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B cmamuve paccmompensvl HapyuieHus cocyducmo—mpOMﬁouumapHoeo 36eHa ecemocmasa, 0aHo onucarue KAUHUKU U OUAeHOCMUKU
OCHOBHbIX H030/102UYeCKUxX ¢0pM, a makouce npueedeHbl UX SNOHUMUHECKUe Ha36aHuUA.
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The paper considers platelet-vascular hemostatic disorders, describes the clinical presentation and diagnosis of major nosological entities,

and gives their eponymic names.
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BBepeHue

KirHrka BHYyTpeHHUX OOJie3HEl BKIIIOYaeT MHOXECTBO
3200J1€BaHMIA, CHFHAPOMOB U CUMITTOMOB, HOCSILIIIX AaBTOPCKIE
Ha3BaHWS B YCCTh YUICHBIX, JABIINX MM ITOAPOOHBIC OITMCAHIS,
WM OOJNBHBIX, Y KOTOPBIX OHHM BIIEPBBIC OBUIM BBISIBJICHEI.
OcobeHHO OoraTta aMoHUMaMHy Temartosiorvst. B naHHol cTa-
The MPUBEIEHO OMMCAHUE HEKOTOPbIX 3a00JIEeBAHUM, COIPO-
BOXIAIOIIMXCS HApYILIEHWEM COCYIUCTO-TPOMOOLIMTAPHOIO
reMocTasa 1 HOCSIIMX aBTOPCKKE Ha3BaHMSI.

HapywieHus mpomﬁouumapunrn 3BeHa remocimasa

bone3nr Bepibroa (ayrouMMyHHasi TpOMOOLIUTOIE-
HUsI, WAMOMNATHYeCKas TPOMOOIMTOIIEHNYECKasl TTypIy-
pa) — 3aboseBaHuE, OOYCIOBJIEHHOE YMEHBILIEHUEM MpO-
JOJDKUATETBHOCTH SKM3HM TPOMOOIIUTOB 1 UX TTOBBIIIICHHBIM
pa3pylIeHEM B CBSI3U C BO3ICHCTBHEM aHTUTPOMOOIIMTAP-
HbIX ayToaHTuTe)l. bone3ns Bepibroda sipnsiercs Haubosee
pacrpocTpaHeHHO! (opMoit TPOMOOLIMTONIEHU U BCTpe-
yaeTcsl ¢ yacTotoit 5 caydaeB Ha 100 ThIC. HaceleHUs B TO/I.
3aboneBaHre BO3HUKAET MPEUMYIIECTBEHHO Y KEHILIMH MO-
JIOIIOTO U cpemHero Bo3pacta. OCHOBHOE 3BEHO TaToreHe3a
0osne3Hu Bepibroga — BbIpabOTKA aHTUTPOMOOLIMTAPHBIX
aHtures — IgG (B 6onbLIMHCTBE cydaeB) U IgA, CBS3bIBaIO-
IIMXCSI ¢ MeMOpaHHBIMU aHTUTeHaMu TpoMOouTOB. Takue
TPOMOOLIUTHI TIONBEPraroTCcs (harolMTo3y B PETUKYJIOSHIO-
TeNTMATBHOM CHCTEME, TJIAaBHBIM 00pa30M B ceJle3eHKe.

Kaunuveckas kapmuna. 3a0oeBaHUE TIPOSIBIISIETCS YXKe
Ha TIO3IHEN CTaINM W XapaKTepH3yeTcs pa3BUTHEM T'eMOp-
parmyeckoro CUHAPOMA, OOYCIIOBJIEHHOTO YMEHBIIICHUEM
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KOJIMYECTBA TPOMOOIIUTOB KPOBU: KPOBOMBIMSIHUSI B KOXE
(neTexuabHbIe, CHHSIYKOBBIE), HOCOBbIE KPOBOTEUEHUSI,
MeHopparuu y keHIuH. [Tpu 6oJbIoM Yrciie KpOBOM3IISI-
HMIA KOXa MTPUOOPETAEeT XapaKTEPHbIN BUJL «ILIKYPHI JIEOHap-
na». Hepenko KpoBoTeueHNe BOZHUMKAET MPU BBHITIOJIHEHUN
WHBEKIIVIA, MAHUITYJISLINNA, HEOOJBIIINX OTIEPAaTUBHBIX BME-
marebCTB. [Ipr GONBIIIOM O0BEeME KPOBOTEUEHUS] MOXKET
BO3HUKHYTh aHEMUUECKUIT CUHIPOM. YBEJIMUCHMSI TICUCHH,
CEJIE3EHKU,, TUM(DATUUECKIX Y3JIOB, KaK MPaBUIO, He HAOIO0-
naetcst. TeueHue 3a00J1eBaHUST XapaKTEpU3YeTCs TIepUoaaMu
000CTpEeHUS U PEMUCCUMU.

Jlabopamopnas ouacnocmuxa. B xivHUYeCKOM aHaM3e
KpOBU TIpu 6osie3Hu Bepibroga orMevaror CHIKEHUE KO-
JIMYECTBA TPOMOOIIUTOB, TIPY 3TOM COZIEPXKAHUE OCTATBHBIX
5JIEMEHTOB OCTaeTCsl B Mpeaeiax HOPMbI (MPpU OOWUIBHOM
KpPOBOTIOTEPE BO3MOXXHO BOSHMKHOBEHUE TIPU3HAKOB TIOCT-
remopparuyeckoit aHemun). Ilpu uccienoBaHuM acnupara
KOCTHOTO MO3Ta BBISIBJIEHa TWITEPIUIa3vs Merakapyolv-
TApHOTO POCTKA TPV HOPMAJIBHOM YUCJIE KIETOK U COOT-
HOUIIEHUM MUENO0NIacToB U 3puTpodnactoB. OnHako mpu
JUTUTETEHOM TeYeHUH 3a00JIeBaHMST BOBMOXKHO YMEHBIIIEHNE
KOJIMYECTBA METakapyolMToB. B 3TOM cityyae HeoOXommMo
BBITIOJIHATH TPEMAaHOOWOTICHIO ISl UCKITFOUSHMsI Pa3BUTHSI
aruIacCTUYeCKOi aHEeMUU, OHKOTeMaTOJIOTMYECKUX 3a00J1eBa-
HUIA, METACTA30B COIMIHBIX OITYXOJIEH.

Bonesns BuwuieGpanna (HacnencTBeHHas! TICEBIOTEMO-
umms, arpomboneHndecKasi Typriypa) — 3a0boJieBaHue,
XapaKTepU3yIolleecsl HACIENCTBEHHBIM TIOpaKeHUEeM Te-
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MOCTa3a C ayTOCOMHO-IOMHHAHTHBIM (peXe ayTOCOMHO-
pELICCCMBHBIM) TUITOM HACJICMIOBAHMSI, OOHAPY:KCHHOE
B 1926 . E.A. Von Willebrand y xwuTeneit AnaHACKIX OCTPO-
BoB. PakTop Buureopanma (PB) mpencrasisteT codoit 6eroK
¢ MonekysipHoit Maccoii 1000—20 000 xa, comep>Kanmii-
cs1 B SHIOTEIMAIBHBIX KJIETKAX W TpoMoOouunTax. IIpm BEI-
cBoooxxnennn @B coemunsiercst ¢ (akropom VIII (DVIII)
n obpasyer komruiekc @B—OVIII, wim prcToLieTMHOBEII
(akTop. @B mpmHMMaeT ydJacThe B IIpoIleccax aare3vi
¥ arperanyii TPOMOOIIUTOB ITyTeM COSOMHEHUST TJIMKOITPO-
terma (I'TT) Ib meMOpaHsr TpomboLMTa 1 KoMInTekca PB—
®OVIII. INpn ymenbiiennu KonmmdectBa DB, cooTBeTCTBEH-
Ho, cHKaetcs conepxkanrie OVIII B KpoBu, YTO IPUBOIUT
K BO3HMKHOBEHHUIO HAPYIICHUIA KaK TPOMOOILIMTApHOTO, TaK
¥ KOAryJIsIIMOHHOTO 3BEeHBEB I'eMOCTa3a.

Kaunuveckas kapmuna. bone3nn BunebpaHnaa xapakre-
pH3yeTCs HapyIIeHeM 000X 3BeHBEB reMOCTa3a (B OOJIbIICH
CTEIICH! TPOMOOLIMTAPHOIO) M IIPOSIBIISIETCS TeMOpparmde-
CKVMIM CHHIPOMOM CO CMEIITAHHBIM THUIIOM KPOBOTOYMBOCTH.
XapakTepHbIe TTPU3HAKA — 00pa30BaHME TTeTeX it (B OCHOB-
HOM Ha KOHEUYHOCTSIX, CJIM3UCTHIX), a TAKXKE BOSHUKHOBECHIE
CHHSKOB M TeMaroM. OOBIMHO TeMOPParmdecKuii CHHIPOM
BEIpaXXeH yMepeHHO. Oco0yio yrpo3y KM3HU ITPEICTaBIIs-
IOT BHYTPEHHME KPOBOTCUYCHHUs (HAIPUMEp, >KEITyTOIHO-
KUIIIEYHOE KPOBOTECUCHME, KPOBOMBIMSIHIS B OpraHbl, Te-
MOpPparndecKuii MHCYJIET).

Jlabopamopnas duacnocmuxa. BBISBISIOT HapyIIeHUS
COCYIMCTO-TPOMOOIIMTAPHOTO  (YBEJIMUCHUE JINTEIIHHO-
CTH KPOBOTCUCHMSI, HAPYIICHUE arperalyry TPOMOOIINTOB,
YMEHbBIIIEHNE aKTUBHOCTU U conepkanust O B) u koarymsiim-
OHHOTO (YBeJIMICHIE BPEMEHI CBEPTHIBAHMSI KPOBH, TIOBEI-
IICHIC aKTUBUPOBAHHOIO YaCTHIHOTO TPOMOOIIIACTUHOBO-
ro BpeMeHu, ymeHbiieHne copepxanust OVIII) remocrasza.

Boxe3np Bepaapa—Cyabe (MakpornrapHasi TpoMOO-
OUTOIUCTPpOdUsI) — penKoe 3a00jieBaHUE C ayTOCOMHO-
PEIIECCUBHBIM MEXaHM3MOM HACJICHOBAaHMS, OIMCAH-
Hoe B 1948 1. (ppaniy3ckmmu remaronoramu J. Bernard
u J.P. Soulier. 3aboyleBaHne CBSI3aHO C OTCYTCTBHEM Ha
MmemOpaHe TpoMbormToB ['TI Ib. JIaHHEIN TIIMKOIIPOTE-
WH UTpaeT poJb penenropa it @B, B3auMoneiicTByer ¢
dakropamu IXn V.

Kaunuweckas rxapmuna 3aBUCUT OT TSDKGCTH IIPOSIB-
neHusT 3a0omeBaHms. [Ipy JIeTKMX W yMepeHHBIX hopMax
BOBHMKAIOT HEOOJBIINE ITOAKOXHEBIC KPOBOMIIMSHUS,
y XeHIMMH — MeHopparun. [Ipu Gomee TSDKenbIX hopmax
Pa3BUBAIOTCSI OOMJIBHBIC HOCOBBIC, IECHEBEIC, JKEITYIOUYHO-
KUIIICYHBIC KPOBOTCUCHMSL.

Jlabopamopnas ouaznocmura. Ilpy vicciemoBaHNM Tie-
prdeprIeckoli KpOBM OOHAPY:KMBAIOT HAIMUYME YMEpeH-
HOI TPOMOOIIUTOITCHNH, TIPH 3TOM Pa3Mephl TPOMOOIITOB
JOCTATOYHO KPYIHBIE (10 8 MKM B muametpe). [lpu mccie-
JMOBAaHMM TE€MOCTa3a OTMEUAIOT YBEJIMUCHUE BPEeMEHU Kpo-
BOTECUCHMsI, arperalfiOHHON CIIOCOOHOCTH TPOMOOIIMTOB
(CHIDKEHME  PHCTOLICTMH-MHAYLIMPOBAHHOM  arperaiw,
arperaluy TpoMOOLIUTOB C J00aBIeHUEM afeHO3UMHAUMOC-
opnoii kuciaoTer — AIID, anpeHanmHa B Hopme). [1py man-

HOI ITaToJIoriu TpedyeTcs IpoBeacHe g depeHIINaTbLHON
JIMarHOCTUKU ¢ 0ose3Hbl0 BusuieOpaHaa (B HEKOTOPBIX MC-
TOYHMKAX JaHHOE 3a00JIeBaHMe HAa3bIBAIOT <«IICEBIO0O0IE3-
Hblo BusiebpaHaa»).

Tpombacrenns Ianmvana (tpombacterust [TaHImMaHa—
Heremm) — TpoMOOLIMTONATHSI ¢ ayTOCOMHO-PEIICCCUBHBIM
TATIOM HACJICIOBAHMWS, BO3HMKHOBCHUEC KOTOPOM CBSI-
3aHO C HapylICHHWEM arperaiyy. 3abojieBaHUe OIMCAHO
E. Glanzmann B 1918 . Tpom0acTenust [l1aHIiMaHa B paB-
HOI CTEIICHN BCTpeYaeTcs KaK Y MY>KUMH, TaK ¥ 'y JKCHIIH.
B ocHoBe maToreHesa 3a6oneBanns jexut pedumr I'TI 11b
un llla Ha moBepxHOCTM MeMOpaH TPOMOOLIUTOB, SIBJISIIO-
IIMXcs perienropamM pudbprHoreHa. Ymceino TpoMOOILIUTOB,
pasMep, opMa 1 BpeMsI XKU3HHU MX TIPH 3TOM 3a00JIeBaHII
HaxonsTes B nipeaenax HopMbl. dedwur I'TI Ib u 111a ipu-
BOIUT K HAPYIIICHHUIO arpeTariyivi TPOMOOIIUTOB.

Kaunuveckasa kapmuna XapakrtepusyeTcsl pa3BUTHEM
KPOBOTOYMBOCTU: HOCOBBIE U JIECHEBBIE KPOBOTCYEHMS,
MeHopparny. IIpm TsokelmoM TedeHMM 3a00JICBaHMSI BO3-
MOXHO BO3HMKHOBEHME IKM3HEOITACHBIX KPOBOTCUCHUIA
(3KeITyTOYHO-KUIIICIHBIC, BHYTPUICPEITHEIC).

Jlabopamopnas ouaenocmuxa. B KIMHITIeCKOM aHaIIA-
3¢ KPOBHM HE BBISIBJICHO YMEHBIICHUST KOIMUYECTBA TPOMOO-
LINTOB, OMHAKO IIPM OOMJIBHBIX KPOBOTCYCHUSIX BO3MOXKHO
pa3BUTHE aHEMHH (YMEHBIIICHNE YMCIIa 3PUTPOLIUTOB M CO-
JIepKaHWSI TEMOINIOOMHA TIO0 TUITy TOCTTEMOPPArmdecKoi
anemun). [Ipy mccaenoBaHMM TeMOCTa3a OTMEYAIOT YIIM-
HEHMe BpeMeHU KpoBoTeueHs, oTcyTcTBre AJID-, anpeHa-
JIMH-, TPOMOMH- W KOJUIATeH-MHIYLUPOBAHHON arperamym
TPOMOOIIMTOB; HAIMIMe PUCTOLCTUH-MHIYLMPOBAHHOM
arperaiy; OTCYTCTBHE WM 3HAUNTEIFHOS YMEHBIIICHHE pe-
TPAKIINM KPOBSIHOTO CTYCTKA.

HapyweHus cocyaucmoro 3seHa reMocimasa

bonesns Momkopuna (TpOMOOTHYECKAST TPOMOOLIMTO-
IeHYecKasl TypIlypa) — BIlepBble ObDIa ommcaHa B 1925 T
E. Maschcowitz kak 3a0oieBaH€ CO 37I0Ka4eCTBEHHBIM TeUe-
HMEM, COMPOBOXKIAIOIIEECS JIMXOPAIKOI, ObICTPO HapacTaro-
IIEH CUMITTOMATUKOM HapyleHus1 (hyHKUUA LIEHTPaJIbHON
HEPBHOU CHUCTEMBI, TUIEHOXPOMHONM (F€MOJUTUYECKOI) aHe-
MUei, TPOMOOTeMOpParksIMU pazIMYHOM JTIOKATM3aluK1 U IPU-
BOISIIEE K Pa3BUTHIO JICTATLHOTO Mcxoma. OCHOBHOE MECTO
B MaToreHese 3a0071eBaHusT MPUHALIEXUAT Ype3MEPHOMY CHU-
JKEHHIO 0YaroBOi TPOMOOPE3UCTEHTHOCTU SHAOTENNS B COYe-
TaHUU C TUTIEpaKTUBALIMEN TPOMOOLIMTAPHOTO 3BE€HA TEMOCTa-
3a, COIPOBOKIAIOIIMMUCS TUCCEMUHUPOBAHHON 3aKYTTOPKOM
MEJIKMX apTepuil U apTepyro TUIaCTMHYATBIMIA TPOMOAaMU, UTO
MPUBOAUT K Pa3BUTHIO BTOPUYHOTO HEMMMYHHOI'O TeMOJIn3a,
TPOMOOLIMTONEHUU MOTPEOIEHNUS], BOSHUKHOBEHMIO UILIEMU-
YECKMX MOPaKeHUI KOXK1 Y BHYTPEHHMX OPTaHOB.

Kaunuveckas xapmuna. J1e61oT 3a007€BaHUsI XapaKTe-
puy3yeTcsl MOSIBIEHUEM JIMXOPAIKU, aCTEHUYECKUX U OUC-
MEeNTUYECKUX CUHIPOMOB. I[Ipoapom OBICTPO TEPEXOIUT
B Pa3BEPHYTYIO KIMHWYECKYIO CTaAMIO: MOPAXKEHMUE TOYEK
C OJIUTYpUE WK IJI00YIMHYpHEH, 00U B XKUBOTE, MEJIEHa,
rernaToCIUIEHOMETaINSI, aTakKCHsl, 3aTOPMOXEHHOCTb PEYH,
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reMuTiape3bl W TeMUTIIETHH, a B 00JIee TSDKEITbIX CITyJasix —
Pa3BUTHE KOMBI, JIETAIGHOTO MCXOMA.

Jlabopamopuas ouaenocmuxa. B aHam3e KpoBu oOHa-
PYXMBAIOT HAIMYME TPOMOOLIUTOIICHWN, HapyIIeHWe pe-
TPaKIIMM KPOBSHOTO CTYCTKA M YIUIMHEHHWE BPEMEHHU KpPO-
BOTE€UECHMSI. XapaKTepHbIMHU TIPU3HAKAMM HOPMOXPOMHOM
TeMOJIUTUYCCKOIN aHEMUU SIBJISTFOTCST BBICOKUI PETUKYIIOLI-
TO3, aHWU3OLINTO3, TTIOMKWIIOIINTO3, & TAKXKe JIEUKOIIUTO3 CO
CIIBUTOM JIEHKOIIUTAPHOI (hOPMYJTHI BIIEBO.

Bonesup Panmo—Ociaepa (6ome3np Ociepa—Bebepa—
Panmio, HaciencTBeHHasi reMopparndyeckasi TeleaHTMaIKTa-
3us1) — 3a00s1eBaHMe, OTHOCSILLEECS K BPOXKIEHHBIM aHTMO-
MaTUsIM M XapaKTepu3YIoIIeecs: ayTOCOMHO-TOMUHAHTHBIM
TUTIOM HACJISZIOBAHMSI, OYaroBbIM WCTOHYEHHWEM CTEHOK
COCYZIOB MEJIKOTO Kanmbpa M aHeBPU3MAaTUYeCKUM pac-
IIMpeHUeM KX TpocBeTa. YacToTa BCTpeyaeMocTy 00JIe3HU
Panmio—Ocnepa cocrasnsier 1—2 cayyast Ha 1 MaH. KpoBo-
TOYMBOCTH OOYCJIOBJIEHA JIETKOW PaHUMOCTBIO COCYIUCTOM
CTEHKU B MECTaX €€ aHTMAKTa31UK U HapyllIeHUEM JIOKATbHO-
TO TeMOCTa3a — IMPOLIECCOB T3 U arperaiyi TpOMOOLIM-
TOB U JIOKAJIBHOTO CBEPTHIBAHUS KpoBU. HecMoTpst Ha TO 9TO
3a00JieBaHIE TCHETUIECKHU IETEPMUHUPOBAHO, BOSHUKHOBE-
HME COCYIVCTBIX BBICHITIAHUI B paHHEM BO3pacTe BCTpeva-
€TCSl PENKO, OTHAKO MX YMCIIEHHOCTh OBICTPO YBEIMINBALT-
cs1 K 10 rogaM 1 B repuoy1 TOJIOBOTO CO3peBaHMsl; Hanbosiee
OTYETJIMBO OHM MposBisitoTcss B Bo3pacte 40—50 setr. Bol-
CBITIAHUSI UMEIOT BUI HEOOJBIINX TUIOCKUX HEMYIbCUPYIO-
IIUX TTYpPITYpHO-(hUOJIETOBOTO 1[BeTa 00pa30BaHUiA, KOTOPbIE
Yale JIOKAJTM3YIOTCSl Ha TIOBEPXHOCTU KOXKW WITH CITM3UCTBIX
000J104€eK, 0OCOOEHHO HOCa, TYO U S13bIKa, HO MOTYT MOSIBUTh-
Cs1 M B JTIOOOM opraHe (JIeTKKX, TIeUeHU, TOJIOBHOM MO3Te).

Kaunuveckasa xapmuna. 3aboneBaHue B OOJbILIMHCTBE
CJTy4aeB HAYMHAETCS ¢ OOMJIBbHBIX M PELIMANBUPYIOIINX HO-
COBBIX KPOBOTEUEHMI1, KOTOPbIE BO3HUKAIOT CTOHTAHHO WJTH
TocJie HEOOBILION MEXaHUYECKOM TpaBMbI. Pexe oTMeueHbI
KPOBOTEUEHUSI U3 KETyITOYHO-KHUIIIEYHOTO TPaKTa, JIErod-
HBIC KPOBOTEUECHMSI, TeMaTypysl, KPOBOUIIMSIHHUSI B TOJIOB-
HOM M CIMHHOI MO3T, ero 000J104KHM, ceTyaTKy riaza. Hanbo-
Jiee YaCThIM OCJIOKHEHUEM 3a00JIeBaHMSI SIBJISIETCST pa3BUTHE
TUTIOXPOMHOIA Kene301e(UIIUTHON aHEMUH, a TIOCIIE OOWITb-
HBIX KPOBOTEUEHUI1 — TMIEPIIa3uid SpUTPOUTHBIX JIEMEH-
TOB KOCTHOTO MO3Ta, PETUKYJIOIIUTO3a, TPOMOOIIMTO3A.

Jlabopamopnas Ouacnocmuxa. TecTBl, OTpaXKarollye
COCTOSTHME KOAryJIsIIMOHHOTO Y TPOMOOIIMTAPHOTO TeMO-
cTa3a, He usMeHeHbl. Couetanue 6one3Hu Panmio—Ocnepa
¢ HenoctatouHocThio DB  ycyrybnsier KpoBOTOYMBOCTH
(cunapom Ksuka).
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Cungpom Kazabaxa—Meppurra — 00JIe3Hb HESICHOM
STUOJIOTUN, XapaKTEePHU3YIOIIasACs COYeTAHNEM KPYITHBIX Te-
MAaHTHOM C TIPOSIBJICHMSIMU TPOMOOIIMTOIICHUYECKON ITyp-
Mmypbl U aHeMueil. BriepBbie cuHapoM Obi1 onucaH B 1940 T
H.H. Kasabach u K.K. Merritt.

Kaunuveckaa xapmuna. 3aboneBaHre BOZHUKAET B PaH-
HEM JETCKOM BO3pacTe. AHTHOMBI MOTYT MIMEThb Pa3INIHYIO
JIOKATA3ALMIO, Yallle OHM BO3HMKAIOT B 00JACTH KOHEY-
HOCTel, Ha ATONWIIAX, TYJOBUIIE, peXXe — Ha CIIM3HUCTBIX
000JT0YKaxX BHYTPEHHMX opraHoB. Omyxoilb, KaK IIPaBUJIO,
MaJI000JIe3HEHHA, TTePHOIMIECKY BO3HMKAIOIINE TeMOoppa-
TMYECKME KPU3BI ¢ KPOBOMAIMSHUSMHA B TEMAHTHOMY BEI-
3BIBAIOT €¢ YBeJIMUeHUe 1 HarpsbkeHre. [TopakeHHast Koxa
MIPHOOPETACT TEMHO-(DHOJICTOBBII 1IBET, OJIECTUT, TTOBEPX T'e-
MAaHTHOMBI WJIH PSIIOM C Hell 0OBIMHO HAOJTIONAIOTCS TTETEXIN
1 KPOBOTIOATEKM.

Jabopamopnas ouacnocmuxa. B aHamize KpoBU BbI-
SIBJIAIOT TPOMOOLIMTOIIEHHNIO, YacTO MMEET MECTO aHEeMMsI.
B myHKTaTE KOCTHOrO MO3ra OOHAPYKMBAIOT METaKapHOLIH-
TO3 C HapyLICHNUEM CO3PEBaHMS TPOMOOLIMTOB.

Cungpom Daepca—/lamnmo (cuHmpoMm YepHoryboBa—
Onepca—/laHno, HECOBEPILIEHHBIN JECMOTeHe3) — reTepo-
TeHHas TPYINA HACICACTBEHHBIX 3a00JIeBaHUII COCHMHU-
TEJILHOM TKAHU, Pa3BUTHE KOTOPBIX OOYCIIOBJICHO HAIMINEM
nedekTa B cuHTe3e KosareHa. CUHIpOM ObLT Ha3BaH B Y€CTh
nByx nepmarosioroB — E. Ehlers u E Danlos, onucaBiimx
ero B Hauaie XX B. CuHapom 3Onepca—/laHo OTHOCST
K MOHOT€HHBIM 3a00JIeBaHUSIM C Pa3IMYHBIM THUIIOM Ha-
CJICIOBAHUST — AyTOCOMHO-PELMCCUBHBIM, ayTOCOMHO-
JTOMWUHAHTHBIM WM X-CILICTUICHHBIM.

Kaunuveckas xapmuna. B 3aBUCUMOCTU OT pa3HOBU/I-
HOCTH 3a00JI€BaHNS CUMITTOMEI €T0 CHJTBHO BapbHUPYIOT, O~
HAaKO OOIIMM ITPOSIBJICHHEM SIBJISIETCS TIOPAKEHHE OITOPHO-
JIBUTATEBHOTO ammapara, Koxku. Cocyaucrasi MaToJIoTHst
XapaKTepH3yeTcsl aHeBpU3MaMU COCYIOB pa3IMYHON JIOKa-
JI3aLWN, Pa3pbIBOM COCYIOB KPYITHOTO, CPEITHEro M Mej-
KOTO KaJInOpa, BAPMKO3HEIM pacIIipeHreM BeH. Y OOJTbHBIX
JIETKO BO3HUKAIOT 3KXMMO3bI, KPOBOIIOATEKN, T€MAaTOMBL.
Bo3MoxxHO pazBUTHE XeTyIOUHO-KUIIEUHBIX M MaTOYHBIX
KPOBOTEUCHUI, KPOBOTEUECHMIA M3 JECCH.

Jabopamopnas ouaenocmuxa. Tlokasatenu cBepTHIBac-
MOCTH KpPOBH, KaK IIPaBWJIO, He M3MeHeHBI. COoCyIMCThINA
TUTI CMHIpoMa DJiepca—/laHiio BcTpeyaeTcs TTPUOIN3UTEb-
Ho y 1 yenoBeka Ha 100 ThIC., BOBHUKHOBEHUE €r0 CBSI3aHO
C ayTOCOMHO-TOMMHAHTHBIM THUITOM HacJIeAOBaHUs TeeKTa
B cuHTe3e KosareHa tumna II1. JIaHHbIi TUI OTHOCST K Hau-
00J1ee OIMaCHBIM Pa3HOBUAHOCTSIM CHHIPOMA.
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