCTH, BHYTPUYTpOOHOI rudenu minoaa,

HeﬁKOSaX, HNMMYHOKOMIIJICKCHBIX 00JIe3HIX.



Takum 00pa3zoM, ocTpblil 1 nogoctpselil JJBC-cunnpomsl — TspKenas katactpoda
Opra’usma, CTaBsillas €ro Ha IpaHb MEXKAY KU3HBIO U cMepThIO. 1Ipu aTOM cunapome
HaOoJar0TCs (ha30Bble H3MEHEHUS B CUCTEME I'eMOCTa3a, TPOMOO3bl, TEMOpPParuy,
0JI0Kaja MUKPOLMPKYJISLIMKA B OpraHax U riyOokue MeTabonnuecKiue N3MEHEHUS B HUX,

HHTOKCHUKAIUA, IIPOrpeCCUPOBAHUC SIBJICHU U 110KA.

Xponuueckoe (3atsxHoe) JIBC yaiie Bcero pa3BUBaeTcsi Kak XpOHUOCETICUC
(HanpuMep — 3aTSHKHOM CeNTUYECKUM dHOKAPANT), TSKEIJIble XPOHUYECKUE BUPYCHbIE
3a0oneBanus (BupycHbiil renatut, BUY-undexuus u T.1.), omyxoseBble IpoLecchl (pak

IV cragus, numdombl, JTEHKO3BI U JIP.)

Knunnueckas kaptuaa JIBC — cuHapoma xapakTepu3yeTcs psAoM TIIyOOKHX OpraHHBIX
HapYIICHU, 0003HAYaeMBbIX KaK «CYOCUHAPOMBI», TaK KaK BCE OHU BTOpUYHBL. OUH 13
OCHOBHBIX CYOCHHJIPOMOB — 3TO «CHHIPOM TIOJIMOPTaHHON HEIOCTATOYHOCTHY (MMEETCS B
BUJly HEIOCTATOYHOCTh MHOTHX OPraHOB — HA/IMIOYECHUKOB, MO3T'a, CEPALIA U APYTUX
OpPraHOB C COOTBETCTBYIOUIUMU KIMHUYECKUMU POSBICHUAMH). ITOT CUHIPOM 4acTO
OIIMOO0YHO CTaBSIT BMECTO OCHOBHOTO JJMarHo3a. Tem He MeHee, MPaBUIIbHO CUUTATh STOT
cunapom onaum u3 nposinenuit IBC, 1.e. «cyOcunapomom». OTIENbHO CleayeT
BBIJICIUTH CyOCHHIPOM JIETOYHOU (JBIXaTeTbHON) HEAOCTATOYHOCTH (BCIIOMUHAEM
kmuHuky O/IH); cuHaApOoM OCTpoil MOYEUHOM WM renaTopeHaabHON HE0CTaTYHOCTH;
CUHJPOM TNOPaKEHUS KEITyAKA U KAUIIEYHUKA (KOTOPBI B CBOIO OYEPEIb HEPEIKO
BO3HUKAET MPU OCTPOM MH(APKTE MUOKAp/a, T.€. KAPAUOTCHHOM IIOKEe, WU JPYTHX
BH1ax moka). [Tpu atom nopakennsie IBC opransl Ha3bIBalOT «OpraHaMu — MULLIEHSIMUIY,
WIH «ILIOKOBBIMU» OpraHaMu («IIOKOBOE JIETKOE», «IIIOKOBas Movka» U T.1m.) I[lpu saTtom
COCTOSIHUE OBIBAET, KaK IMPABUJIO, TSKEJIO€, U OYEHB TSKEJI0E, ONPEIETIONIeecs KaK
TepMuHaNIbHOE. MIMeHHO nmosToMy JIBC — CHHIPOM ClielyeT CYUTATh HE MPOCTO TSHKEIIBIM

OCJIOKHEHHEM JPYTUX 3a00JIeBaHUI, a 00pa3HO TOBOPS «OCIOKHEHHEM OCIIOKHEHUIN.

Tedenue mpoiiecca CKIIaIBIBAETCS U3 MPU3HAKOB OCHOBHOTO ((hOHOBOT0) 3a00J1€BaHUA,
00yCJIOBUBILIETO Pa3BUTHE BHYTPUCOCYAUCTOrO CBEpThIBaHMs KpoBU U camoro JIBC -

cunapoMma. [locneanuii B CBOEM pa3BUTHUH NPOXOAUT clieayronme craauu: [ —



TUIEPKOoAryJaiuu U TpoMO00oOpazoBanus; 11 — nepexoaHas oT rumnep- K rMInoKoaryJsisiiuu
C pa3HOHANpaBICHHBIMU CIBUTaMHU NapaMeTpoB Koarynorpammer; |1 — rimybokoit
TMITOKOAryJisiliuu (BILUIOTh J0 TIOJTHOM HECBEPTHIBAEMOCTH KPOBH) U BHIPAKEHHOM

TpombonuTonenuu; IV — odbpataoro pazsutus JBC-cunapoma.

B nacrosmee Bpems craguu JIBC-cuHapoMa TPaKTYHOTC HECKOJIBKO MO-IPYTOMY
(M3MEHEeHbI Ha3BaHMsI CTA/IUN, BTOPAsI U TPEThS CTAJANU MPAKTUUECKH 00BEAUHEHBI B OTHY

CTaauro — FPIHOKO&FYJIHL[I/II/I), HO CYTb OT 3TOTO HC MCHACTCA.

OpnHako mpoliecc He YKJIaIbIBaeTCs B 3TY CXEMY U TeueT BOJIHO00OpasHo. [Tpu
octpom JIBC-cunapome nepsast ¢asza (runepkoaryJssius) 4acTo MpocMaTpuBaeTcs U
OBIBacT OUEHb KPATKOBPEMEHHOM. [ ee BBISBICHMS clieAyeT oOpaiiaTh BHUMaHHUE Ha
OBICTpOE TPOMOUPOBAHUE MTYHKTUPYEMBIX BEH U UTJI TIPH 3a00pe KPOBH HA aHAJIU3bI,
YCKOPEHHOE CBEPTHIBAHUE KPOBH B IIPOOHPKAX (HECMOTPSI HA CMEIIIUBAHUE €€ C
IIUTPATOM), a TAKXKE MOSBICHUE HEMOTUBUPOBAHHBIX TPOMOO30B U MIPU3HAKOB OPraHHON
HEJIOCTATOYHOCTH: BOZHUKAIOT HAPYIICHUS] MUKPOLMPKYJISIINU B JIETKUX (BHE3AITHO
pa3BHBAlOIIEeCs YacToe U HeAPPEKTUBHOE JbIXaHUE, IMAHO3, XPHUITBI, JIETOYHBIHI
JTUCTPECC-CUHIPOM), TIOUKax (majieHue quypesa, OeJIoK U 3pUTPOLIUTHI B MOYE, aHypHsi),
MO3T€ (3aTOPMOKEHHOCTb, 3arPy>KEHHOCTh), HaJIMOYeUHUKaX (IIOBTOPHBIEC KOJIIATICHI),

nieyeHu (00JIb B IIPaBOM MoApeOephe, TUIICPOMITHPYOUHEMHS ).



['emopparuueckue quaTe3bl

['emopparmueckue auate3bl — TpyIa 3200 IeBaHIA Pa3TMIHOTO MPOUCXOKICHUSI, HO
00BETMHEHHBIX TIPU3HAKOM KPOBOTOYMBOCTH. K reMopparnveckum amate3aM, B
YaCTHOCTH, OTHOCSIT TeMopparndeckuii BackyuT (6one3ns [llennelina—I eHoxa) u
UIMOTIaTHYECKYIO TPOMOOIIUTONIEHHUECKYI0 Iypnypy (6one3us Bepibroda), remodumnmtio.

I'emopparnueckuit Backynut (6osie3up [llenneiina—I enoxa)
['emopparuyeckuii BACKYJIUT — OJHO U3 CAMBIX PACIPOCTPAHEHHBIX TEMOPPArHueCKuX
3a00JIeBaHU.

OTHOJIOTUA
[TprunHa GoJIe3HM JISKUT B HECTICITU(DUUISCKOM MOPAKECHUH MHUKPOCOCYJIOB, UTO ITPUBOJIAT
K pa3BUTHIO TPOMOO30B U KPOBOTCUCHUH.

[Topaxenne MUKpPOCOCYA0B MOTYT CIIPOBOLIMPOBATH AJUIEPTHs, XOJIO, ITapa3uThI.

Knunnueckas kaptuHa

Paznmuuarot 4 pasHOBUAHOCTH T€MOPPArMUECKOr0 BACKYJINTA: MOJTHUEHOCHYIO opMmy,
3aKaHYMBAIOIYIOCS UHOT 1A THOEIBbIO OOBHBIX B TEUCHHE HECKOJIBKUX YACOB WIIH TTEPBBIX
2-3 nmHew OT Hauaja 3a00JIeBaHUs; OCTPBIC (DOPMBI, IISAIIHECST HECKOIBKO HEEb HIIN
MECSIIEB; 3aTSHKHBIE (POPMBI, MPOTOHKAIOIINECS MHOTO MECSIIEB U JIET; PEIUAUBUPYIOINE
(GbOpMEBI C ITUTENBHBIMU peMUCCUSIMA. bone3Hbp HauYMHaeTCs ¢ Inxopaaku. Bravarne
temmneparypa gocturaet 38—39 °C, 3aTteM ctaHoBUTCS cyO(eOpunibHONA. B kmuHnueckoit
KapTUHE HanboJiee YaCTO BCTPEUAIOTCS OBPEKACHUS KOKU HA KOHEYHOCTSIX, SITOJIUIIAX,
pexe Ha TysoBuilne. CHMMETPUYHO MOSBIISIETCS MAMTYyJIE€3HO-TEMOPParuieckas Chilib,
MHOT/Ia C 3JIeMEHTaMu KpanuBHULBL. ChIllb BOCHAIMTENIBHOTO XapaKTepa, Ipu



HA/IaBJIMBAHUM HE UCYE3aeT. B TSHKENBIX cllydasiX B LIEHTPE €€ MOSBISIETCS HEKPO3, 3aTEM
Kopouku. Ha MecTe chllu JUIMTENbHO OCTAeTCsl MMTMEHTalMs. B KpynHbIX cycTaBax
nosIBIA0TCA 0051, OHU BO3HUKAIOT BMECTE C KOKHBIMU BBICHITAHUSIMU WU YEPE3
HECKOJIBKO YaCOB WIM THEH I10CIEe HUX. bon Yyepe3 HECKOIBKO THEN UCUYEe3at0T, HO MOT'YT
BO300OHOBIISITHCS MIPH MOSIBJICHUH HOBBIX J1eMEHTOB Ha Koxke. B 50—-70 % cnydaes, vaiie y
JieTel, MOSBIISIIOTCS CUJIbHBIE OOJIM B KHUBOTE, TIOCTOSTHHBIE MJIM CXBAaTKOOOpAa3HEbIE,
00yCIIOBJIEHHBIE KPOBOU3IHUSHUEM B CTEHKY KUIIEUHUKA U OpbDKEUKU. BO3MOXKHBI
KpOBaBbIE PBOTHI, CBEXAasl WJIM U3MEHEHHAs KpoBb B Kajie. CTysl MOXKET ObITh YaCThIM MJIU
3azepkaH. boau mpoxoaaT caMoCTOsTENBHO Yepe3 2—3 qHs. Y TPETH-TIOJIOBUHBI OOJIBHBIX
pa3BUBAETCS MOPAXKEHHUE TOYEK, [10 THITY OCTPOr0 MJIM XPOHUYECKOTO IIIoMepyoHeppuTa
C TIOSIBJICHHEM B Moue KpoBU U Oesnka. [lopaxeHue mouek BO3HUKAET HE cpasy, a uepe3 1—
4 "Henenu nocie Havana 3a0dosneBaHus. B psje ciiydaeB mopakeHUe MOYeK MpPOrpeccupyeT
U 3aKaHYMBAETCS YPEMHUEH.

Kapruna xpoBu

HemnocrtosiHHbINM 1 HEOOIBIION JTEUKOIMTO3. YBEIMUEHA CKOPOCTh OCEIaHUSI SPUTPOIIUTOBR.
B cbIBOpOTKE KpOBH YBEIMUYEHO KOJIM4eCTBO (puOpuHa, rinodynuHoB. U3 -3a KpoBOTEUEHHUS
Pa3BUBACTCs AHEMUS U YBEIIMYUBACTCS KOJIMYECTBO PETUKYJIOLUTOB.

Teuenue

[TponomxuTeIbHOCTL 00JIE3HU OOBIYHO He OoJiee 3—4 Hesenb, XOTs U3BECTHBI PELUIUBHI B
TedeHue Omkaimmx jiet. MoaHueHOCHBIE (POPMBI Jat0T BBICOKYIO JIETATLHOCTD B MIEPBBIC
JTHA OOJIE3HHU.

Jlnaruno3s
Bonesns pacno3naercs mo xapakTepHOU KIMHUYECKOW kapTuHe. JlabopaTopHas
JIMarHoCTHKa noarBepxaaet Hauuue JIBC-cunapoma.

Jleuenue

OO6s3aTenbHa rocUTAIN3aIMs OOJBHBIX, COOIIOIEHUE TTOCTEIFHOTO PEKUMa B TSUCHHE
TpeX HeAenb. B ocTpoM nepuojie mpoTUBOMOKA3aHbl aHTHOWOTHKH, CYJIb(aHUIaMUTHBIC
npenaparsl, GU3HOTepareBTHYCCKHUE Mporeaypsl. M3 AueThl HCKITI0YArOTCS Kakao, Kode,
IIUTPYCOBBIC, 3eMJITHUKA, (DPYKTOBBIC U ATOTHBIE COKH, KOMIIOTHI.

B kauecTBe 1e4eOHOTO CpeIcTBa BBOST relapiH BHYTPUBEHHO, JIyUIIIC B COYCTAHUH C
BHYTPUMBIIIICYHBIM BBEJICHHEM. BBICTPO HacTymaeT moyiokuTebHbIN 3@ dext. Haznavarot
aCKOPOMHOBYIO KHCJIOTY M pyTHH. [Ipn pe3kux 00X B CycTaBaX Ha3HAYAIOT aHAJIBIHH,
OpydeH, HHAOMETaIINH.

Nnnonatuveckas TpoMOonuTONEeHNYecKasi mypnypa (0os1e3ub Bepabroga)
Nnuonatrnueckas TpoMOOLIMTONIEHUYECKas MypIlypa BCTpeyaeTcs yanie y keHimud. OHa
CBsI3aHA C YMEHBIIICHHEM YKCJIa TPOMOOIMTOB B nnepudepruyeckoi Kposu. BeaeacTeue
3TOTr0 BO3HUKAET TEMOPPAru4eCKui CHHAPOM.



ITHOJIOTUA
Heussectna. Cuurtaercs, 4To NPUIUHON O0JIE3HU MOTYT OBITh HAPYIICHHBIE HMMYHHBIE
peakiuu.

IlaTtorenes

[Ipu 3TOM 3a0051€BaHUM NPOUCXOUT YCUIICHHUE Pa3pyLIEHUs HIUPKYIUPYIOIIUX KPOBSHBIX
IUTACTUHOK aHTUTEJIAaMU U YMEHBIIEHHE TPOMOOLIUTOOOpa30BaHUs B KOCTHOM MO3Te.
Tpom6ouuTsl BMecTo 2—4 cyTOK npeObiBatoT B nepudepruyeckoit kposu 1-3 4. [lonarator,
YTO MECTOM BBIPAOOTKU aHTUTPOMOOLIMTAPHBIX AHTUTEN SIBISIETCS CEIE3EHKA.

Kimmanueckas kapTuHa

[Ipu nnmonarnyeckor TpPOMOOIIMTONIEHUYECKON My PIType XapaKTEPHbI KOKHBIE
KPOBOM3JIMSIHUSL, Yallle Ha HUKHUX KOHEYHOCTSAX U HA MEPEAHEN MOBEPXHOCTH TYJIOBHIIA.
KpoBon3nusiHus BO3HUKAIOT U B MECTAX UHBEKIMM. [ pO3HBIM CHUMIITOMOM, YKa3bIBatOILIUM
Ha BO3MOKHOCTb KPOBOM3JIUSIHUS B MO3T, SIBJISIFOTCS. KPOBOM3JIMSIHUS Ha JIMLE, B
CJIM3UCTOM 060s0uke ri1a3. Kpome Toro, xapakrepHbl KPOBOTEUEHUS: HOCOBBIE, JECHEBBIE,
eIy I0YHO-KHIIIEYHbIE, TOYEYHbIE, KPOBOXapKaHbe. MeHCTpyalnu ObIBalOT OOMIBHBIMU,
JUIATENBHBIMU. [10710KUTETbHBI CHMIITOMBI )KTYyTa U IIUIIKA.

KaptunHa KpoBU 1 KOCTHOT'O MO3Ta

B nepudepuieckoil KpoBU CHIKEH YPOBEHb TPOMOOIIMTOB, MHOTAA OHU MOJIHOCTHIO
ucue3aroT. TpoMOOLIUTHI OBIBAIOT KPYITHBIX pa3MepoB, 0e3 oTpocTkoB. Coaepxanue
APUTPOIIUTOB U TeMoriioouHa B HopMme. [Ipu kpoBoTeueHusix — anemus. ConepkaHue
JIEMKOLIUTOB HOPMAJILHOE WJIM HECKOJIBKO YBEIMYEHO. Y 4acTH OOJIbHBIX YBEIMUYEHO
YHUCII0 S03MHOPMIOB. CBEPTHIBAEMOCTH KPOBM HOpMasibHasl. B KOCTHOM MO3re yBEIMYEeHbI
KOJIMYECTBO M pa3Mepbl MerakapuoIMToB. Bo3pacTaeT uncio Monoasix hopm
MErakapuoOIIMTOB.

Jleuenue

[enecoobpa3HO BBOIUTH SIICOH-aMHUHOKAITPOHOBYIO KUCIOTY. D(h(HEKTUBHO JIeUEHNE
MIPETHU30IOHOM, KOTOPOE MPOIOIKAETCS A0 MOoIydeHus moHoro ¢ dekta. [Tocae gero
7103y TIOCTENEHHO ¥ MEIJICHHO CHIKatoT. [Ipu orcyTcTBUM A derTa rOpMOHOB BO3HUKAIOT
MOKa3aHMs K yIalIeHuIo cene3eHku. Eciu cruterakToMust HeadhekTuBHA, TO HA3HAYAIOT
MMMYHOJICTIPECCAHTHI: UMYypaH, nukiodochan. UMmyHoaeIpeccuBHAS Tepamvst
MIPOBOJIUTCS JIUIIIb TIO )KU3HEHHBIM TIOKa3aHUsIM. MECTHO 1J11 OCTAHOBKH HOCOBBIX
KPOBOTEUEHHU UCIIOIB3YIOT FTEMOCTATHUECKYIO TYOKY, MECTHYIO KPHOTEPAITHIO.
Hckirouaetcs BBEACHHE JIGKAPCTB U BEIIECTB, HAPYIIAIONIUX arperanuio TPOMOOIIMTOB:
aneTIIICATTUITNI, OyTaanoH, 6apOuTypaThl, KOPEHH, YKCYC, aTKOTOJIb.

I'emoduniusn
'emodummst — 3T0 TEeMOpparnyecKuii [uaTe3, 00yCIOBICHHBINH HEAOCTATKOM (DAKTOPOB
cBepThiBanus KpoBu (aktopos VIII u [X).

DTHOJIOTHS
3aboneBaHre HOCUT HACJIEACTBEHHbBIN XapaKkTep, MepeaeTcs OT MaTepu ¢ X-XpPOMOCOMOM.



IlaTorenes
OTcyTCTBHE WK HENOCTATOK (DAKTOPOB CBEPTHIBAHUS KPOBH MPUBOAUT K HAPYIIICHUIO
ATOTO MPOoILIeCCca, B Pe3yJIbTaTe Yero KPOBOTEUEHHUSI MOTYT MPUBOAUTH OOJILHOTO K THOEIH.

Kimanueckas kapTtuHa

KapnunanbHbIM prU3HAKOM OO0JIE3HHU SIBJISIETCSI HAPYIIEHUE CBEPTHIBAEMOCTH KPOBH.
[IpeobnagaroT KPOBOMBIUSHUS B KPYITHBIE CYCTaBbl KOHEYHOCTEH, IITyOOKO MO/ KOXY, B
MBIIILBI. BO3MOXHBI KPOBOM3IHUSHKS B OPTraHbl OPIOLIHON MOJIOCTH, BHYTPHYEPETIHBIE.
[Ipu TpaBMax BO3HUKAIOT OOMJIbHBIE U JJTUTENIbHBIE KpoBOTeUeHUs. [ emoduus
OOHapy>XMBAETCS paHO. YKe P POKICHUN OBIBAIOT MOJKOKHbBIE U BHYTPUKOXKHbBIE
KPOBOM3JIUSIHUS, KPOBOU3IMSIHUS B MO3T, KDOBOTEUEHUS U3 ITyTIOYHOI'O KaHaTHKa. B
HepBbIE O/l )KU3HU BO3MOKHBI OOMIIbHBIE KPOBOTEUEHHUS U30 PTa MPH €ro
TpaBMUPOBAHUU UTPYIIKAMH, KDOBOTEUEHUS U3 HOCA MPH MaJeHUH, B 00sacTu siroauil. B
NOJIPOCTKOBOM BO3pAacTe BOZHUKAIOT HEOJHO-KPATHbIE KPOBOM3JIMSHMS B OJTHUA U TE€ KE
CyCTaBbl KOHEUHOCTEM.

CycraB, Ky/1a POU30IILI0 KPOBOU3IHMSIHUE, CTAHOBUTCS PE3KO OOJIC3HEHHBIM, YacTO
yBEJIMYEH B pazmepax. Koxa Haj HUM KpacHEET, Ha OIyIlb CTAaHOBUTCS Topsueil. [1pu
KPOBOU3JIMSIHUM B TKAHU PA3BUBAIOTCSI TEMATOMBI, KOTOPBIE CIABIMBAIOT OKPYKAIOIIKE
OpTaHbl U COCY/IbI, UTO MIPUBOJAUT K OMEPTBEHUIO. [ '€eMaToMBbI B CycTaBax MPUBOIAT K UX
paspywienuto. [Ipu caaBieHn reMaToMaMy HEPBOB PA3BUBAKOTCS MAPATIAYH,
TYTOTIOJIBU’KHOCTh CYCTaBOB, aTpodus MbIiIil. [Ipy KpoBOM3IHUSIHUYN B 00JIACTH IIIEH, 3€Ba
Y TJIOTKU BO3MOXHO ynymeHue. [loueunbie KpoBOTEUEHUS PUBOAST K HAPYIIIEHUIO
BBIBEJICHUSI MOYH, TIOYCHYHBIM KOJIMKAM H3-3a 00pa30BaHUs CI'YCTKOB KPOBH B
MOYEBBIBOAAIIUX NMyTX. C ToaMu MpUCOeTUHICTCS HHDEKIIUS TKaHU MoYeK. Bo3MoxxHa
CMEPTh OT YPEMHUHU.

KpoBoTeuenus u3 xenya04HO-KUIIIEUHOT'O TPAKTa MOTYT OBITh CITIPOBOLIMPOBAHBI
IPUEMOM aLETUIICATTMIUIIOBOM KUCIOTHI. [Ipu TpaBMax rojioBbI U CIIMHBI BOBHUKAIOT
KPOBOM3JIUSIHUA B TOJIOBHOM Y CIIMHHOW MO3r. KpoBOTeUeHUsl U3 paH Npu TpaBMax 4acTo
BO3HUKAIOT HE cpasy, a yepe3 1-5 u.

Kaprtuna xkposu
KonnuectBo TpoMOOLIMTOB HOpMaNIbHO. [IpH 3HAYNTENBHBIX KPOBOTEUEHUSX KapTHUHA
KpPOBHM TaKas €, KaK IIPU OCTPOH IMOCTTEMOPPArnyeCKON aHEMUMU.

Teuenne
[Ipu nedeHnun u 3aMEeCTUTEIBLHON Tepanuu — XpoHuueckoe. CMepTeIbHbIA UCXO/1 MOKET
HAaCTYIUTb OT HE3HAYUTEIBHOUN TPaBMBbI B pe3yibTaTe NPody3HOro KPOBOTCUEHU .

Jleuenmue

B xaudecTBe eueOHOr0 CpeIcTBa UCIIOIB3YIOT BHYTPHBEHHOE MPSIMOE TEPEIMBAHUE KPOBH
OT JIOHOpA K OOJIbHOMY WJIM BBEJICHUE CIICIIMAIbHO MPUTOTOBICHHBIX (JIJII COXpaHEHUS
(baKTOpPOB CBEPTHIBAHMS ) aHTUTEeMO(MUIBHOH TIJIa3Mbl, KpHOTIPEIUIIUTATa, KOHIICHTpATa



daktopa VIIL Ilpu kpoBOU3IHUSAHIYN B CYCTaBbl KOHEUHOCTEW HEOOXOAUM TTOKOH U
(puKkcanys NopaxeHHOW KOHEYHOCTH B (PU3HOJIOTHYECKOM MOJ0KEHHH, COIPEBAIOIINE
koMmIipeccel. Heobxoanmo oTcacsiBaHME U3IUBLIEHCS B cycTaB KpoBH. [locne aToro
BBOJISIT B CYCTaB TMJIPOKOPTU30H. JI10ObIe BHYTPUMBIILIEYHbIE HHBEKI[UU TIPEMAPaTOB
MPOTUBOIIOKA3aHbl, TAK KAK OHU MOTYT CTaTh IPUYMHON pa3BUTHUs remaTtoM. [1pu
KPOBOTEUEHHUAX B TKAHU U 00Pa30BaHUHU I'€MATOM MPUMEHSIOT aHTUTEMOPUINYECKYIO
tepanuto. OTcachiBaHUS KPOBU U3 reMaToM cliefyeT nzoerats. [lpu kpoBoTeueHnn u3
MOBPEKIEHHON KOKH, HOCOBBIX, POTOBBIX MOJIOCTEH MECTHO MPUMEHSIOT
KPUONPELMIIUTAT, YYaCTOK OTpadaThIBalOT TPOMOOIUIACTUHOM, TPOMOMHOM, pacTBOpoM E-
AMUHOKAIIPOHOBOM KUCIOTHl. AHTUTEMO(PMINYECKHUE MPenapaThl yCIEIHO COUETAIOTCS C
PEIHU30JI0HOM.

7.5. TEMOPPAT'MYECKUE INATE3bBI

Brinensiercs Takxe psag GopmM TpOMOOIUTONIATUH M KOATyJIOTIATUH, COYETAIOIIUXCS C
ME3EHXUMAJILHBIMH JUCIIA3HSIMU — U3MEHEHHUSIMU CKEJIETa, CJIA00CTHIO CBSI30YHOTO
anmapara (TUnepMoOUIIBHOCTh CYCTaBOB, BBIBUXH ), TTIOBBIIIICHHON PACTSKUMOCTBIO KOXKU,
poJlabMpPOBAaHUEM CTBOPOK KJIAIIAHOB CEPJIlla, BRIBUXAMHU XpyCTajuKa, HApyIIEHUSIMU
oOpaszoBaHus KoJiareHa (CHHIPOMBI OTCYTCTBHUSI JIydeBOM KOCTH, Diepca-Jlanio,
Mapdana u ap.). 3tu GOpMBI BBIACIAIOTCS B 0COOYIO TPYyMNy “TeMopparu4ecKux
ME3EHXUMAaJIbHBIX TUCIUIA3UN .

[IpuoOpeTeHHsie remopparunueckue 3adoneanus. Cpean HUX HauboJee YacThl
TPOMOOIIMTONIEHUH U TPOMOOIIUTONIATUH, CUHIPOM TUCCEMUHUPOBAHHOTO
BHYTPHUCOCYIHUCTOr0 cBepThiBaHUs KpoBu ([IBC), *MMyHHbBIE © UMMYHOKOMILJIEKCHbBIE
MUKPOTPOMOOBACKYJIUTHI C TEMOPPATUYECKUMHU MPOSIBICHUAMU (TeMOpparudecKui
Backynut [llenneitna-I'enoxa), TpomboTHYECKass TPOMOOITUTOTICHUYECKAS TTypITypa
(TeMOTMTUKO-YPEMUYECKUN CUHAPOM ); TOKCUKOUH(DEKITMOHHBIE TEMOpParuu
(reMopparu4ecKkue JTMXOPaJKu, CHIMTHON TH(, OaKTepUaNbHBIN SHIOKAPINT); BTOPUUHBIC
HapYIIEHUS TeMOCTa3a Mpu 3a00JIEBaHUSAX TICUCHU M OOTYpPAIMOHHOM JKENTYyXe, CBI3aHHBIC
C HapyIICHUEM CHHTE3a B TeMaTouTax (PakTopoB CBEPTHIBAHUS KPOBH, a TAKXKE CXOHAS
I10 MTATOT€HE3y KPOBOTOUHUBOCTH MPU NEPEAO3UPOBKE aHTUKOATYIISIHTOB HETIPSIMOTO
nevictBus. [Ipu MHOTHX 3200/I€BaHUAX HAPYIIEHHUS] TEMOCTa3a UMEIOT CMEIIAHHBIN
XapakTep U Pe3KO YCUIIMBAIOTCS B CBA3U C BTOpUUYHBIM pazBuTreM [IBC-cunnpoma. Tak,
MIPU aIu1a3usix KOCTHOIO MO3ra, JTy4eBOU 00JIe3HH, JIeiK03aX Ha TPOMOOIIUTONIEHUIO U
TPOMOOITUTOTIATHIO JIETKO HACIIAaWBaOTCS (0COOEHHO TP MH(EKITMOHHO-CENTHISCKIX
OCIIO’)KHEHMSIX) HapylIeHus:, 00ycioBieHHble cuaapomom JIBC.

Oco0yro TPYIITY COCTABJISIOT pa3IMIHbIC (OPMBI KPOBOTOYMBOCTH, CBSI3aHHBIC C
JEUCTBHEM JICKAPCTBEHHBIX CPEJCTB, BIUAIONIUX JIMOO HAa (PYHKIHIO TPOMOOIIUTOB
(aciupuH, TUKJIONUMH), MO0 Ha CBEPTHIBAEMOCTh KPOBH U (UOpUHOIN3 (KyMapHUHBI,
(eHUIMH, TenapuH, CTPENTOKMHA3A U JIPYTHE TPOMOOIUTHUKH).



B ocoOyro rpynmy BbIIEISIOT HEBPOTUYECKYIO 1 IMUTALIMOHHYIO KPOBOTOYMBOCTb.
ITocnennsst 00ycnoBiIeHa TEM, YTO OOJIBHBIE U3-3a PACCTPONCTBA NICUXUKH BOCIIPOU3BOAST
y ce0sl KpOBOTOUMBOCTD JIMOO IIyTEM MEXaHUYECKON TpaBMaTH3al[MU TKaHEH
(HamMMbIBaHUE CUHSAKOB, TPABMUPOBAHUE OCTPHIMHU NPEAMETAMU CIU3UCTBIX 000JI0YEK),
100 TailHBIM MPUEMOM JIEKAPCTBEHHBIX MPENAPAaTOB FEMOPPArHyeCcKOro JeHCTBUS (Jalie
BCEI'0 AHTUKOATYJISIHTBI HEMIPSIMOTO AeHCTBHSI). BO3MOXKHBI Takke reMopparu,
00yCIIOBJIEHHBIE CAAM3MOM, B3aUMHBIM WJIM CAMOUCTA3aHUEM Ha SPOTHUYECKON IMOYBE.

KOAT VJIOITATUU. U3 HacnencTBEHHBIX KOAryI0MaTUid oIaBsitolee O0IbIIMHCTBO
COCTaBIIAIOT TpH 00JIe3HU: TeMOGMINs A BCIIeICTBUE NEPUIIUTA B KPOBH KOAryJIIIUOHHOM
yactu dakropa VI (VIII:C); 6onesns BumieObpanza, o0ycioBiieHHas 1eQUITITOM HITH
aHoMasuei ayrocoMHo HacneayeMoit uactu ¢akrtopa VI — paxropa Bunnedbpanna
(VIII:®B); neduuut paxropa IX (remodpunus B), kotopast Bcrpeuaetcs B 10-13 pa3 pexe,
yem remoduiust A. Jlums mo 0,3-0,5% npuxoauTcst Ha Bce OCTalbHbBIE HACIEICTBEHHBIE
HapyILIEHUs CBEPTHIBAEMOCTH KPOBH, 00ycioBieHHble neduirtoM (akropa VI, X, V, Xl
u Xll. Eme 6onee peaku (eauHUYHbIC HAOTI0IeHNS ) (DOPMBI, CBS3aHHBIE C
HacyencTBeHHbIM aeduuurom gaktopoB Xl (nedext Xaremana), |l
(runornporpoMOuHeMus) U pudpuHoreHa. IlpomexyTogHoe MECTO MO YacTOTE 3aHUMAIOT
aHomanuu ¢pudpuHoreHa (aucuOpUHOTEHEMUS ), MHOTHE U3 KOTOPBIX O€CCUMITTOMHBI
WM MPOTEKAIOT C MUHUMAJIBHOM KPOBOTOYMBOCTHIO, @ B PAJIE€ CIyYaeB XapaKTepHU3YyIOTCs
HAKJIOHHOCTBIO K TpoMOo03am (cM. TpomOodmmmm).

Cpenu nproOpeTeHHBIX Koaryinonatuu npeodianawt IBC-cuHIpoM; KpOBOTOYHBOCTS,
cBsi3aHHas ¢ neunuTom BuTaMuH K-3aBUCUMBIX (PAaKTOPOB CBEPTHIBAHHS KPOBH, —
reMopparnueckas 00Jie3Hb HOBOPOXKACHHBIX, 00TypaIlMOHHAS KEJITyXa, TIePeI03uPOBKa
AHTHKOATyJITHTOB — aHTaroOHUCTOB BuTaMuHa K (Kymapusbl, (DeHWIHH), CHHIPOM
MaitbabcopOmu; POpMEI, CBI3aHHBIE C JCHCTBUEM TellapHHa U APYTUX aHTUKOATyJISTHTOB
1100 aKTHBATOPOB (prOpHHOIM3a (CTPENTOKMHA3A, CTPENTOICKa3a, YPOKHUHA3A) U
npenapaToB AepUOPUHUPYIOIIETO IeHCTBU (apBUH, AehuOpas3a, aHIucTpoH). bosee
PENKH, HO IOT9ac BeChMa TsDKEITbI KPOBOTCUSHHSI, 00YCIIOBICHHBIC ITOSIBICHHEM B KPOBH
MMMYHHBIX UHTHOUTOPOB (JaKTOPOB CBEPTHIBAHUSI, CPEIM KOTOPBIX MPEOOIaat0T
antutena K ¢akropam VIl u V.

I'emodumuu. PerieccuBHO-HACTeNyeMblIe, CIIETICHHBIE C TTOJIOM (X-XpOMOCOMOH )
3a0oseBaHus; OOJICIOT JIUIIA MY>KCKOTO TI0JIa, JKEHIIUHBI SBISIFOTCS MIepeaTIuIiaMu
607e3Hu (Y HEKOTOPBIX M3 HUX UMEETCS JIeTKasi KpOBOTOUMBOCTH). [10siBIIeHIEe HOBBIX
CJIy4aeB CBSI3aHO C MYyTalMSIMHU.

KpoBoTounBocTh 00yCIIOBICHA HAPYIIICHHEM BHYTPEHHETO MEXaHU3Ma Ha4aJIbHOTO dTara
CBEpTHIBaHMS KpoBH n3-3a nedururta Gakropa VI (remodumms A) nwmm X (remodumms
B), BciiencTBue 4ero pe3ko yAJIUHSETCS BpeMsl CBEPThIBAHUS 1IEJIbHOM KPOBU (B TOM YKCIIE
napameTp R TpomOo3nacTorpaMmsl), aKTHBUPOBAHHOE MAapLUATbLHOE TPOMOOIUIACTUHOBOE
BpeMst (AIITB). IIpotpomOuHOBOE Bpemsi (MHAEKC), OTPAXKAOIIEEe COCTOSIHUE BHEIIHETO
ME€XaHW3Ma CBEPThIBAHUS, U TPOMOMHOBOE BpEMs CBEPThIBaHUS (KOHEUHbIN 3Tall
npoiiecca) octatorcsa B HopMe. Uuciao u pyHKIMsS TpPOMOOIIUTOB, BpEMsI KallWJIISIPHOTO



KPOBOTEUEHHUS U MPOOBI Ha JIOMKOCTh MUKPOCOCYAOB (MaHKETOUHAs U APyTrue npooObl)
ocTarTcs B HopMe. Bun remopunuu A unu B onpenensercss KOppeKIMOHHBIMU TPOOAMH.
[Ipu remopunuu A (nepuuut paxropa VIII) HapyiieHne cBepThIBAEMOCTH UCIPABIIAETCS
HOPMaJIbHOM TUIa3MOM, MpeBapUTEIbHO aCOPOMPOBaHHOM CylbdaToM Oapus win
TUIPOOKHCHIO allOMUHMS, yaansomux ¢aktop [X, HO He ucnpaBigeTcss HOpMaIbHOU
CBIBOPOTKOM CYTOYHOM TaBHOCTH, B KOTOPOil ecTh (hakTop IX, HO OTCYyTCTBYET (hakTOp
VIII. ITpu remopmmu B (nepurmt dpakropa 1X) KOppeKIIMOHHBIE TECThI JAIOT MPSIMO
MIPOTUBOIIOJIOKHBIE PE3YJIBTAThl — AEPEKT CBEPTHIBAHUS YCTPAHAETCS HOPMAJIbHOM
CBIBOPOTKOM, HO HE afcopOMpoBaHHOM miazMoil. KonnuecTBeHHOE orpenenenme
¢daxropoB VIII u IX ucnonb3yercs aist OLEHKU TSHKECTU 3a00JI€BaHUs U 111 KOHTPOJIS 32
JOCTaTOYHOCTBIO 3aMeCTUTENbHOM Tepanuu. [Ipu kpaitne Tsoxenon popme reMmopunun
ypoBeHb JehuuTHOro pakropa ObiBaet Huxe 1 %, npu tsoxenoit — 1-2%, npu cpeanei
Tshkectu — 3-5%, npu erkoit popme — 6onee 5%. Ho mpu TpaBmax u oneparusix yrposa
Pa3BUTHSI OMACHBIX JIJIS KU3HU KPOBOTEUCHHI COXPAHSETCS U MPH JIETKUX (hopMax
6one3nu. Jlume nognepxxkanue ypoBHs ¢paktopos VI vwim X B miiaszme Boite 30-50%
o0ecrieunBaeT HaJCKHbII reMocTa3s.

Kinandeckas kaptuHa. KpoBOTOYMBOCTH F€MaTOMHOI'O THUIIA YaCTO BIEPBbIC BOZHUKAECT B
BO3pacte 1-3 jer, HO pH MaJCHUAX, TOpe3ax U APYTruX TpaBMax — paHpiie. B neTcTe
Y4acThl FTEMOPPAruy, CBI3aHHbIE C TPABMUPOBAHUEM POTOBOM MOJOCTH UTPYIIKAMH,
ylapaMu 00 OKpY>Karolue TBepible MPeAMEThI, MaACHUSIMH PH MePEIBIKCHUH,
PUKYCaMH sI3bIKA. 3aTeM PEeLMIUBUPYIOT KPOBOUBIIMSIHUS B MSATKUE TKAHU U KPYITHBIS
CyCTaBbl, OOJIBITIIE HUKHUX KOHEUHOCTEH, C MOCIEAYIOIIUM Pa3BUTHEM TIKEITBIX
reMapTpPO30B, CHHOBUTOB, OCTEOIIOPO30B, KOHTPAKTYP, GUOPO3HBIX aHKUIIO30B, aTPOGUH
MBI, TUCHYHKIIMA KOHEYHOCTEH. JlaBeHrne reMaToM MPUBOJIUT K KOHTPAKTYpaM,
pa3pylICHUI0 KOCTHOM TKaHM (IICEBAOOITYXO0JIH ), BOSHUKHOBEHHUIO TTATOJIOTHICCKHIX
nepenoMoB. KpoBOM3IHSHUS MOTYT BBI3BIBATh C/IaBJICHHE HEPBHBIX CTBOJIOB, KPYITHBIX
KPOBEHOCHBIX COCYJIOB U IMOJIBIX OPTraHOB, aC(UKCHUIO BCIICICTBUE 3aKYIOPKH TOPTaHU,
CUMYJIMPOBATh KAPTUHY OCTPOTO KMBOTA. BO3MOXKHBI pelIUIUBUPYIOIINE HOCOBBIE,
MIOYCYHBIE U KETYI0YHO-KUIIICUHbIE KPOBOTEUCHHUS, OOUIIbHASI KPOBOTIOTEPSI TIOCIIC
MOPE30B, TPaBM, ornepalyii (4acTo Mmo3aHue — yepes 2-3 4 nociie onepanun). JaurenbHo
KpOBOTOYAT JIYHKH TI0CJIC YAaJICHUsS 3y00B. 3aKyIllopKa CryCTKaMH KPOBU MOYETOYHHKOB
BBI3BIBACT MOYCUHYIO KOJUKY. OCIIOKHEHUS:

MOSIBJICHUE B KPOBU MMMYHHBIX HHTHOUTOPOB AEPUIUTHBIX (DaKTOPOB, TUTP KOTOPHIX
HApacTaeT B MPOLECCE 3aMECTUTEIBHON TEPaIlnH;

pa3BUTHE BTOPUYHOTO PEBMATOUIHOTO cUHApoMa (cuHapoM bapkarana-Eroposoii) ¢
nedopManusiMu, YTPEHHEH CKOBAHHOCTHIO, TOCTOSSHHBIMU OOJISIMU B CyCTaBax, HE
CBSI3aHHBIMU C T€MOPpPAarusiMu, CAMMETPUYHBIM MOPAXKEHUEM MEJIKUX CYCTaBOB KUCTEH,
OTCYTCTBHEM OCIa0JIeHus 00JIei, a UHOTa UX YCUJICHUEM T0CII€ BBEJCHUS
KpUOIIpELUINNTATa, HApACTAaHUEM TUTPA PEBMATOUIHOTO (paKTOpPa B CHHOBUAILHOM
KUJKOCTHU U IJ1a3Me (He y BceX OOJbHBIX);



neOpMHUPYIOUIUE apTPO3bl, AHKWIIO3bl, KOHTPAKTYPBI, OCTEONOPO3, NATOJOTUYECKHE
NIEPEJIOMBI;

AJTICPIrUiICCKUC pCaK, B TOM YUCJIC HA BBCACHNC I'CMOIIPCIIapaTOB;

BUpYCHbIE 3a00JIeBaHUs TPaHCPY3MOHHOTO reHe3a — renatuTsl B u C,
uutomeranoBupycHaa undexuus, CIIN/, no kotopeiM OonbHbIE reMOpUINEN BXOJAT B
I'PYIILY BBICOKOT'O PUCKa.

Jleuenne. OCHOBHOM METOJ — 3aMECTUTENIbHASL TEMOCTATUYECKAS TEPATTUS
KPUONPELUUITUTATOM WK KoHIleHTpaTta (aktopa VIII mpu remodunuu A wnm pakropa IX
(npenapat IT1ICB) npu remodunuu B. Tlpu oTcyTcTBHM 3TUX NpenapaToB WIH NPU
HEYCTAHOBJIEHHOUN (popMe reMoPpuINK NMPOU3BOIUTCS OBICTPOE BHYTPUBEHHOE BBE]] EHUE
0O0JIBIIOrO KOJUYECTBA CBEXKEHN MM CBEXKE3aMOPOKEHHON TOHOPCKON I1a3MBl.
XKenarenbHO 3aKperieHUE 3a KaKbIM OOJBHBIM C PAHHEr0 BO3pacTa OJTHOTO-ABYX
JIOHOPOB, OT KOTOPBIX 3arOTaBIMBAIOT MJIa3My U KOHIIEHTPAThl (DAKTOPOB CBEPTHIBAHMUS;
9TO CHHIKAET YaCTOTY aJUIEPTUUYECKUX U UMMYHHBIX OCJIO)KHEHUH, OITACHOCTb BUPYCHOTO
3apaKeHMUSL.

[Tpu remodriu A kpuonpenunuTaT wiu KoHueHTpat ¢gakropa VI BBoasIT kKak MOXHO
paHblIle B 3aBUCUMOCTH OT TsKeCTH remopparuu B 1o3ax oT 10 go 30-50 en/kr
BHYTPUBEHHO 2 pa3a B CyTKH, a mia3my 1o 250-500 mi1 kaxkapie 8 4. Bo3MokHO Takke
JUTUTETbHOE MHOTOYaCOBOE MIJIM KPYTJIOCYTOYHOE BBE/ICHUE KOHIIEHTpaTa (akTopa Ha
M30TOHUYECKOM PacTBOPE, HATPUS XJIOPUIA, HO Ha 3TOT C1oco0 BBEIEHUS Mpenapara
NEPEXOIAT MOCIIe Pa30BOM yIapHOM €ro J03bI, YTO HEOOXOIUMO JIJIsI HEMETICHHON
OCTaHOBKH KpoBoTeueHus. [Ipu remodunuun B xoHmenTpats! ¢phakropa [X BBoasT 1 pa3 B
cyTKHU B KoymuecTBe 4-8 103 (10 40-50 en/kr) mox npukpeitieM 1000 ex. remapuna Ha
Ka)IyI0 103y Tpernapara BHyTPUBEHHO KaIleIbHO MO0 CBEXE3aMOPOKEHHYIO MJI1a3My TI0
10-20 m/kr exxequeBHO. [Ipy BeIpa)KeHHON aHEMU3allUK — TpaHC(]y3UH KOHIIEHTPATOB
APUTPOITUTOB WJIH IPUTPOMACCHI, TIPU UX OTCYTCTBUH — CBEKEH (JI0 IByX CYTOK XPaHEHU)
KOHCEPBUPOBAHHOM KpoBH. OTelr 60IBHOTO MOXKET OBITh TOCTOSTHHBIM JIOHOPOM JIJISl HETO,
TOTJ]a KaK TuIa3Ma MaTepH JUis 3TOT0 HENPUTOIHA, MOCKOJIbKY B HEH CHHKEHO

coJiep KaHe aHTUTEeMODUITHUECKUX (PaKTOPOB.

[Toka3zaHus K 3aMECTUTEIBHON TEPANIUU: KPOBOTEUEHUE, OCTPBIN FEMAPTPO3, FEMATOMBI,
00JIeBbIC CHHIPOMBI HESICHOTO T€HE3a, KOTOPHIE YacTO CBA3AHBI C KPOBOM3IHUSHUASIMH B
pPa3IMYHbIE TKAHU, IPUKPBITUE XUPYPTHUECKUX BMEIIATENBCTB.

[Tpuuunbl HEAh PEKTUBHOM TEpanuu: pa3BeICHUE U MEAJICHHOE (KaneIbHOE) BBEJICHHE
KOHIIEHTPATOB (p)aKTOPOB WJIU TUTA3MBbI, TPOOHOE BBEICHNE WX MAJILIMU JI03aMH,
OJIHOBpEMEHHBIE OOUIIbHbIE HH]PY3UU KpoBe3ameHuTenel (5%-Hblil pacTBOP TITIOKO3HI,
MOJIUTIIFOKUH, PEONOJIUTIIIOKUH ), TPUBOASIINE K CHUKEHUIO KOHIICHTPALIUU
aHTUreMo(UInYecKkux PaKTopoB B IJIa3Me OOJIBHOIO; HAJTMYKUE B KPOBU OOJIBHOTO
aHTUTeN K (hakTopaM cBepThiBaHUs. B mocneaHem ciiyyae mpuOeraroT K BBEICHUIO OUYEHb



6onbiux (200 ex/kr u 6o1nee) 103 pakropa VIII 1ubo k BBeACHUSIM KOHIIEHTPAaTa CBUHOTO
¢dakropa VIII 1160 xk uMMyHOCOPOLIMH — MPOMYCKAHUIO KPOBU OOJILHOTO Yepe3 KOJOHKY C
copOeHTOM UMMYHOTI00yIuHOB (bupmbl ["'aMOpo wiu 11p.). MeTo10M BbIOOpA SIBISIETCS
Takxke “00X0HON” coco0 JeUeHusl — BBEICHUE KOHILIEHTpaTa (akTOpoB
nporpom6uHoBoro komiuiekca (ITIICh) 6onpHOMY ¢ uarudutropom daxrtopa VIIL

Hecneunduueckue MeToabl JieyeHHs: IPUEM BHYTPb AMUHOKAIIPOHOBOM KUCIIOTHI B J103€
10 8-10 r B cyTku win Apyrux HHruouTopos pudpuHonuza (IIAMBA, amOeH); TpaBsiHbie
cOOpBI reMocTaTHYeCcKOro AercTBusl. MHruOuTOpsl GUOpPUHONIM3a HE JAOJKHBI
Ha3HAYaThCs MPU MAKPOTEMaTypPHH, TaK KaK MOT'YT BbI3BATh 3aKYIIOPKY MOYETOUHHUKOB U
aHypHIO.

[Tpu perauBUPYIOMIMX TeMOPPArusiX B CYCTaBbl, TEMOCUHOBUTAX U PA3BUTUH
BTOPUYHOT'O PEBMATOMIHOTO CHHPOMA Ha3HAYAIOT MPUEM BHYTPh METHIINPETHU30JI0HA
no 15-30 Mr B fieHb Kypcamu 1o 2-3 HeJIeU C TIOCTENIEHHBIM CHIDKEHUEM JI03bI, a TAKXKe
BHYTPUCYCTaBHOE BBEJICHHE €r0 CyCIICH3UH (JTydIle AeroMepoa) mo 1-3 mi ¢
KHCJIOPOJIOM C UHTEpBaJIaMU B 2- 4 JHS ¢ MPEABAPUTEIILHON acIiipaivei n3IuBIIeHCS B
CyCTaB KpPOBH.

[Tpu uarn6uTopHoOit popme remoduinnu mwiazmadepes (yaaleHue aHTuTen K pakropam
CBEPTHIBAHMS) COYETAIOT C BHYTPUBEHHBIM BBEACHUEM OOJIBIIOTO KOJTUYECTBA
KOHIIEHTPATOB (DAKTOPOB CBEPTHIBAHUS U METHIINPETHU30I0HA — 10 4-5 MI/KT B JIeHb. B
OTJIEIBHBIX CIIy4asX MOKa3aHbl IUTOCTATUKU, UMMYHOTJIOOYJTUHBI.

JlokanpHasl reMocTaTUYeCKas Tepanus: allUIMKAlMK Ha KPOBOTOYAI[YIO IIOBEPXHOCTh
reMOCTaTUYECKON TYOKH ¢ TPOMOWHOM, OPOIIICHHUS €€ OXJIaXKICHHBIM 5% -HbIM PacTBOPOM
aMUHOKAIIPOHOBOM KUCIOTHI. Bukacon u mpenapatsl KanbIus HedhHEKTUBHBI U HE
IIOKA3aHBI.

Peabunuranus. OcTeonopos, KOHTPAKTYPHI, IICEBIOOMTYX0IH, MATOJIOTHYECKUE TTEPEITOMBI
TpeOyIOT BOCCTAHOBUTEIHHOTO XUPYPTUUECKOTO M OPTOMEINIECKOTO JICUSHUS IO
MPUKPBITUEM aHTUTEMO(PUIMIECKUX MpenapaToB. VCOIb3yI0T STalTHBIE TUTICOBBIC
MOBSI3KH, anmnapathl BHENTHEH ¢ukcanuu Mnu3apoBa, BHYTPUKOCTHBIN OCTEOCHHTE3,
apTPOILIACTUKY U ApYyrue Merosl. JUisi KymupoBaHUs peUAMBUPYIOIIUX FEMApPTPO30B U
CHHOBHUTOB IPUMEHSIOT JIOKAJIbHYIO PEHTI€HOTEPAIINIO, BHYTPUCYCTaBHBIEC BBEICHUS
TJIIOKOKOPTUKOUIOB U CKIIEPO3UPYIOLIUX IIPENapaToB, a TAKKE CHHOBIKTOMMUIO;
MMPOBOJAUTCS PEHTIEHOTEPAIUS IICEBIOOITYX0JIEH. B BOCCTaHOBUTENBHOM NIEPUOIE
PEKOMEHAYIOTCS (PU3NOTEpanieBTUIECKUE METOIBI, OaapbHeoTepanus, rpsa3eneueHue, JIOK
IO CIielMaIbHON nporpamMme. [IpoTrBONOKa3aH acCUpyH U IPYTrUe HECTEPOUIHBIC
MIPOTHUBOBOCTIAIUTENBHBIC TTPENapaThl, HapyIIaroye (GyHKIINIO TPOMOOIIUTOB U
YCWIMBAIOIINAE KPOBOTOUYMBOCTh. OJJTHAKO MPOTHUBOBOCHAIUTEIbHBIC MTPENapaThl TUIIA
WHTHOUTOPOB IMUKJIOOKCUTEHA3HI 2 (MaBaJHC U JP.) TIPU OTCYTCTBUU TMPOTHUBOIIOKA3aAHHIHA
(s:3BeHHas 00JIE3HB U JIP.) MOTYT MIPUMEHSIThCS JJ1s1 ocnabyieHust 0ojel B cycTaBax. Y
OOJIBHBIX, IOCTUTIINX MOJOBOM 3PEIOCTH, XOPOIIYIO peaOUINTALIUIO AA€T IJIaCTHKA
HauOoJiee MOpaKeHHBIX CYCTaBOB. boJibHbIE JOKHBI HAXOIUTHCS MOJT IUCTIAHCEPHBIM



Ha6J'IIOI[CHI/ICM B FCMO(l)I/IJ'II/I‘-IeCKI/IX HCHTpAX WJIN CIICHHAJIN3NPOBAHHBIX
reMaToJIOTHYECKUX KaOMHEeTax.

[TpodmmakTuka. ['eHEeTHUECKOE KOHCYIBTUPOBAHKE C BBISBICHUEM IEpPEIaTIHUIL
reMoQInH, ONpeIeICHUEM TT0JIa TIJI0/Ia U HAIMYHUS B X-XPOMOCOME TeMO(DHINIECKOTO
rena (JIHK-3onaupoBanue). J[ucnancepnoe HaOI0IeHUE 32 OOJIBHBIMU, MPO(UIAKTHKA
reMapTPO30B U IPYTUX TEeMOPpAruy, aTpaBMaTHYHAS JiedeOHast (GU3KYIbTypa
(ynmpakHeHHs Ha MATKUX MaTax, IJIaBaHUE), PEKOMEH 1Al 00pasa KM3HU U 1Mo00pa
npodeccuu, HCKITFOYAOIINX BO3MOKHOCTE TpaBMaTu3anuu. Opranu3aius paHHETO
BBCJICHUS aHTUTEMO(PMIMYCCKUX MTPENapaToB Ha oMY (BBIE3IHbIC OpUTabl, OOyUeHUE
POJIUTENICH B IIIKOJIE MEJICECTEP); MOAOOP MOCTOSHHBIX JOHOPOB M 3aTOTOBKA
JOCTaTOYHOT'0 KOJMYECTBA TUIa3Mbl M KPHOIIPEITUITUTATa METOIOM Tutazmadepesa;
OpTOTNEeIUYECKasi 1 CTOMATOJIOTHYeCcKast TOMOIIb. B TsKenbIX cirydasx
npo(QUIAKTHYECKOE BBEJICHHE aHTUTEMODUITUICCKUX MpenapaToB 2-3 pa3a B MECSIl B
no3ax 1o 10 en/kr.

bonesns Bumnebpanaa. Oaun u3 HanOosee YacThIX HACTIEICTBEHHBIX TeMOpParu4eckKux
JTMATEe30B, 00YCIOBJICHHBIX Je(UIIMTOM B KPOBU WJIA MOJICKYJISIPHBIMH aHOMAJIUSIMHU
CHUHTE3UPYEMOT'0 B SHJIOTEIHNHU TIIMKONpOoTerHa — (pakTopa Bumiebpanaa, sBistomerocs
onuuM u3 komrnoHeHToB ¢akropa VI (VIII:®B). Hacnexyetcs yamie Bcero ayrTocCOMHO
110 HEMOJHOMY JIOMUHAHTHOMY THUITY, OOJICIOT MY>KUMHBI U >KEHIIMHBL. MIMeeTcs psif
pasHoBHIHOCTEH Oone3nn Buiiebpanaa, 00ycIoBIeHHBIX Tape30M CUHTe3a (pakropa
VIII:®B, MmonekyasapHbIMU aHOMAJIUSIMU €T0 (MMPU COXPAaHEHWU aHTUTEHHOTO MapKepa B
IUIa3Me€ ), HapYLIEHUSIMU MYJbTUMEPHON CTPYKTYPBL, HEAOCTATOYHBIM HAKOIUIEHUEM 3TOTO
¢dakTopa B TpOMOOIIMTAX.

[Tpu Gone3nu BunneOpanaa HapyIiaeTcsi Kak CBEpTHIBAEMOCTh KPOBH (3aMeJICHHE
ceepteiBanus B AIITB) u3-3a 6osiee i MeHee BEIPAXKEHHOTO CHIDKCHUST aKTUBHOCTH
dakropa VIII:C (vame kak mpu nerkoit popme remopuianu A), Tak U TPOMOOITUTAPHO-
COCYIUCTBIN reMocTa3 (yIIMHEHUE BPEMEHU KPOBOTEUEHUS, HAPYIIEHUE aJIT€3UU
TPOMOOIIMTOB K CTEKJIy U KoJutareHny). ConepskaHue TpOMOOIIMTOB B KPOBH, UX pa3Mep U
mopdomorus, AJlP- u TpoMOUHATpeTanus OCTAIOTCI HOPMAIBHBIMU. Y Pa3HBIX OOJIBHBIX
BBISIBIISIIOT TUOO BCE MEPEUYNCIICHHBIE HAPYIIEHUS, JTMOO HEKOTOPhIE U3 HUX. AKTHBHOCTb
dakropa Bunnebpanna B mia3me OONBIIMHCTBA OONBHBIX CYIIIECTBEHHO CHIDKEHA.

Knunnueckas kaptuna. [Ipu nerkux dhopmax HaOIIOJAETCS MUKPOITUPKYIATOPHBIN
(meTexuaibHO-MATHUCTBIN ) TUIT KPOBOTOYMBOCTH, ITPHU OO0JIEE TAKENBIX — CMEIIaHHBIM,
WHOTJIA C EAMHUYHBIMU TeMapTpo3aMu. Y JKCHIUH U3-3a PO Y3HBIX MEHOPPATHid,
TpeOyIONUX MHOT/Ia PEAHUMAIIMOHHBIX MEPOTIPUATHN U MHTCHCUBHOUN TpaHC(PY3UOHHOU
Tepanuu, 00JIE3Hb BBIABIISIETCS Yalle U MPOTEKAET TsKEIee, YeM y MYKUMH. MaTouHble
KPOBOTEUEHHUS B HEKOTOPBIX CITy4asX BBIHYX AT MpUOeraTh K SKCTUPIAIIUN MATKH.
Habnronatorcst u ipyrue KpoBoTeueHus: (HOCOBBIE, JKETYI0UHO-KUIIICYHbIE, TOYEUHBIE).
Bo03M0XHO codyeTaHue ¢ TEJIEaHTMIKTA3USIMU U C ME3EHXUMAJIbHBIMU JUCIIIA3USIMU
(TUnepa1acTo3 KOXKU, THIIEPMOOUIIBHOCTh CYCTaBOB, MPOJIAOMPOBAHUE KIIAIIAHOB CEP/ILIA).
K xoH1y 6epeMeHHOCTH Yy OHUX OOJBbHBIX YpOBEeHb (pakTopa Buiiebpanna B miazme



BO3pAcTaeT, y APYTruX — OCTAeTCsl HU3KUM. B mocneiHem ciryyae BO3MOKHBI KpaliHe
TSDKEIbIe KpOBOTEUCHHS B pojax. JlaboparopHoe riccieoBaHne CUCTEMBI TeMOCTa3a
MO3BOJISIET MOCTABUTH JUATHO3 U ONPeACTUTh (opMy OOJIE3HH.

Jleyenme. [Ipu KpoBOTEUEHUAX, XUPYPTUUECKUX BMEIIATENBCTBAX U POJIAX —
BHYTpHBEHHOE BBesieHHe kpuonperunurata (ot 10 1o 40-50 en/kr B CyTKH) WK
cBexe3aMopokeHHoM mia3mel (o 250-500 mit u 6osee B cyTkm) ctpyitHo. C niepBoro u o
MOCJIETHETO JIHSI MEHCTPYAIlUH, a TAK)KE MPU JIPYTUX KPOBOTEUEHUSIX HA3HAYAIOT BHYTPb
aMUHOKAIIPOHOBYIO KUCIIOTY 10 8-12 1/cyT, B psiJie cay4yaeB B COUETaHUU C
MHTpaHa3alIbHBIM BBeIeHUEM (110 4-8 Kamenb B KaKIYI0 HO3JIPIo 2-3 pasa B JICHb)
anuypetuna — SD (“Cnoda’) nnu npenapara DDAVP (Utanus, ®panuus u np.). s
KyIHPOBaHUS MEHOPPArkii MPUMEHIETCSI TOPMOHAIBHBINA T€MOCTa3 TI0 PUHSITHIM CXEMaM.
[Toctremopparuueckas xene301eGUIUTHAS aHEMUS JICUUTCS 10 OOLIENPUHATHIM
paBUJIaM.

[Ipodunaktuka. N30erath OpakoB Mexy OOIBHBIMU (B TOM YHUCIIE MEXKIY
POJICTBEHHUKAMU) B CBSI3M C BO3MOYKHOCTBIO POKICHUS IeTel ¢ 0CO00 TSIKENOM
roMO3UTroTHOH (hopmoii 6onesHu. JucnancepHoe HaOMo1eHNE Y TeMarosiora. BoamoxxHo
0oJiee paHHsIS TOCTAHOBKA JIMAarHO3a MO3BOJISIET U30€xKaTh MHOTUX HEOOOCHOBAHHBIX U
TPaBMaTUYHBIX “‘JI€U€OHO-TMArHOCTUYECKUX MaHUIYJSIIIUN, TPUMEHEHHUS
He3(PPEKTUBHBIX IPENAapaToB, BEICKAOIMBAHUS MaTKH.

Hedunut dakropa XI (remodunus C). Penkoe ayrocoMHO-HacneayeMoe 3a00jieBaHue,
XapakTepusyroleecs cliadblM HapyIIeHHEM BHYTPEHHETO MEXaHW3Ma HayaJlbHOTO dTana
CBEPTBIBAHMS KPOBH, OTCYTCTBHEM WJIM HE3HAUUTEIbHON BBIPaKEHHOCTHIO FEMOpPPAarui.

Kimmandeckas kaptura. Yare Bcero nporekaeT 6eCCUMIITOMHO, BBISIBISIETCS CITyYaifHO
IIPU UCCIIEJOBAaHUU CBEPTHIBAIOLIEN CUCTEMBI KpoBH. CTIOHTaHHAsI KPOBOTOYMBOCTD
OTCYTCTBYET WJIHU cl1a00 BBIpaXKEHA, HO TPABMBI U OTIEpaAIlMH B psAJie CIyvaeB (He Bcerna
JakKe Y OJTHOTO U TOTO e OOJIBHOT0) OCIOKHSIOTCA reMopparusiMu. Beispisiercs
HapylIeHHe HayaJbHOro 3Tana cBepTbiBanus kpoBH (Tect AIITB) nmpu HopMansHOM
MPOTPOMOMHOBOM U TPOMOMHOBOM BPEMEHH. ITO HAPYIICHUE KOPPUTHUPYIOT
n00aBIeHUEM K T1a3Me OOJBHOTO KaK HOPMAaJIbHOM TUIa3MBbl, a7ICOPOUPOBAHHOM
cynbdarom OGapusi, Tak U HOPMAIBHOUM CHIBOPOTKH, YTO OTJIMYAET JAHHYIO ATOJIOTHUIO OT
remodunu A u B. MccnenoBanue koaryaorpaMMbl JOJTDKHO TIPOBOJIUTHCS Cpasy ke
MOCJIC TOTyYeHHS KPOBH U3 BEHBI OOJIBHOTO, TaK KaK MPH WHKYOAIIMN KPOBH U TIa3MbI
MOKAa3aTeIu CBEPTHIBAEMOCTH CIIOHTAHHO HOPMAJIU3YIOTCSI.

Jledenue B OONBITMHCTBE cydaeB He TpeOyetcs. [Ipu onmepamnusax, TpaBMax u poaax,
OCIIO)KHEHHBIX KPOBOTEUEHUEM, — CTPYHHBIC TPAaHC(HY3UN CBEKE3aMOPOKEHHOHN TIIIa3MBbl.

Hedumut pakropa XII (nedexr Xaremana) — kpaiiHe peJIkoe HapyIIEHUE HaYaIbHOTO
ATarna CBepTHIBAEMOCTH KPOBU (yIJIMHEHUE BPEMEHH CBEPThIBAHUS 1IEJIbHOU KPOBH,
AIITB) npu HOpMaJIbHBIX MOKA3aTEIAX TPOTPOMOMHOBOIO U TPOMOMHOBOI'O BPEMEHH.



KpoBOTOUMBOCTB OTCYTCTBYET, JieueHUE He Tpedyercs. B psne ciaydaeB, HECMOTps Ha
IJIOXYIO CBEPTHIBAEMOCTh KPOBU, UMEETCSl HAKIIOHHOCTh K TpOoMO03aM (CM.
TpomOoduum), 4To CBA3aHO C OJTHOBPEMEHHBIM ocJiabiieHneM GUuOPUHOIN3a, TOCKOIbKY
¢pakrop XII siBIsieTCS aKTUBATOPOM KaK CBEPTHIBAIOIIEH, TaK U PUOPUHOIUTUYECKON U
KaJUTUKPEUH-KHHUHOBOW CHUCTEM.

HucniporpoM6OuH. ['eMopparuueckue auaTe3bl, 00yCIOBICHHbBIE HACIEICTBEHHBIM
nedurutoMm GakTopoB npoTpoMOuHOBOro koMiuiekca: VII (runmonpokonBeptunemust), X
(6one3nn Crroapta-Ilpayaspa), Il (runonporpomOunemusi) u V (runoaxuesepuHeMust).
3a0oseBaHus CPABHUTENBHO PEIKH, HACIEIYIOTCSl ayTocoMHO. HecpaBHeHHO yailie
HabIro1aeTca npuoOpeTeHHbIN 1eUIUT 3TUX PAaKTOPOB (BCEX B COBOKYMHOCTH UITU
Tosibko BUTaMuH K-3aBucumbix axtopoB VII, X, IX u II), oOycioBneHHbIi
MEXaHMUYECKOU KEeNTYX0M, 00JIe3HIMU MEYeHH, MaJibabcopOLuel, TpUeMOM
AHTUKOATYJISTHTOB HEMPSIMOTO IEUCTBHUS, a TaKKe NeUIMTOM ITHX (PAKTOPOB y
HOBOPOIKJIEHHBIX.

Knunnueckas xaptuna. [Ipu nerkux popmax MUKpOUUPKYISTOPHBIHN, MpU 00JIee TAKEIbIX
— CMEIIaHHBIA TUTT KPOBOTOYUBOCTH. ['eMapTpo3bl peiku; BOZMOKHBI KPOBOMBIUSHUS B
MO3T, 3a0PIOIIMHHYIO KJIETYaTKY ¥ OpIOIIMHY (C KAPTUHOM OCTPOTO KUBOTA),
OKOJIONIOYEYHYIO KJIETYaTKy; MHOTJa HaOI0AatoTCs reMaTypus (¢ KOJIMKOM), HOCOBBIE U
ey I0YHO-KHUIIIeYHble KpOBOTEUEHHsI. BO3MOXKHBI TsDKEIIbIe KPOBOTEUEHUS B POAAX.

Huarnoctuka. [pu nedunure dpakropa VIl — yamuHenue npotpoMOUHOBOTO BpeMEHU
(cHMXeHHEe MTPOTPOMOMHOBOIO UHJIEKCA) MTPU HOpMaNTbHBIX TTokazaHusx AIITB u
TpoMOuHOBOrO Tecta. [Ipu nedumure pakropos X, Il u V mubo komIuieKCHOM Ux
neduImTe — HapyIIeHUue Kak IPOTPOMOMHOBOT0 BpeMeHH, Tak 1 AITTB nipu HopmansHOM
TpoMOMHOBOM BpeMeHu. Juddepentmarus oTaenbHbIX (aKTOPOB U UX KOJTHMYECTBEHHOE
OTIpEJICIIEHUE TIPOBOJISITCS C TIOMOIIBIO CIIEIUATIBHBIX TECTOB, 0A3UPYIOIIUXCS HA
UCTIOJIb30BAaHUH TECT-TUIA3M € JIe(PHUITUTOM KaKI0ro U3 (HaKTOpoB, KOPPEKIIMOHHBIX MPOO,
a TaKke Mpo0 ¢ Koaryla3aMu 3MEHHBIX sII0B (TFOP3bI, A(bI) UM C XPOMOTCHHBIMU
cyOcTpaTamH.

Jleuenme. Tpanchys3un cBexxeil HATUBHOW WM CBEKE3aMOPOKEHHOH TUTa3Mbl (CTpYHHO!).
[Tpu mpuobpeTeHHbIX PopMax — yCTpaHEHHE MPUINH 3a00s1eBaHus (IPUEM
AHTUKOATYJISIHTOB, HAPYILICHUS KEIUYEOTACICHUS U JIp.), BHYTPUBEHHOE BBEJACHUE
BOZIOpacTBOpUMBIX mpernapaToB ButamuHa K (K3, Bukacona mo 1-3 mur u Gonee B CyTKH).

Hedwumut pakropa XIII — penko BcTpeuaroniuiicss HaCIeACTBEHHBIN TeMOPparunIeCKuit
uaTe3, XapaKTepU3YIOIMUUCS HApYIICHNEM CTaOMITN3auy CTyCTKOB (hUOprHa, X
PacTBOPUMOCTBIO B 5 M pacTBOpe MOYEBUHBL.

Knuauyeckas kapTuHa. bojie3Hb NPOABISIETCS KPOBOTOUYMBOCTHIO CMEIIIAHHOTO THITA U
IUIOXWM 3aKWUBJICHUEM paH, HAUMHAS C JUIMTEJILHOTO MOKHYTHUS MYIIKa MOCJIE POXKIACHUS.
Bce mapameTpsl cBepTHIBAEMOCTH KPOBH HOPMaJIbHBI, HO MPH BBIPAKEHHBIX (popmax
00J1e3HM 00pa3yIoIIKNECs CTYCTKH pacTBOpstoTCs B 5 M pacTtBope MoueBuHBI. Ecin



conepkanue dakropa Xl cocraBnser 6onee 5% OT HOPMBI, TO CTYCTKH
CTaOMIM3UPYIOTCS M HE pacTBOPAIOTCS B MOueBHHE. [103TOMY AnarHocTuka Jerkux Gopm
0one3Hu TpedyeT KomnyecTBeHHOro omnpenenenus gaxropa XllI.

Jleuenue. [Ipu reMopparndeckux NposiBICHUAX U TUIOXOM 3aKUBJICHUH paH — TPAHCPY3UU
HAaTHBHOU WJIH CBEXE3AMOPOKEHHOH IIJIa3MBl.

T'EMOPPATMYECKUE JIMATE3bI, OBY CJIOBJIEHHBIE ITATOJIOT MEN
TPOMBOILIUTOB. B 31y rpynny BXOAST HAaclIeCTBEHHbIE U MPUOOPETEHHBIE
reMopparuueckue auaressl, 00yCIOBICHHBIE:

TPOMOOIIMTOTIEHUEH, CHIDKEHUEM COZEPKaHUsl TPOMOOITUTOB B KPOBU BCIIC/ICTBHE
HapyIIeHUs UX 00pa30oBaHUs B KOCTHOM MO3Tre (TUIONPOAYKIIMOHHBIE (POPMBI), THOO
YKOPOUYEHHUSI TIPOJOJIKUTEIIBHOCTH UX KU3HU (MMMYHHAst MHTUOUITHS, POpMBI
noTpeOeH s ), THO0 COUETaHUs TUITOMPOAYKIIMHN ¢ YKOPOUCHUEM KU3HU TPOMOOITUTOB
(Hanmpumep, Npy HATMYKMU aHTUTEN KaK K TPOMOOITUTaM, TaK U K MerakapuoluTaMm);

TPOMOOIMTOINATHEN, KAUeCTBEHHBIMU Jie(heKTaMH U TUCPYHKIUEH TPOMOOILIUTOB;

coueTaHUEM TPOMOOIIMTONATUH C TPOMOOIIUTOIIEHUEH, XapaKTEPUIYIOLTUMCS
KayeCTBEHHBIMU Je(PEeKTaMU U CHUYKEHUEM COJIEpKAHUSI TPOMOOIIUTOB B KPOBH.

[o rene3y Bce 3TH 3a001€BaHUs MMOAPA3ACIAIOTCS HA HACIEICTBEHHBIE U MPUOOPETEHHBIE,
a TaKKe Ha MEepBUYHbIE (HE CBA3aHHBIC C IPYTOil MAaTOJIOTUEN) U CUMITTOMAaTHYECKUE
¢dopmbl. TpomOoIMTONIEHNH TOTPEOTIEHUSI MOTYT COYETAThCS C O0JIee UM MEHEee
rIIyOOKMMU HapyIIEHUSMU CBEPTHIBAEMOCTH KpoBH (Hampumep, npu cunapome [IBC)
100 ¢ HAKIIOHHOCTBIO K TpoM0Oo3aM (TpoMOOTHYECKasi TPOMOOIMTOIIEHUYEeCKas
nyprypa), a Takke ¢ 0J0Kaa0i MUKPOIIMPKYIISIIUU B opraHax u remonmszoM (JIBC;
MHUKPOAHTHONIATHYECKAsl TEMOJIMTHYECKAsI aHEMHUS; TeMOJIMTUKO-YPEMUUECKUI CUHAPOM ).

Knunnyeckas kaptuaa. BoasmuHCTBO (GOpM TPOMOOITUTONIEHHH U TPOMOOITUTOTIATHH
XapaKTepu3yeTcsl MOBBIIICHHOW TOMKOCTBIO MUKPOCOCY/TOB (TIOJIOKUTETbHBIE TPOOBI
MaH)XeTOYHas, 0aHOYHasl, IIUIIKA), YAJIMHEHUEM BPEMEHU KAIWJUIIPHOTO KPOBOTEUECHUS
(pu Gomee nerkux popmax STOT CUMITOM MOXET OTCYTCTBOBATh), METEXUAIHHO-
MATHUCTON (MUKPOIMPKYISATOPHOM) KPOBOTOUMBOCTHIO, MATOYHBIMHU, HOCOBBIMU,
JIECHEBBIMHU KPOBOTECUEHUSIMU. BO3MOKHBI KPOBOUBIUSHUS B MO3T U PO y3HBIE
KEIyI0YHO-KHUIIIeUHbIe KpoBoTeueHus. [Ipu Hanbomnee Tsoxenbix popmax, o0coOCHHO
COUETAIONIMXCS C HAPYIICHUSIMU B CBEPTHIBAIOIIIECH CUCTEME KPOBH (FreMopparuieckas
007e3Hp HOBOPOXACHHBIX, JIBC-cunapoM), HaOM0AaeTCSI MUKPOIIMPKYIISTOPHO-
F€MATOMHBIN TUIT KPOBOTOYMBOCTH.

TpomOonuTonennnt UMMyHHbIE. CyIIeCTBYET HECKOJIBKO BUJIOB 3TOM Hanbosee 4acTo
BCTPEYAIOLIECICS ATOJIOTHH.



TpaHncUMMYHHBIE TPOMOOLIMTONIEHNN 00YCIOBIEHB IPOHUKHOBEHUEM Yepe3 MJIALEHTY B
KpPOBOTOK IJIO/Ia AHTUTPOMOOLMTAPHBIX AHTUTEN OT MaTepu, 00JieBIIE UMMYHHOU
TpoMOonuTonenuen. [Ipu poxxaeHnn U B epBble HEAENIN KU3HU Y peOeHKa HaOmo1aeTcs
BBIpA)KEHHAs TPOMOOLUTONIEHUS U TI01YaC BEChbMa TsXKeJask KPOBOTOUYMBOCTh. BO3MOXKHBI
KPOBOM3JIUSHUS B MO3T, TSKEIIbIE JKeNy10YHO-KUIIEUHbIE KPOBOTEUEHUS.
TpombouuTONEHUsI 1 KPOBOTOYMBOCTh OCTENEHHO MO MEpe YObUIN U3 KPOBU peOEHKa
MaTEpPUHCKUX aHTUTPOMOOLIMTAPHBIX aHTUTEN OCIa0EeBaIOT U yepe3 1-2 Mec. MOTHOCThIO
UCYE3al0T.

[Tpu nerkux dhopmax peKOMEHYETCsl BbDKUIaTeNIbHASI TAKTUKA BBEACHUS TUIIMHOHA U
ACKOPOMHOBOM KHUCJIOTHI, TP 00JI€e TIKETBIX C YUCIIOM TPOMOOIIUTOB B KPOBU HUKE
30-109/1 — mmazmo3ameHa.

['ereponMMyHHBIE ()OPMBI CBS3aHBI C TPOAYKIMEH U ICHCTBUEM aHTUTEN K aHTUTCHHO
M3MEHEHHBIM 0] BIUSHHEM BUPYCOB MJIH JIEKAPCTBEHHBIX MPEMIapaToB TPOMOOIIHTAM.
Bose3np yaiie BO3HUKAET MOCIIE BUPYCHBIX 3a00JIEBaHHA, PHUBUBOK, MPHEMa Pa3THIHbIX
npenaparoB (CynbhaHIIaMHIbl, AHTHAPUTMUIECKHUE CPENICTBA, AaHTHOMOTHKH, XUHH/THH,
MPa30JI0HOBBIC MIPON3BOAHbIC). Takne GopMBbI YacThl y ACTEH U 3HAUUTEILHO OoJiee
penKu y B3pochbix. OHU MPEXOISIIH U TIOCIIE YCTPAHEHUS ICHCTBUS TIPOBOIMPYIOIIETO
(dakTopa TUKBUIUPYIOTCS CAaMOIIPOM3BOJIbHO yepe3 1,5-2,5 mec.

Jledenue TpeOyeTcs TOIBLKO IPHU OYEHBb BBHIPAXKECHHON TPOMOOIIUTOIIEHUN U YTPO3e
BHYTPHUIIEpEOpaTbHBIX TeMOpparuy (CHHAKY Ha JTUIE U B 00JIaCTH BEpXHEH YacTH Tela,
KPOBOMBIHUSHUS B CKJIEPBI, 3HAYNTEIILHBIE HOCOBBIE KpOBOTeUeHus1). Ha3zHadarot
KOPOTKUMH KypCaMu MPETHU30JI0H BHYTPH (110 0,5 MI/KT' B CYyTKH) C TOCTETIEHHBIM
CHIDKEHHUEM JI03BI FITH METHIITIPETHU30JIOH — 110 16 MI/CyT, Py HEOOXOAMMOCTH —
miazmadepes. Bukacod, kak u pu Apyrux ¢popmax TpOMOOIIUTONICHUH, TPOTHBOIIOKA3aH,
TIOCKOJIBKY YXYAIIaeT TPOMOOIMTapHBIN reMocTas. [1osie3HbI KpOBOOCTaHABIMBAIOIIHE
TpaBsiHBIC COOPHI.

AyTOMMMYHHBIE TPOMOOIIMTONIEHUH TTOAPA3ICTISAIOTCS HA TIEPBUYHBIE WIIH
CaMOTPOU3BOJIBHBIE POPMBI (MIUOTIATHYECKAS TPOMOOIIUTOIICHHYECKAs TypIypa) u
CUMIITOMAaTHYECKHNE, BO3HUKAIONINE Ha (POHE Mpyrux 3ab01eBaHuil (Hampumep, mpu
CUCTEMHOM KpacHOMW BodaHke, aHTu(ochoaunuaaom cuaapome). Itu Gpopmbl Hanbosee
9acThl y B3POCIBIX U XapaKTEPU3YIOTCSI TOPIUIHBIM XPOHHUUECKUM TCUCHUEM.

BripaxxeHHOCTh TEMOpPpArHU KOPPEITUPYET CO CTENEHBIO CHUIKEHUS COJICPIKAHUS
TPOMOOIIUTOB B KpOBU — IIpH ypoBHE 60-109/11 1 BEIIIE TeMOpparui MUHAMATbHBI HITH
OTCYTCTBYIOT, €CJIM HET CONNYTCTBYIOIIECH UX KAUYECTBEHHOW HEIMOJHOIIEHHOCTH.

Jleuenne. HaznavyaroT nmpeTHU30JI0H WM METWIITMPETHU30JIOH B HAYaIbHOU 03¢ 1 MT/KT B
cytku. [Ipu HegoctarounoM > dekre 03y YBeTUUHUBAIOT B 2-4 pa3a Ha 9-7 THEH 0o
MPOBOJSIT MYJILC-TEPANTUIO0 METHIIIIPEAHU30IOHOM. [Ipo10IKUTENBHOCTS TOPMOHAIBHON
Tepanuu 1-4 mec. B 3aBUCUMOCTH OT €€ 3PdeKTa U CTOUKOCTH pe3yabTaToB. ['eMopparuu



O0OBIYHO KYIIUPYIOTCA NI 0CIa0IAIOTCS YK€ B IICPBLIC THU JICUCHHA, TOI'Aa KaK
HapacTaHUC YUCiia TpOM6OHI/ITOB IMPOUCXOIUT ITO3KC.

OTCyTCTBHE BBIPAKEHHOTO YBETUUEHUS KOJTMYECTBA TPOMOOLIUTOB B KPOBH HIIU
HECTOMKOCTh (KPaTKOBPEMEHHOCTD) 3(pPeKTa CirykaT nNoKazaHUEM K CIUIEHIKTOMUU (H03Y
IIPETHU30JI0HA B JIEHb ONEPALMH U B MTOCICONEPALNOHHOM IIEPUOAE YBEIMYUBAIOT B 2
pa3a 10 CPABHEHHUIO C IIPUMEHSBILIMMUCS B IIPOLIECCe JeueHMs). AOCOIIOTHOE MOKa3aHKeE K
CIUIEH3KTOMUHU — TSKEJIBI TeMOPpParnyeckuii U TpPOMOOLIMTOTIEHUYECKUNA CUHAPOM C
MHO>KECTBEHHBIMH WJIM 3HAYUTEIBHBIMU F'€MOPpPArusiMu B 00JIaCTH JIMIA, HA S3bIKE U
CKJIEpaX, TOJ0BHAs 00Jb C MEHUHT€AJIbHBIMU 3HAKaAMU (KPOBOUBIIUSHUS B MO3T U €70
000JI0YKH), TEMOPpPAruy B CETYATKY Ija3a, OUeHb HU3KOE COJEpKaHUE TPOMOOIIMTOB B
KpPOBHU.

[Tpu HeapPeKTUBHOCTH CIIIIEHAKTOMUU MPOBOSAT XUMHOTEPATTUIO UM BUHKPUCTUHOM,
WIH a3aTUONPUHOM, WK HUKI0(hOoCchHaMUIOM B COUETAaHUU C TIPETHU30JI0HOM. JleueHue
IPOBOAMUTCS B TEMATOJOTUYECKUX OTIeTeHUsAX. B psnie cnyyaeB peMuccuio aaroT
BHYTpUBEHHbIC HHDY3UK Oonbiux 103 (1o 0,25- 0,5 r/Kr) 4enoBe4ecKoro
ummyHorsooyimuHa 75 IgG (mpemapatsl “Canaorio0yauH” U Jp.) ¢ MOCISTyIOITUMHU
noJiiep>kuBaroumMu uHpy3usmu ero no 0,5 Mr/kr yepes kaxzasie 15 nueit. B komrekce ¢
JIPYTMMH METOJaMU JICUCHUS UCTIONb3YyeTCs TaIHbIN mia3madepes (yaajieHue aHTUTEN),
BHYTPb U JIOKAJTbHO aMUHOKAIIPOHOBAs KUCJIOTA (MPU MEHOpparusix — mno 8-12 r B CyTkn),
KypCBI JIEUEHHUs TUIIMHOHOM (dTam3unart). [Ipenapatel BuTamuna K (Bukaco:n)
HeA(DPEKTUBHBI U JaKe YXYAMAOT (YHKIIUIO TPOMOOITUTOB.

Tpancdy3un KOHIIEHTPATOB TPOMOOIIMTOB ITPOBOJISATCS TOJIBKO MO >KU3HEHHBIM
MOKa3aHUsM B KPUTHUECKHX CUTyalUsAX (KPOBOTEUEHHUS [P ONEpalUsIX, B pOaX).
[ToBTOpHOE WX UCIIONB30BAHKE MOXKET BBHI3BATh HAPACTAHUE TUTPA AHTUTPOMOOIIMTAPHBI X
aHTUTEN U YIIyOouTh TpoMOouuToneHuto. Cienyer yYuTbIBaTh U TO, YTO
MPOIOJDKUTEIBHOCTD KU3HU MEPETUTHIX TPOMOOIIMTOB Y OOIBHBIX OUYEHB KOPOTKA
(HECKOJIBKO YacoB), TOCKOJIBKY OHU aTaKyIOTCSl aHTUTPOMOOIIUTAPHBIMU aHTUTEIIAMHU.
BonpHbIe MOAIe)KAT AUCTTAHCEPHOMY HAOJIOICHUIO Y TeMaToJIora.

TpombouuTonennu notpediaeHus. CBsi3aHbl C YCKOPEHHOU YOBUITBIO TPOMOOITUTOB U3
KpOBOTOKA BCJIEICTBUE UX 33JIEPKKHU B MEJKUX cocyaax opraHoB (npu JBC-cunapome,
TPOMOOTHYECKOU TPOMOOIIMTOTICHUYECKOU Iy pIype, TEMOJIUTHKO-YPEMUUECKOM
CUHJPOME), B aHTMOMax (HalpuMep, B TMTAHTCKUX KaBEpHO3HbIX aHrHoMax Kazabaxa-
Mepputa), B 00Jb1IMX TPOMOAX MarucTpaibHbIX COCYAO0B (B HUYKHEW MO0 WIH
BOPOTHOM BEHAX U JIp.).

CnieHOTeHHBIE TPOMOOIIUTONIEHUH O0YCIOBIICHBI ICMIOHUPOBAHUEM OYEHb OOJIBIIIOTO
KOJINYE€CTBAa TPOMOOILIMTOB B YBEJIMUEHHOU CEJIE€3EHKE U MOPTAIBHOM CUCTEME
(mopTanbHBIN HUPPO3 NIEYEHN).

MenukaMeHTO3HbIe TPOMOOIIMTONEHUU — CM. [ enapuHoBasi TPOMOOIUTONIEHUS C
PHUKOILIETHBIMU TPOMOO3aMH.



TpombonToneHNU Npy HAPYIICHUH TPpOMOOoIMTON033a. Habmonarores mpu my4ueBoit
00J1€3HH, arIACTUYECKON aHeMUH (B TOM YHCIIE C OCTEOMHUETIOCKIEPO30M),
METaCcTa3uPOBAHUU paKa B KOCTH (MHEJIOKapPIIMHOMATO3), HACIEICTBEHHOM e(UILIUTE
TpOMOOLIUTONOATHYECKOTO hakTopa (04eHB peaKkasi hopma NaToJOruM), 00pa30BaHUU B
OpraHu3Me aHTUMETaKapUOIIMTAPHBIX aHTUTEN. J[JIT TUarHOCTUKH 3TUX GOopM
HEO0OXO0IMMO UCCIICIOBAHNUE HE TOJBKO ITYHKTATOB, HO M TPEMaHOOMOINTaTOB KOCTHOTO
Mo3ra.

TpOM6OHI/ITOHaTI/II/I — OoublIas rpyiima HaCJICACTBCHHBIX U HpI/IO6p€T€HHBIX
KadCCTBCHHBIX I[e(i)eKTOB TpOM6OL[I/ITOB, BCAYIIHUX K HAPYHICHUIO UX reMOCTaTUYECKOMN

byHKIUN.

Ortuosiorus, natoreHe3. Hanbosee yacTel ciaeayromue NPUIHHBI U (HOPMBI
TPOMOOIMTONATHH: 1) aHOMAJTUU TIIMKOIIPOTEHHOBBIX PEIIENITOPOB HA MTOBEPXHOCTH
TPOMOOIIUTOB, BCJICJACTBHE YET0 HAPYIIAETCS UX B3aUMOJIEHCTBUE CO CTUMYJISITOPAMHU
(aroHUCTaMM) aJIr€3MH U arperanuu 3TuX Kietok — AJ[®, korareHom, ajpeHaInHOM,
TPOMOWHOM, TUIACTUHOYHO-arpEerupyOIUM (akTopoM, TPOU3BOIHBIMU apaXuI0HOBON
KHUCIIOTHI, pakTopom Buiinebpanaa; 2) CHUKEHHOE COJIEpyKaHUE WIIM OTCYTCTBHE B
TPOMOOIIUTAX TJIOTHBIX (HEOETKOBBIX) TpaHys U (viK) anbda-rpanys (OSIKOBHIX), B
KOTOPBIX HAKATUIUBAIOTCS arOHUCTHI arperamnuy; 3) HapylleHne MexaHu3Ma
BBICBOOOXKICHHSI 13 TPOMOOIIMTOB 3TUX TPAHYJ U UX KOMIIOHEHTOB NP aATe3UH U
arperaiuu; 4) HapyluIeHus MeTa0oJIM3Ma apaxuJI0HOBOM KUCIOTHI, OTCYTCTBUE (WK
6s10kaa) hepMEHTOB, HEOOXOAUMBIX /1 00pa30BaHMs U3 HEE MPOCTATJIaHIUHOB
(Tpomboxkcana A2); 5) napymenus Merabonuzma AT® u AJI® ¢ HakorIeHHeM
IIUKJIMYECKOTO ajgeHo3nHMoHodochara (MAMD), aBisAI0MmEerocs MOITHBIM HHTHOUTOPOM
reMOCTaTUYeCKON (YHKIUUA TPOMOOIIUTOB; 6) HAPYIICHUSI TPAHCTIOPTA M PaCIIPEACIICHHUS
KaJIbIIHSI B TPOMOOIIMTAX.

[Tpu HacJIeICTBEHHBIX TPOMOOIIMTOIIATHSX Yallle HaOIIOAI0TCST N30 IMPOBAHHbIC
HApYIIECHUS B OJHOM-ABYX M3 ITUX MEXaHMU3MOB, TOT/Ia KaK ITPU BTOPUIHBIX
(mpuoOpeTeHHBIX) (hOpMax MOTYT BBISIBIISIThCS 00JIee CIOXKHBIEC NeheKThl. Psn
TPOMOOITUTOTIATHH COYETACTCS CO CHIDKEHUEM COJIEP)KaHMUS ITUX KJIETOK B KPOBHU
(meproAMYeCKUM WM TIOCTOSIHHBIM). B 3THX cilydasx B MoJb3y MEPBUYHOCTH
TPOMOOITUTONIATHHN TOBOPUT CTAOMIbHOE HapyiieHne GyHKImU U (1) Mopdoaoruu
KPOBSIHBIX IJTACTUHOK, B TOM YHCJIC U B TIEPHUO/IbI HOPMATHU3AIUU UX COACP>KaHUS B KPOBH.

Knunnueckas kaptuna. [Ipu Bcex ¢popmax mpeobiaagaeT KpOBOTOUNBOCTh
MHUKPOLMPKYJISATOPHOTO TUIA, BRIPA)KEHHOCTh KOTOPON MOXKET BapbUPOBATH B OOJIBIINX
npenenax. Y KEHIINH W3-3a BECbMa OOMIHHBIX MEHOPPAruii 1 0COOCHHOCTEN
TOPMOHATBHOTO (pOHA ATH (HOPMBI TATOIOTHUH MAHU(PECTUPYIOT HAMHOTO CHUJIbHEE, YeM Y
MYYHMH, B CWJIy YETO 4allle pacno3Harorcs. Ho quarHocTrika BO MHOTHX CIy4asix BCE JKE
OBIBaECT MO3/IHEH.



Jnarnoctuka 6azupyeTcsl Ha UCCIIEJOBAaHUU KOJIMYECTBA TPOMOOLMTOB B KPOBH;
MOpP(HOMETPUUECKOM UX U3yUYEHUHU (TUTaHTCKUE TPOMOOLUTHI Ipu O60e3HaX bepHapa-
Cynbe u Meg-Xerrnuna, MUKpoQopMbl — Iipu cuHapome Buckorra-Onpuya;
HOpMaJlbHasl BEIMYMHA MTPU TPOMOOCTeHHH [ TaHIIMaHa U Ipyrux popmax); UcClieJOBaHUU
CTPYKTYPBI U YIABTPACTPYKTYPHI (3JIEKTPOHHASI MUKPOCKOIIHSA ) TPOMOOIIUTOB €
OIPEICIIEHUEM COCTOSTHUS TPaHYJISIPHOTO anmapara; pa3BepHyTOM UCCIIE0BaHUN
arperaiuu TpoMOOILIMTOB IIPY BO3/IEUCTBUY arOHUCTOB B pa3HbIX KOHUEHTpausax (AL,
aJipeHaJIHA, TPOMOMHA, KOJUIareHa, apaxuJ0OHOBOM KHCIIOTHI, pUCTOMMIIMHA ) BU3YaIbHO U
C TIOMOIIBIO arperoMeTpa; OIEHKH PEAKIIUU BBICBOOOKICHHSI U3 TPOMOOIIMTOB
KOMITOHEHTOB I'paHyJl; ONpe/IeJICHUN YHacTUsi TPOMOOIIMTOB B CBEPTHIBAHUH KPOBU
(cpaBHEeHUE MOKa3aresnel B 6oraToil 1 6€1HOM TPOMOOIIMTaAMU TIJIa3MeE).

[TockonbKy OYeHb MHOTHE JIEKAPCTBEHHBIE ITpenapaThl HAPYIIAIOT PYHKIIUIO
TPOMOOIIMTOB, UCCIEIOBAHUE TOJKHO IPOBOJUTHCS 110 JiedeHus wiu yepe3 S- 10 nuei
HOCJIe €ro MpeKpalleHus.

HacnencrBennsiii reHe3 3a001eBaHus OMPEIESETC U3YUEeHHEM TeMOPParu4eckoro
CEMEMHOro aHaMHe3a U HcclieJoBaHuEeM (QYHKIIMH TPOMOOIIMTOB Y KPOBHBIX
POJICTBEHHUKOB OOJIbHOTO. BBIsSIBIICHHE OJTHOTUITHBIX HAPYIICHUH (J1a)ke MPU OTCYTCTBUU
KPOBOTOYHMBOCTH ) TOBOPHUT O HACJIEACTBEHHOU MpUpoae O0JIe3HHU.

[TpuoOpetenHsie (cumnromaTuueckue) GopMbl HAOIIOAAOTCS NIPU JIEHKO3aX,
napanpoTtenHemMusix, B12-gedunutHoit anemuu, 3a00J1€BaHUSIX MIE€YEHHU, TUIIOTUPEO3E,
ypeMuu, runoBuTamuHo3ax. Oco0yro MOoArpyIIy COCTABISIOT TUC(YHKITUU
TPOMOOIIMTOB, CBSI3aHHBIE C JIEKAPCTBEHHBIMH M TOKCUYECKUMHU BO3AeCTBUSIMU. OHU
MOTYT OBITh OOYCIIOBIIEHBI HECTEPOUIHBIMU MTPOTUBOBOCIIATUTEIHLHBIMU MIPENapaTaMu
(actiupuH, HHAOMETAIIMH, OyTaNeH, HAITPOKCEH), CYIHL(HUHITMPA30HOM (aHTYpaH) U
UMUA30JI0M, HHTHOUPYIOMIMMH IIUKJIOOKCUT€HA3y U HAPYIIAIOIUMUA 00pa30BaHHe
TpoMOOKcaHa A2; npenapataMu, HHTHOUpyromuMu ¢hocdoaudcrepasy U 0caadIsIIONIMA
nerpanamnuio TAM® (kypaHTHII, IEPCAHTHH, MHTEHCAWH, 3Y(UIIINH); aHTarOHUCTAMH
TpaHCTIOPTa KaJbIs (M30NTHH, KOpUH(Dap), MpOoU3BOAHBIMU (HEHOTHA3WHA (AMUHA3HH),
TPUIMKINYECKUMU aHTUACTIPECCAHTaMU (AMUTPUIITIIIHH ); PSIOM aHTUTHCTAMUHHBIX
npenaparoB, anbda- u 6era-agpenodnmokaropamu. CylecTBEHHO HapYyIIAIOT arperaiuo
TPOMOOIIMTOB TUKJIOMUIUH (THKIUI), CYJTOKTUINI (CYTIOKTOH) U UOYCTPHUH, a U3
KpOBE3aMEHUTENEHN — PEONMOIUTIIIOKAH, HU3KOMOJIEKYJISIPHbIE IEKCTPAHBI.

Jleuenue. [Ipu HacnenCTBEHHBIX TPOMOOIUTONATUAX YCTPAHSIIOTCS IO BO3MOKHOCTH BCE
BO3JICHUCTBUSA (MEANKAMEHTO3HBIE, aJIKOT0J1b, YKCYC), KOTOPHIE MOTYT YCWIUTh HApYIIEHUE
dyskmmu TpomOommToB. [Ipn mproOpeTeHHBIX popMax TPOBOAUTCS JICYCHHE OCHOBHOTO
3a00JIeBaHMS, YCTPAHSIOTCS BPEIHBIC JICKAPCTBEHHBIE 1 TOKCUYECKHUE BITUSHUSL.
Haznauatot BHyTpb BuTamunsl C, P, A u E, B paniron Bkitouarot apaxuc. Mckiouaror u3
MUY TPOIYKTHI C YKCYCOM U JIOMAllTHEr0 KOHCEPBUPOBAHUS C canuuuiaTaMu. BHyTpb
Ha3HA4Yal0T aMUHOKAMPOHOBYIO KUCIOTY 10 0,2 I/KT B CYyTKH, OCOOCHHO BO BPEMSI
MEHCTpYyalluid, a MPU HEJIOCTATOYHOU €€ 3P(HEKTUBHOCTU MPOBOSAT TOPMOHATIbHBIN
remocra3. [lone3eH nprem BHYTpbh HACTOEB U3 JINCTHEB MOJIOPOKHHUKA, KPAIIWBHI,



THICSTYEIUCTHUKA, TIPU HEKOTOPHIX (hOpMax — BHYTPUMBIIIICUHbIE BBECHUS Cyib(arta
MarHus (1o 5-10 ma 25%-Horo pactBopa B TeueHue 5-10 queit). Kynuposanue
KPOBOTEUEHUM Y psifia OOJBbHBIX C HACIEACTBEHHBIMU TPOMOOIIUTOTIATUSIMH TIOCTUTACTCS
BHYTPUBEHHBIM BBeJICHHEM Kpuornpenunurata (mo 5-10 en/kr B cytku). [Ipu npody3Hbix
AHEMM3UPYIOIIUX KPOBOTECUCHUAX, HE TTOAAAIONTNXCSI KOHCEPBATUBHOM TepaIui,
BHYTPUBEHHO BBOJISIT KOHIICHTPATHI JJOHOPCKUX TPOMOOIUTOB (110 4-5 103 B CYTKH), IO
KU3HEHHBIM TTOKa3aHUSAM MPOBOJSAT SKCTUPIALIUIO MATKH.

HACJIEACTBEHHASA TEJIEAHT' UDKTA3UA (6one3ns Ocnepa-Panio) — ayTocoMHO-
JTOMHHAHTHO HacjeayeMoe 3a00JieBaHKe, CBI3aHHOE C HEJIOCTATOYHBIM Pa3BUTHEM
CyOsHAO0TETNANIBHOIO KapKaca MEJIKUX COCYI0B, MAJILIM COJIEP)KaHUEM B HEM KOJLJIareHa,
0o0pa30BaHKEM JIETKO KPOBOTOYAIMX JUIATAIIMI MaJIbIX COCY/OB (Yallle BCero Ha
CJIIM3UCTBIX 000JI0YKAaX HOCA, POTOBOM MOJIOCTH, HA MIEPEXOHOM 30HE T'y0, KOXKeE).
KpoBoTteuenus, nogyac 04eHb 4acThie U OOMIIbHBIEC, BO3HUKAIOT B ICTCKOM HJIU
HOJPOCTKOBOM BO3pacTe, pe3KO YCUIIMBAIOTCS B EPUOJI TIOJIOBOr0O co3peBanus, a B 30-40
JIET MOTYT CTaHOBUTHCS MEHEE 3HAUMTENIbHBIMU. B opranax (4aiie B JIETKUX) BO3MOKHBI
AHTMOMBI C APTEPUOBEHO3HBIMU IIIYHTAMH, BTOPUYHBIM SPUTPOLUTO30M
(monurnoOynueit), IMaHOTUYECKON TUrepeMueit Tyo u Koxu. YacTel u apyrue
ME3EHXUMAaIbHbIEC TUCIIIA3UU — PACTSIKUMOCTD KOXKU (pE3MHOBAs KOXKa), c1ab0oCTh
CBSI30YHOTO anmnapara (rMnepMOOMIBHOCTD CYCTaBOB, IPUBBIYHBIE BHIBUXH),
poJ1abupoOBaHUE CTBOPOK KJIAIIAHOB cepAla. Y OTAeNbHbBIX OOJIbHBIX BBISBISAETCS
COUYETAHUE TEJIEAHTMAKTa3uM ¢ 0osie3HbI0 Bunnebpanaa. 3aboneBaHnne MoeT
OCJIOXKHUTBHCS IUPPO30OM IICYECHHU.

Jleuenue. B nepuoasl KpOBOTEUCHHI UCTIOIB3YIOTCS METOBI MECTHOM M OOIIIEH
reMOCTaTUYECKON Teparuu — OPOIICHHSI MECT KPOBOTEUEHUSI PACTBOPOM TPOMOUHA B
cMecH ¢ 5%-Hol aMUHOKaIpOHOBOM KHCIOTOH (0XJIaXAEHHOM), TaMIIOHaJa Hoca
MAaCJISTHBIMHM TaMIIOHAMHM, OTCIIOMKA CIIM3UCTON 000JI0YKM B MECTE KPOBOTEUEHUS,
KpuoTepanusi. MiHorna npuxoautes mpruoerath K XUpyprudyeckoMy JICUEHUIO — UCCEUECHUTO
AHTUOM, TIEPEBS3KE MPUBOASIINX APTEPHIL, IUTACTUKE MEPErOPOJKH HOCA, YIAICHUIO
apTepUOBEHO3HBIX IIYHTOB. Mcrnonp3ytoT OapoTepamnuto, NPUKUATAHKUS C MOMOUIBIO
nazepa. Bce aTv MeTopI 4acTo MArOT JIMIIh BpeMeHHbIH 3¢dekT. [Ipu comyTcTByomem
nedummre dpaktopa BumeOpanaa mokazaHsl TpaHC(y3UH TIa3MbI U BBEICHUS
KpUONPELUITUTATA.

[IporHo3 B GONBIIMHCTBE CIy4YaeB OJIaronpusaTHBINA, HO BCTPEUatOTCs (POPMEI C
HEKOHTPOJIUPYEMBIMU KPOBOTCUCHUSIMH, MPUBOISIINMH K JIETATHHOMY UCXOTY.

T'EMOPPATUYECKN BACKYJINT. IMMyHHBII MHKPOTPOMOOBACKYITHT, GOJIE3Hb
[IIenneiina-I'eHoXa — MMMYHOKOMIUIEKCHOE 3a00JI€BaHUE C TTIOPAKEHUEM COCYJIOB KOXKHU
(BocnaMTeNhbHO-TYPITYPHBIN THUIT KPOBOTOYUBOCTH), Y psi/ia OOJBHBIX KUIIIEYHHUKA
(koJMKa, MeJieHa) U MoYeK (BaCKyJIUTHBIN HepuT). ['eMopparuu cBsizaHbl ¢ MOPaKEHUEM
CTEHOK MEJIKUX COCYI0B UMMYHHBIMU KOMILJIEKCAMHU U KOMIIOHEHTAMU CUCTEMBI
KOMILIEMEHTA. boe3Hb 4acTo MPOTEKAET C SIBJCHUAMU MOJIOCTPOTO MU XPOHUUYECKOTO
cunapoma JIBC u MukpotrpoMOupoBaHueM cocyaoB B opranax. [Io3ToMy B KOMIUIEKCHOM



Tepanuy NPUMEHSIOTCS renapyuH (BHYTpUBEHHbIE HHPY3UHU B CPEIHUX U OOIBIINX J03aX),
Jie3arperanThl (TUKJIONEANH) U T1azMadepes.

I'EMOPPAT'MYECKUE ME3EHXVMAJIbHBIE IUCIUTIA3UN. I'pynna
reMopparuyeckux JUaTe30B, XapaKTepU3yIOIascss HAPYIIECHUSIMU Pa3BUTHS
COEIMHUTEIBHOM TKaHU (B 0OCOOCHHOCTHU MATOJOIHEN KOJUIareHa) B COUETaHUU C
HApYIICHUSMHU PaA3JIMYHBIX 3BEHBEB CUCTEMBI T€MOCTa3a — COCYAUCTOTO,
TPOMOOIUTAPHOT O, TUIA3MEHHOr0. TUIUYHBIMHU (POPMAMHU SBJISIOTCS TEMOpPparuyecKue
BapHaHThI CUHJpoMa Dnepca-Jlanno, KpOBOTOUYMBOCTh B COYETAHUU C CHHIPOMOM
Mapdana, TpoMOOIIMTONATHSI-TPOMOOLIUTONICHUS IPU BPOKJIEHHOM OTCYTCTBUHU JTyYEBBIX
kocteil (TAP-cunnpom), Bapuant TAP-cunnpoma ¢ nedpunmrom dakropos VII umm X, uto
00BbsACHsIeTCA OJIM30CTHIO JJOKYCOB CUHTE3a KOJUIareHa ¢ JIOKycaMH CuHTe3a BUTaMuH K-
3aBUCUMBIX (DaKTOPOB CBepThIBaHUS B 13-i1 XxpoMocome, TelleaHr uIKTa3usi — CUHIPOM
Bunnebpanna u psag apyrux ¢popm. KpoBoToUnMBOCTS MpH 3TUX 3a00JI€BaHUSIX YACTO
coueTaercs ¢ Ae(eKTaMy CKeJIeTa U CBSI30YHOI'O allapaTa, pacTsKUMOCTBIO KOXKH,
nposiabMpoBaHUEM KIIANIAaHOB CEP/Illa, HAPYIICHUSAMU MMUTMEHTAIMKU (HarpuMmep,
anbOMHU3M IIpU TpoMOoLMTONaTHH Xep:kmanckoro-Ilynnaka), uMMyHHON
HEI0CTaTOYHOCTBIO.

Knunnueckas KapTUHaA CKIIaAAbIBACTCA U3 IMIPU3HAKOB KPOBOTOUYHNBOCTHU
MUKPOUUPKYJILATOPHOTO UJIW CMCIIAHHOI'O TUIIA U HpO}IBHGHI/Iﬁ COOTBCTCTBYIOIIUX
COCYIUCTBIX U MC3CHXNMAJIbHBIX HapymeHI/Iﬁ.

Pa3BepHyTO€E HCCaea0BaHNE BCEX 3BEHBEB CUCTEMBI FeMOCTa3a (COCYIUCTO-
TPOMOOIIMTAPHOTO U KOATyJISIIIMOHHOTO0) MO3BOJIIET YCTAHOBUTH Mpeo0Iiaiaroniye
HapyILIEHUs U MTPOBOAUTH NATOT€HETUUECKOE JIEUeHUE. BO3MOXKHOCTh HAIM4us SIBHBIX WIN
CKPBITBIX HAPYLIEHHUN CUCTEMBI T€MOCTa3a JOJKHA YUUTBIBATHCS MPU MPEAONEPALUOHHOM
o0cne0BaHUH OOJIbHBIX C ME3EHXUMAIbHBIMH JTACTIIIA3USAMH.

Br16op Tepanuu ornpenenseTcs BoIABICHHBIMUA HAPYIIEHUSIMUA F€MOCTAa3a.

3.2. OCHOBHBIE KJACCBI HACJEJCTBEHHOM MMATOJ10I'UA

I'EHHBIE BOJIE3HMU. VX stronorudeckuM (pakTopoM SIBISIFOTCS] TEHHbIE MYTAIlUH, T.€.
CTOMKHE HACIIEYEMbIE U3MEHEHUS MOCIIEIOBATEIbHOCTH a30TUCThIX ocHOBanui B JIHK.
Kak n3BecTHO, B OCHOBE T€HHBIX MYyTallUi JIeXKaT pa3uyHble BHYTPUKIETOUHbBIE
MPOIIECCHI (3aMEHBL, JIeJIeIINH, UHBEPCUH, BCTaBKU). Pe3ynbratom usmenenus JJHK Oyzaet
OTCYTCTBHUE CHHTE3a MEPBUYHOTO MPOAYKTa (MOJUMENTUIHON L€M), CHHTE3 aHOMAJILHOTO
MPOJYKTA, YMEHBIICHHE CUHTE3a NEPBUYHOr0 NpoayKTa. IMEHHO 3TH SIBJICHHUS JIEXKAT B
OCHOBE TEPBUYHBIX 3BEHBEB MMATOTEHE3a TEHHBIX 00Jie3Hel. MyTalnu, BI3BIBAIOIINE
HaCJIEJICTBEHHbIE 3a00JI€BaHUs1, MOTYT 3aTparuBaTh JHO0bIE OCNKU (CTPYKTYPHBIE,
TpaHCcHoOpTHBIE, (hepMeHTHI). B CBA3M ¢ 3TUM reHHbIe 00JIe3HU O4YeHb pa3HooOpa3Hbl. K
cepenune 1998 r. u3BectHo cBbime 4500 MyTaruii, BEI3BIBAIOIINX TCHHBIC 3a00ICBAHMS.



[To KOMYECTBY BOBJICYCHHBIX JOKYCOB HACJICACTBCHHbBIC 00JIC3HH MOT'YT ObITh MOHO- H
nojureHHbIMu. [lociieiaue, Kak MpaBuiio, — O0JIE3HH C HACIICICTBCHHBIM
pePaCIION0KCHUEM.

Ho3onoruszanus reHHpix 3a001€BaHUN OCHOBBIBAETCS Ha MyTallMOHHOM IpU3HaKe. Pa3Hble
MyTAaIM1 B OJJHOM U TOM XK€ JIOKYC€ MOTYT 00YCIIOBIMBATH Pa3INYHbIE KIMHUYECKHE
¢opmbl. Hanpumep, Takue KIMHUYECKU HE CXOHBIE POpMBbI, Kak MuonaTus JlromeHHa
(Muomnarus ncepaoruneprpopuyeckasn) u bexkepa (muonarust X-XxpoMocoMHas
nceBaorumnepTpoduyeckas J00poKauyecTBeHHas1), 00YCIOBICHBI MYTAIIUSIMU PA3JIMYHON
NPOTSKEHHOCTH B OJJHOM T'€HEe, OTBEYAIOIIEM 3a CUHTE3 Oeka JUCTpouHa.

MoHnoreHHslie 00J€3HU HaCJICAYTIOTCA B IIOJITHOM COOTBCTCTBUU C 3aKOHAMU MGHI[GJ'IH. B
3dBUCHUMOCTH OT TUIIOB HACJICAOBAHUA BBIACIIAIOT PA3HBIC I'PYIIIILI TCHHBIX Oose3Hel:
AYTOCOMHO-JOMHWHAHTHBIC, aYTOCOMHO-PCUCCCUBHLIC, X-CHGHHGHHBIC (I[OMI/IHaHTHBIe n
peHeCCI/IBHBIC); Y-CL[eHJIeHHBIC; MUTOXOHAPHAJIBHBIC. HpI/I 9TOM H€O6XOI[I/IMO IIOMHUTB,
4TO JIOMHUHAHTHOCTD U PCUCCCUBHOCTD ABJIAKOTCA YCPTAMU q)CHOTHHa, a HC I'CHOTHUIIA.

VYcnexu MOJEKyIsIpHON TeHETHKHY YeJI0BEeKa MPUBENIA K OTKPBITHIO €IIe OJTHOM TPYIIIbI
00JIe3He, He YKIIaIbIBAIOIIEHCS B KIIACCUUECKHUE THUIIBI TI0 XapaKTepy HACJIeT0BaHMS.
HecMoTpst Ha MX TeHHYIO IPUPOJTY, UX Tepeiada U3 MOKOJICHHS B TTIOKOJICHUE He
COOTBETCTBYET 3aKOHaM MeHenst. D1a rpynna Ha3BaHa 00JIe3HAMH € IKCIIaHCH el
TPUHYKJICOTHIHBIX IOBTOPOB.

BoJie3nn ¢ ayTocOMHO-IOMUHAHTHBIM THIIOM HACJIEI0BAHUSL XAPAKTEPU3YIOTCS TEM,
YTO JIJISl KX PA3BUTHUS JOCTATOYHO YHACIEA0BATh MyTaHTHBIN ajuieib OT OJHOTO POIUTENS.
J11s1 601bIIMHCTBA 0O0JIE3HEN ATOT0 THUIIA XapaKTePHbI TAKHE MATOJIOTUYECKHE COCTOSHUS,
KOTOPBIE HE HAHOCAT CEPhE3HOT0 YIiepOa 3/10pOBBIO YeNIOBEKA U B OOJIBIIMHCTBE CITy4YacB
HE BJIMSIOT HA €r0 COCOOHOCTh UMETh TOTOMCTBO. PO/IOCIIOBHBIE TAKMX JIUII, OCOOEHHO
OTHMCAaHHBIE B MPOIILIOM, KOT/Ia B Opakax ObLIO MHOTO JIETEH, 1ajii BO3MOKHOCTb
YCTaHOBHUTH HaWOOJI€e TUITUYHBIC YePThl ayTOCOMHO-IOMUHAHTHBIX (OopM
HACJIEJCTBEHHOW MATOJIOTUH.

00JIe3Hb BCTPEYAETCS B KXKJIOM MOKOJIEHUU POJOCIOBHOM, UTO HAa3bIBAIOT Mepeaadei
00JIe3HU 110 BEPTUKAIH, COOTHOIIIEHUE OOJBHBIX U 3I0POBHIX Mpubmmkaerca kK 1:1, y
3JI0POBBIX JIETEH, POIUBIIUXCS OT OOJBHBIX POJUTENEH, BCE AETH 3I0POBBI, COOTHOIIICHHUE

OOJILHBIX MaJbUYHKOB U ACBOYCK paBHOC.

5. bonpHEBIC MYKYUHBI U JKCHIIKWHBI OAWHAKOBO IICPCAAIOT 00JIe3Hh MaJIbUNKaAM U
JACBOYKaM.

6. UeM TspKenee 00JIe3Hh OTPaKaeTCs Ha PEMPOTYKITHH, TEM OOJIBITIE TIPOTIOPIIHS
CIOPAIMYECKUX ciydaeB (‘‘HOBbIC MyTallUK ).



7. 'OMO3UTOTHI, Y KOTOPBIX 00JIE3Hb MPOTEKAET OOBIYHO TSKENEE, YEM Y T€TEPO3UTOT,
MOTYT POXKAATHCS Y ABYX OOJBHBIX POJUTENEH.

JIOMMHAHTHO HacllelyeMbl€ COCTOSHHSI XapaKTepU3YIOTCs MOIUMOP(HU3MOM KIIMHUYECKUX
MPOSIBJICHUI HE TOJBKO B PA3HBIX CEMbSX, HO U MEXIY WieHaMH ofaHOU ceMbu. Harmpumep,
npu Helipodubpomarose y OHUX OOJIBHBIX B CEMbE MOT'YT ObITh MHOXECTBEHHBIE
HENpopUOPOMBI, a y APYTUX — JIUILb €IMHUYHBIE KOKHBIE MPosiBIeHUA. OCOOEHHOCTHIO
psija JOMUHAHTHBIX O0JI€3HEH SBISETCS BHICOKAsI BAPHAOEIbHOCTh CPOKOB UX
BO3HUKHOBEHUS JJaXKe B Ipeziesiax OJAHON ceMbu. HarnsaHbIM puMepoM CIIyKUT Xopes
['entunrrona. BozpactHble nposiBIeHMs MEPBBIX €€ MPU3HAKOB XapaKTePU3YIOTCS
HOpPMAaJIbHBIM pacIipe/ielIeHeM ¢ HauOoJiblIel MPOBIIEMOCTbIO MpUMepHO K 40 rogam.

HpI/I TSKCIIBIX COCTOAHUAX, KOT'Aa Y OOJBHBIX CHM)KEHA BO3MOKHOCTh UMETh IIOTOMCTBO,
POAOCIIOBHBIC HC TUIIMYHBI, TAK K€ KaK U B TCX CIIydasaX, KOTrJda MyTallusd BO3HUKACT
BIICPBBIC B 3apOAbIINICBLIX KIICTKAX (CHOpaI[I/I‘IeCKI/Ie Cﬂyan/I).

Haunbonee gacto BCTpeyaroTcs CleAyONMe TeHHbIC 3a00I€BaHNS C ayTOCOMHO-
JIOMUHAHTHBIM THUIIOM HacJieIoBaHus: 0oyie3Hb PexnuHrxaysena (Helipohudpomaros),
cuHIpoMbl Mapdana, Dnepca-JlaHino (HecoBepIIEHHBIN JECMOTeHEe3), aXOHAPOTLIA3HS,
HECOBEPIIIEHHBIN OCTEOTeHE3, MUOTOHWYECKAST TUCTPOPUS.

boJae3nn ¢ AYTOCOMHO-PENECCUBHBIM THIIOM HACJ€A0BAHHUA ITPOABIIAIOTCA Y JINIL
TOJIBKO B TOMO3HUI'OTHOM COCTOSAHHUH. reTepO?)I/IFOTBI Q)GHOTI/IHI/I‘IGCKI/I (KJII/IHI/I"ICCKI/I) HC
OTJIMYAXOTCs OT 3JOPOBLIX JIMII C ABYMS HOPMAJIbHBIMHU aJIJICIIIMU.

JIJIsl peIKUX ayTOCOMHO-PEIICCCUBHBIX 3a00JICBaHUI XapaKTePHBI CIICTYIOIINE TIPU3HAKHA:
1) poaurenu 0OBIYHO 30POBHL;
2) 4yeM OoJIbIIIe IETEH B CEMbE, TEM Yallle BCTpedacTcs 00j1ee OMHOro O0ILHOro peOeHKa,;

3) "ueM perke BCTpeUaeTcss MyTaHTHBINA TeH B TIOMYJISIIIAN, TEM Yallle POJUTEIH OOJTBHOTO
peOeHKa SBISIIOTCS. KPOBHBIMH PO/ICTBEHHUKAMU;

4) eciu O0NBHBI 00a CyIpyra, TO BCe JeTH OYAyT OOJIbHBIMU,

5) B Opake GOJIBHOTO CO 3JJOPOBBIM POKIAIOTCS 3I0POBBIC NETH (SCITN 3I0POBBII HE
reTepO3UTOTEH);

6) B Opake OOJILHOTO ¢ HOCUTEIIEM MyTaHTHOTO aJlIeIIs POKIAETCS MOJOBUHA OOJIBHBIX
JETEeH, YTO IMUTHPYET JOMUHAHTHOE HACJIEOBAHHME (TICEBI0OJOMUHUPOBAHUE);

7) 06a 1oJIa MOPaXKarTCs OJJMHAKOBO YacToO.

Bpaku, B KOTOpBIX 00a poauTeNsi FeTEPO3UTOTHBI, Hanbosee yacTol. Cerperaius
MMOTOMCTBA COOTBETCTBYET MEHEIEBCKOMY COOTHOIIEHUIO — 1 (310pOBBIif): 2



(rerepo3uroTsl): 1 (00bHON). PHCK MOsBICHUS OOJBHOTO peOCHKA B TAKOM Opake
coctaBiseT 25%. ManoaeTHOCTb COBPEMEHHBIX CEMEN 3aTPYAHSAET YCTAHOBIICHHE
PEIeCCUBHOTO XapaKkTepa 3a00JIeBaHus, HO €r0 MOXKHO OOBSICHUTD ABYMS
00CTOSTENIbCTBAMMU:

1) poxxaenue pedeHKa B KpDOBHOPOJACTBEHHOM Opake U 2) BbIABICHUE OMOXUMUYECKOTO
nedexra y 000ux poauTenei, eciu npu 3a00JIeBaHUN U3BECTCH MEPBUYHBIM
OMOXUMUYECKUH Ae(EKT.

Bpaku, B KOTOpbIX 00a poAUTENS TOMO3UTOTHBI, OUE€Hb peKHU. ECTECTBEHHO, UTO BCE AETH
B ATHX CEMbSIX OyAyT TOMO3UTOTaMH, T.€. OONBbHBIMU. B TeX cembsiX, rae y O0IbHBIX
poauteneil, Hanpumep aabOMHOCOB, POKIAIKCH 3/I0POBBIE AETH, ITO HECOOTBETCTBUE
OOBSICHSJIOCh MyTalIUSIMU B Pa3HbIX reHaX. Takue JIeTH SBISIFOTCS ABOUHBIMU
reTepO3UrOTaMHu.

Bpaku retepo3uror (310poBbie) ¢ TOMO3UTOTaMu (OOJIbHBIE) BCTPEYAIOTCSI B OCHOBHOM
Cpeau KPOBHOPOJICTBEHHBIX OpPaKoB.

Hau6onee Tunuunsie Gopmbl 3a001€BaHUM C ayTOCOMHO-PEIIECCUBHBIM TUIIOM
HACJIeIOBaHUS — MYKOBUCIUI03, (EHUIKETOHYPHS, TAIAKTO3EMHUS], TernarolepeOpanbHas
nuctpodus (6one3nb Bunbcona-KonoBanosa), aipeHOreHUTANbHBIN CUHAPOM, TareTo-
pETHUHANIbHBIE JETeHEePALU, MYKOTIONUCAXapHI03bl (HE BCE THIIbI).

Bose3nn ¢ X-cuenieHHbIM JOMHUHAHTHBIM THIIOM HacJieqoBaHusA. OCOOEHHOCTH
HaCJIeI0BaHUs dTUX 00Jie3HEN 00YCIIOBIEHBI TEM, YTO Y JKEHIIUH UMeroTes 2 X-
XpOMOCOMBI, a y My*4uH — 1. CiegoBaTenbHO, )KEHILUHA, YHACIEA0BAB OT OJHOTO U3
pOaUTENEN MATOJIOTUYECKHAN aJIJIeNb, IBJISIETCS T€TEPO3UTOTHOM, a My>KUMHA —
reMU3UTOTHBIM. [Ipy 3TOM TUIE HacIeq0BaHKsSI OCHOBHBIE XapaKTEPUCTUKH POIAOCIOBHBIX
CJIEYIOIIHE:

1) mopaskaroTCs U MY>KYHMHBI M JKCHIIUHBI, HO OOJIbHBIX KEHIIKH B 2 pa3a 00JIbIIIe, 4eM
MYKYHH,

2) 0OJIbHBIC KCHIIMHBI B CPETHEM TIEPEIAIOT MATOJIOTMICCKHIA aJlIeNb TIOJIOBUHE CHIHOBEH
Y TIOJIOBUHE JOYEPEN;

3) O0JIBHOI MYy)KUMHA TIepeIacT MaTOJIOTMISCKHI aJlIe) b BCEM JIOYEPSIM M HE TIepe/iacT
CBIHOBBSIM, MIOCKOJIBKY OHH MOJY4YaroT OT OTHA Y -XpOMOCOMY;

4) B cpeHEM JKEHIIMHBI 00JICIOT Jierde (OHU FeTEPO3UTOTHBI), 4eM MYKIHHBI (OHU
reMU3UTOTHHI). bone3ns 6osee BaprabenbHa y TeTePO3UTOTHBIX JKECHIIIHH.

ITo X-cuenjieHHOMY TOMUHAHTHOMY THIy HacleAylOTCS BUTaMUH-D-pe3ncTeHTHBIN
paxurt (HacnenctBeHHas runodocdaremust). Eciu hopmbl 601€3HU TSHKENbIE U JIETATbHbBIC
B FEMU3UTOTHOM COCTOSIHUU (HEAEep>KaHWE MUTMEHTA, pOTO-JIUIIEe-TIAJIbLIEBBIN CUHIIPOM,



dokanbHast KOXKHasl TUIIONJIA3Hs), TO BCE MaIbUUKU MOru0aroT. bolbHbIMU OBIBAIOT
TOJIbKO JE€BOYKHU.

BoJjie3nn ¢ X-cuenieHHbIM perecCHBHBIM THIIOM HACJIeI0BAHMUS BCTPEUAIOTCS PEIIKO.
[Tpu 5TOM KESHITUHBI MPAKTUYCCKH BCETIa TETEPO3UTOTHEI, T.€. (PCHOTUITHYSCKH
HOPMAJILHBI (3I0POBBI) U SBIISIOTCS HOCUTEISIMU. BOJTBHBIME OBIBAIOT TOJBKO MYXYHHBI.
XapakTepHble 0COOEHHOCTH 00JIe3HEN ATOTO THIIA PA3JIMYHBI B 3aBUCUMOCTH OT

HapyLEeHUS PENPOTYKIIUH.

[Ipu HapymieHuu penpoayKuuu (MpliieyHas guctpodust Jromenna, CHHIpOM
TECTUKYJISIPHON (heMHHM3AIMHN) B POAOCIOBHBIX BBISBIISIIOTCS CIEIYIONINE MPU3HAKHU:

1) 0OoNBHBIMU OBIBAIOT TOJBKO MAJIBUHKH;

2) 0KOII0 /3 GONBHBIX IIPOUCXOAAT OT MaTepel-HocuTeNel, /35— 3a cueT HOBBIX MyTaLuii B
X-XpomMOCOMe MaTepy;

3) B yHacCIeIOBaHHBIX CAy4asX y OOJBHBIX MabYMKOB MOTYT OBITH OOJIbHBIC OpaThs U
a1 1o Matepu. HoBble MyTaru sIBJISIFOTCS CIIOPAIMIECKUMU WU U30JIMPOBAHHBIMU
CIIy4asiMH; CECTpbl OOJBHBIX OpaTheB B YHACIEAOBAHHBIX Caydasx UMEIOT 50% IiaHChl
OBITH TOKE HOCUTEJISIMUA NTATOJIOTMUECKOT0 aJlIeds;

4) TaKkue CeCTPhI-HOCUTEIH TEePEat0T I'eH MOJIOBUHE CHIHOBEH (OHU OOJIBHBIC) U TTOJIOBUHE
nodepeit (OHU HOCUTENN ),

5) 3110pOBBIC MY)KYMHBI HE MIEPEIAlOT OOJIC3HU.

B orcyrcTBHe HapymieHuit penpoaykinu (remodunus A u B, Henocrarounocts ['-6-DJ110)
XapaKTEePHBI CIEIYIONINE 0COOEHHOCTH POJIOCTIOBHOM:

1) nons yHAceI0BAHHBIX CITYYaeB BBILIE, YeM 2/3;

2) 00JIbHBIC MY>KYHHBI TICPEIAIOT MMATOJIOTHYECKHUN aJljIelb BCEM CBOUM J0YEPSM U
HHUKOMY U3 ChIHOBEW;

3) Bce (PCHOTUIMMICCKH HOPMAJIbHBIC JOYepU OOJIBHBIX MYKUUH SBJISIOTCS HOCHTEIISIMU;

4) B Opake KCHITHUHBI-HOCUTENS C OOJIBHBIM MYXYHHOW TIOJIOBHHA JJoUepeid — OOJbHBIE,
MOJIOBUHA HOCHUTENH, TIOJIOBUHA CHIHOBEHN — OOJIbHBIE, TOJIOBUHA — 3/I0POBHIE;

5) WHOT1a TETEePO3UTOTHBIC YKEHIIMHBI MOT'YT OBITH OOJILHBIMH B CBSI3U CO CITydaiHOM
reTEPOXPOMATHHU3ALMEN XPOMOCOMBI C HOPMAJIBHBIM aJUIEJIEM BO BCEX WJIM MOYTH BO
BCEX KJIETKAaX.

K X-cuernieHHbIM pelieCCUBHBIM OOJIE3HSIM OTHOCATCS TeMOQMUIIMSI, MBbIILICYHAS
muctpodus Hromenna, cunapom ['yHTepa (mykononucaxapunao3 |l tuna), cunapom Jlema-
Haiixana (runepypuxemusi).



Y-cuenyieHHbI THI HAcJeA0BaHus. J[IuTenbHOE BpeMsl ojlarajiy, 4yTo Y -XpoMocoma
COJIEPKUT TOJIBKO reTepoXpoMaTuBHBIE yuacTku (0e3 reHoB). HoBeilmne uccnegoBanust
MO3BOJIJIA OOHAPYKUTh U JIOKAJIU30BaTh PSAJ TEHOB B Y -XPOMOCOME, T'€H,
JNETEPMUHHUPYIOIINIA Pa3BUTHE CEMEHHUKOB, OTBEYAOILIMH 3a criepMarorexes (paxkrop
a300CIEPMHUH ), KOHTPOJIUPYIOLIUI HHTEHCUBHOCTD POCTA TEJIa, KOHEUHOCTEH U 3y0OB.
OBoJsioceHue YIIHON paKOBUHBI KOHTPOJIUPYETCS T€HOM, PACIIONIOKEHHBIM B Y -
xpomocome. Ha 3ToM npur3Hake MOXKHO BUAETh XapaKTEpPHbIE YE€PTHI Y -CLEIIEHHOTO THUIIa
nepenauu. [Ipusnak nepenaercs BceM ManbyukaMm. EcTeCTBEHHO, UTO MATOOTUYECKHE
MyTallH, 3aTparuBaronre GopMupoBaHUE CEMEHHUKOB WJIM CIIEPMATOI€HE3, HE MOTYT
HACJIeI0BaThCS, TOTOMY YTO 3TH UHJIUBHU/IbI CTEPUITBHBI.

7.3. METOAbI NCCJIIEJOBAHUS 'EMOCTA3A

IMPOBbI HA PESUCTEHTHOCTD (JIOMKOCTb) KAIIWJJIAPOB. U3
CYLIECTBYHOIIMX MPO0 (MaHKeTOYHAsI, 0AHOYHAS, TPEHUSI PE3MHKOM,
AHTHOpPe3UCTOMETPHs) HAauboJIee JOCTYNNHA 1 MHPOPMATHUBHA MAHKETOYHAsA MPooOa,
B KOTOPOii Onpee/siloT YUCJI0 H pa3Mepbl reMOpparum, 00pa3oBaBIIMXCs B 00J1aCTH
JIOKTEBOI'0 cruda B Kpyre JUaMeTPOM S CM MOCJIe S-MHUHYTHOIO CIaBJIeHHs IUIeYa
manzkeToii mpu 90-100 mMm pT. c1. Uncsio nerexuii 6o1ee 10 yka3piBaeT Ha
NMOBBIIIEHHYI JIOMKOCTh MHUKPOCOCY/I0B, YTO YACTO CBA3aHO ¢ TPOMOOIUTONECHHUEH,
TPOMOOLMTONATHEH, BACKYJINTOM, CHHApoMoM /IBC, npueMoM aHTHKOATYJISIHTOB,

runoButaMuto3om C u P, runepacrporeHemmueid.

JJINTEJIBHOCTDb KPOBOTEYEHUS. Bmecto npoos! Iploka (ckapudpukanus
MOYKHM yXa) B HACTOsILIIee BpeM# UCIOJIb3YIOT 00jiee YyBCTBUTEIbHbIE NPOOLL, B
KOTOPbIX BpeMsi KPOBOTEYEHHS UCCIeAyeTCs HA JoHe MCKYCCTBEHHO CO3IaHHOI0
BEHO3HOI0 cTa3a. B npode AliBY HA IUIEY0 HAKJIAABIBAKT MAHKETy OT anmnapara Jjs
u3mepenns A/l u nonaepkuBaKOT B Heil 1aBjienue B 40 MM pT. CT., IOCJIe Yero HA
JIAJIOHHOM MOBEPXHOCTU BePXHel TPeTH MpeaIiedbs AeJalT cCKapuduKaTopom
nonepevyHbie HACCYKHU iyonHou 1,5-2,0 MM, GpUILTPOBAIBLHOIT OyMaroi 0CTOpPOKHO
CHHUMAKOT KAIUIM KPOBH Yepe3 kaxablie 15-30 c. B Hopme uepe3 3-4 MuH pa3mep
NSITHA KPOBHU HA OyMare HAYMHAET YMEHBIIATHLCS, U Yyepe3 6-8 MUH ncTeueHHe KPOBH

npexpamaercs. Ilpu tpoMOouMTONIEHNH, TPOMOOLUTONATHAX, 00JIE3HU



BuniiedOpanaa u ocrpom [IBC-cunapome BpeMs M 00beM TepsieMoil KPOBH
BO3PacTalOT. YBeJINYeHHEe BpeMEHH KPOBOTEYCHHUS MOKET ObITh 00yCJ10BJICHO
NMPHUEMOM HEeCTEPOUIHBIX MPOTUBOBOCHAIUTEIbHBIX NPENAPATOB — ACIMPHUHA,
HHIOMETAIMHA U APYTUX, HAPYIIAIOIIKUX arperaiMoHHyI0 GyHKIHIO TPOMOOLMTOB, a
TaK:Ke B Ipouecce Je4YeHHs Ae3arperanTaMy HalpaBJIeHHOI0 1eCTBUS —
TUKJIONNAUHOM (THKJIHI0M), KJIOMUIOrpesieM, MHHTHOMTOPAMU pelenTopoB
TPOMOOUMTOB, MPOU3BOAHBIMH MPOCTANMKIUHA (MJIOMPOCT, BA30NPOCTAH).
Ilepeno3upoBKa AHTHKOATYJISIHTOB HENMPSAMOI0 AeiicTBUS (KyMapHHOB, (DeHUJINHA)
TaKKe MOKET CONPOBOKAATHCH MOBbINIEHHEM JIOMKOCTH MUKPOCOCYA0B U
yBeJIMYeHHeM BpeMeHH KanWLIsIpHoro kposoredenust. [Ipoda uccienyer

TPOMOOIUTAPHOE 3BEHO FeMOCTa3a.

ITOJACYHET TPOMBOIIMTOB B KPOBU npoBoaar B kamepe ['opsieBa uiu ¢ TOMOIIbIO
CYETUYMKOB KJIETOK. BaykHeumumii crioco0 quarHoctTuku Tpomooruronenuu. Hopma — 150-

400-1099/1.

HccaenoBanue coaepkanus MerakapuouuTOB B TPeNaHATaX KOCTHOIO M0O3ra,
BpeMeHM HUPKYJISIIUA TPOMOOLMTOB B KPOBOTOKE, ONlpe/ieJieHue
AHTUTPOMOOLMTAPHBIX AHTUTEJ HEOOXOAUMBbI Il TUATHOCTHUKH MPUYNHBI

TPOMOOLMTONEHUM.

PETPAKIHUSA KPOBAHOI'O CT'YCTKA 3akoHOMepHO HapymiaeTcs pu
BbIPa:KEHHBIX TPOMOOLMTONECHUSIX, TPOMOacTeHuM ['1aHIMaHa U ypeMHu4ecKou

TPOMOOUMTONATHH.

N3YYEHUE PASMEPA TPOMBOILIUTOB ocymecTBJjisieTcsi B Ma3Kke KPOBH, HO
0o0J1ee MPABUWJIBHO M OBICTPO € MOMOIILI0 ABTOMATHYECKUX CYHETYMKOB KJIE€TOK KPOBH

Mo rucrorpamme.

ITO MO3BOJIsSIET CYAUTDHb O HAJIUIHUHA PaA3HBIX l'lOl'ly.]]ﬂIII/Iﬁ ITHX KJICTOK B KPOBH

HCCJIelyeMOoro, AaeT uHGopManu o psajae ux anomaaui. Ilpu ognux



TpoMOouuTonaTusx (CuHApoM Buckorra-Ouiapuya) B KpOBH NpeodiagaT
TPOMOOLUTHI MeHee 2 MKM B JHaMeTpe, IPU APYITMX — THTAHTCKHE (POPMBI 10 8§ MKM

u 0osee (anomanuu bepnapa-Cyabe, Mes-Xerriuna).

IIpu psige TpoMOOLUTONATHM 3TH KJIETKH O€IHBI IPAHYJIAMH, IIPH APYTUX —
HAPYLICHbI HEHTPAJIU3aLMs U BbICBOOOK/ICHUE ITPAHYJI IIPU PACIVIACTBIBAHMHU B
npouecce aare3uu U arperanuu. Bee 3Tu cBoiicTBa, a TakkKe CIIOCOOHOCTH
TPOMOOLUTOB K PACIVIACTHIBAHMIO U 00PAa30BAHMIO OTPOCTKOB MOI'YT OBITh M3y4€HbI
€ MOMOIIBI0 OOBIYHOM M CKAHMPYIOIIEH JIEKTPOHHOI MUKPOCKOIHUH, 2 TAKKe

ontuxku Homapckoro.

HCCJIEJOBAHME AJITE3UBHO-ATPEIT'AIIMIOHHOM ®YHKIINN
TPOMBOILIUTOB. BaxHeiilee 3BeH0 J1a00PATOPHOIl JHATHOCTHUKH 00JIBIIMHCTBA
TpoMOounTonaTuu. B HacTosiiee BpemMsi pa3padoTaH P/l JJerKOBbINOJIHUMBIX U
001IeIOCTYNNHBIX METOAUK (BU3YaJIbHOI, MUKPOCKONMMYECKOI U aNNnapaTHOM)
peructpauum 3TUX PyHkumii. B kayecTBe HHAYKTOPOB arperauu UCMOJIb3YyIOT
AJ/1®, ko/s1areH, AAPEeHAJTHH, TPOMOWH, APAXUAOHOBYI0 KHCJIOTY, FeMOJIM3aT

IPUTPOLUTOB U Pyrue areHThbl.

BPEMS CBEPTBIBAHMUS — rio6ajbHblii TECT, XapaKTepU3y0muii
CBEPTHIBAKINYI0 CHCTEMY KPOBH B 11€JI0OM, HO MAJI0YyBCTBUTEJIbHBbINA. Tak oH He
H3MEHSIeTCH [1a’e NP ABHBIX PACCTPOIMCTBAX KOATYJIALMH, HAIPUMeEP NPH
yMepeHHOU reMopuiuu. I'oauTes TOIBKO A1 KOHTPOJIA renapuHorepanuu. B

HOpPMe 8 MMH U MeHbIIIE.

TPOMBHUHOBOE BPEMHSI (TB) xapakrepu3yeTt COCTOSIHHE KOHEYHOI'0 3Tana
Npouecca CBepThIBAHUSA KPOBH M HAPYUIAETCS MPH TMNO- U JUcPUOPUHOreHEMUSIX,

JABC-cunapomax, JieueHu renapuHoM, THPYAUHOM U TPOMOOJIUTHKAMM.

NPOTPOMBHUHOBOE BPEMHAI (IIB) xapakTepu3yeT npouecc CBepThIBAHUS NPH
3alycKe ero 1no “BHemIHeMY”’ MEXaHU3MY, YTO JOCTUTAETCH 100aBJIeHUEM K

HCCHeI[yeMOﬁ HHTpaTHOﬁ IIa3ME XJ10pUaa KaJadblUs U TpOMﬁOl’[J’IaCTI’IHa.



KoaryasinuoHHasi aKTUBHOCTH TPOMOOIJIACTUHA TECTHUPYETCH HA CMEIIAHHOM
o0pa3ue HOPpMAJILHOM IVIA3MbI M He J0JKHA npeBbimaTth 15 c. Jlnmsb B
CIeNUAJbHBIX UCCJIEJ0BAHUAX (HATIPUMEP, NIPH BbIsIBJEHUHM BOJTYAHOYHOI 0
AHTHKOATYJISHTA) UCIOJb3YeTCH TAK HA3bIBaeMblil 0CJIa0JIeHHBIA TPOMOOIIACTHH
AKTHBHOCTBIO B 25-30 c. B oTreuecTBeHHOI1 JIUTEpaType 10JIroe BpeMsi

HCIO0JIB30BAJICS pacyeT MPOTPOMOHHOBOIO HHIEKca Mo (hopmy.ie:

IIpu ucnonb30BaHNH 3TON GOPMYJIbI MACKMPYETCH UCXOAHAT AKTHBHOCTH
HCIO0Jb30BAHHOI0 TPOMOOIIACTHHA, HE YYMTHIBACTCS €r0 YyBCTBUTEJIbHOCTD K
pepuuuTy PakTOPOB NPOTPOMONHOBOI0 KOMILJIEKCA, KOTOPasi B COBPEMEHHbIX
AUATHOCTHYECKMX HA0Opax MapKHPYeTCcs KaK HHAEKC YyBCTBUTeAbHOCTH — ISI 1
INR. IIpu 3TOM Hcmoab3yeTcsl CJIeAYIOUU HOBBIM pacyeT NPOTPOMOUHOBOIO

otHomeHusi (I1O):

JTOT NPUHATHINA B HACTOSILIIee BpeMsl pacdyeT 0COOEHHO BaKeH /sl IPABUJIBLHOTO
JA03UPOBAHMS AHTHKOATYJISIHTOB HEMPSIMOI0 AeCTBUSl (KYMapHHOB, (DEHUJIHHA).
IIpu npopuiiakruyeckoM npueme 3tux npenaparos I10 nmoxaep:xuBaOT B npegeaax
2-2,5, npu JiedeOHOM — B mpeaesax 2,5-4. Yrpo3a pa3BUTHSI TeMOpPParu4ecKux
0CJIOKHeHM i Bo3pacTaeT o mepe nosbimienuss I10. 3HaunTEIbHOrO0 MOBBIIICHUS
IIO (0osee 3,5) caeayer u3derartb B CTAPUYECKOM BO3pacTe, IPH HAJTMYMHU
apTepHaAJIbHOI THNEePTOHUM (YIP03a KPOBOM3JIMSHUSA B MO3I), NPH 00/1€3HAX NeYeHH
U NPH 3200JIeBAHNSX, CO3JAI0LINX MPeAPACHOI0KEHHOCTh K KpoBoTedeHusMm. Ilpu
HOPMAaJIbHOM TPOMOMHOBOM BPEeMEHH 3aMe/lJIeHHe CBEPTHIBAHMS B
NPOTPOMOMHOBOM TeCTe MOKeT ObITH 00yCJI0BJICHO HAPYLLIEHHEM MEeYeHOYHOI' 0
cunTe3a paxkropos VI, X,V u Il npu narosioruu nevyeHu, UCMOJIb30BAaHUEM
AHTUKOATYJISIHTOB HENPSIMOI0 AeiiCTBUSA, a TaKkxke nepunurom Butamuna K, npu

MeXaHU4ecKOoH (00TypaLMOHHOM) &KeJITyXe.

AKTUBUPOBAHHOE YACTUYHOE (ITAPIHUAJIBHOE)
TPOMBOIIVIACTUHOBOE BPEMS (AUTB uau AIITB). Tect Bocnpou3BoauT



CBepThIBaHUE N0 “BHYyTpeHHeMY” nyTH. K pekanbuupuuupoBaHHoil miia3me
A00ABJIAIOTCH KA0JUH M KedaauH. B cuiry 3T10ro TecT CTaHOBUTCH TOYHBIM,
BOCIIPOM3BOAUMBIM, BBICOKOYYBCTBUTEIBHBIM K Je(UUUTY (PaKTOopoOB,
YYaCTBYHOIINX BO “BHyTpeHHeM” Mexanu3Mme cBepthiBanus (paxropon VIII, X, XI).
IIpu nepunure 3Tux pakropos AIITB yrimHseTca npu 0CTAOIMXCH HOPMATBLHBIMH
IIB u TB, 4T0 0c00eHHO0 XapaKkTepHO AJsi reMopuinu 1 0osie3un Buiieopanaa. Ipu
reMopparu4eckoi 00;1e3H1 HOBOPOKIEHHBIX, TSKEJIbIX 3200/1eBAHUSIX MTEYEHH,
MeXaHMYeCKOM KeJITyXe, JeYeHUH AHTHUKOATYJISHTAMHU HENPSIMOIo AeiCTBUSA
(kymapunbl, peHniinH) HapymawTes kak AIITB, tak u IIB npu Hopmaiasaom TB, a

IPH JICICHUH I'CITAapHHOM U TpOMﬁOJII/ITI/IKaMI/I — BCE€ TPH TeECTa

PA3JAEJBHOE OINNPEJAEJIEHUE AKTUBHOCTHU ®AKTOPOB
CBEPTBIBAHMUSI. JanbHeiinee yTouHeHHEe MEXaHU3MOB HAPYIIEHHSI
CBEPTHIBAEMOCTH KPOBH MPOBOAUTCS ¢ MOMOIIbIO 1H GepeHIMPYOIUX TeCcTOB. Bee
OHH OCHOBAHBI HA MPUHLMIIC KOPPEKLMH, T.€. HA ONpeAeieHMH TOro pakropa, npu
A00aBJICHMH KOTOPOI0 BbISIBJICHHbIC HAPYIIeHUs YcTpaHsawTcs. [{ius 3Ttoro
HCIOJB3YIOTCS BXOASIINE B THATHOCTHYECKHE HA00PBI 00pa31bl IJ1a3Mbl C
HU3BECTHBIM J1e(PMIIMTOM TOI'0 HJIM MHOTO (PAKTOPA CBEPTHIBAHUS, 2 TAKIKe
KOpPPEKIHOHHBbIE MPOOBI ¢ AJICOPOUPOBAHHOM CEPHOKUCIBIM 0apueM HOPMAJILHOM
IU1a3MOii, KoTopas JuieHa ¢paxkropa X, Ho conepxut paxrop VI, u ¢
HOPMAJIbHOM CHIBOPOTKOM HECKOJIbKHUX /IHell XpaHeHus (B Heil umeercs: gakrop 1X,

Ho HeT ¢axTopa VIII).

JomonHuTeabHo pasrpanudenue aepuunura ¢paxkropos VII, X u Il moxker ObITH
OCYLIECTBJICHO ¢ MOMOIIbIO MPO0 ¢ IK30reHHBIMH KO0AaryJja3amMu U3 3MEHHBIX A/10B

(Tada. 7.3).



NCCIIEJOBAHUE AHTUKOAT'YJIAHTHOI'O 3BEHA. Briroyaer B ceds
onpeejieHue akTUBHOCTH aHTUTPpoMONHA || 1 ero remapun-kogakTOpHOIroO
necTBusi, mporenHoB C u S, a TAKKe AHTUTCHOB 3THX MHTHOUTOPOB CBEPTHIBAHUS U
ajabda-2-makporodyanHa. OnpenejsioT TaKKe YyBCTBUTEIbHOCTD IJIa3Mbl
00/IBHOI'0 ¢ HAKJIOHHOCTBIO K TPOM003aM M aKTHBMPOBaHHOMY nporeuny C: npu
TpoMOOGuINH, 00YCI0BICHHO aHOMaIHel ¢aKkTopa V, aKTUBHPOBAHHBIN NPOTEHH

C namuoro ciadee ynaunsier AIITB, yem B HopMme.

HNCCIIEJOBAHUE ®UBPUHOJIN3A Br/IIOYaeT B ceds1 onpeesieHHe COAepPKaHUsA
B IU1a3Me MPOAYKTOB pacumienvienus puopunorena u pudpuna (IIAD), oueHky
CIIOHTAHHOI0 JIM3MCA KPOBSHOI0 CIyCTKA U JIM3HCA Y100y IMHOBOM pakuumn
IJIa3Mbl, B KOTOPO# COXPAHSIIOTCS IVIA3MUHOTEH U €r0 AaKTHBATOPbI, HO OTCYTCTBYIOT
(1o ycs1oBHsSIM 00pa0OTKH MJIa3Mbl) AHTHILIA3MHUHBIL. J[OMOJITHATEIBHO UCCJIEAYIOT
3YIrJ00yJMHOBBIH Ju3uc npu akTuBanum paxropa Xl (Xaremana) kaonunom, T.e.
3anmycke GuOpuHOIM3a N0 “BHYTPeHHeMY” Mexanuzmy. UcciienoBanue
3yry100yTMHOBOTO JIM3KCA JI0 U MOCJIE NEPEKATHS COCYA0B IIeYa MaHKETOH B
Tedenue 15-20 mun npu 80 MM PT. CT. HJIH NIPH NMEPEKATHH UX B TedeHHe 3 MUH NPH
JABJIEHUH BbIlIe MAKCUMAJIBHOTO A/l BBIAIBJISIET CIIOCOOHOCTH IHAOTETHUA

npoaAynmupoBaThb H BbIJICJIATH B KPOBb TKAHEBbIN AKTHBATOP INIAa3BMHUHOI'CHA.
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Penensus pedepara Ha TeMy: «I eMopparudeckuii CHHIPOM U
JABC-cunapom»

AKTYaJbHOCTH 3asIBJICHHOUM TeMbl oueBHaHA. [101poOHYI0 000CHOBAaHHOCTH BBIOOPA TEMBI aBTOP pedepaTa aai B
BBOJIHOM 4yacTH. PedepaT COCTOUT M3 HECKOJIBKHUX Pa3/eiiOB U CIUCKA JIUTEpaTyphl. B OCHOBHOM YacTu paboThI
OPJIMHATOP IMOCJIEAOBATEIIBHO U JJOXOTUMBO U3JI0KUI KIIACCU(DUKAINIO, KIIMHUKY U METOIbI JICUCHUS
3a0o0seBanus. OeHUBAas IPEICTABICHHYIO pad0TyY, MOKHO OTMETHTh TOT (DAaKT, UTO aBTOP CTPEMHIICS
MaKCHUMaJIbHO MOIPOOHO pa3o0paThCs ¢ OCTABJICHHOMN 3a/1aueii — paboTa HE COJAEPIKHUT 3HAYMMBIX (PaKTHUECKHX
omuOoK. CTHIIb U3JI0KEHHUSI COOTBETCTBYET MTOCTaBIECHHOU 11esn. B 1memom padoTa BITIOJHEHA HA XOPOIIeM
YPOBHE U 3aCJIy>KUBAET OLIEHKU 5 (OTIHYHO).

[IpoBenui: K.M.H., JOUEHT Kadenpsl BHyTpeHHUX Oonesnei Nel Bepemaruna T. /1.
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