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KpoBoTeueHuns KposoTtovawme CuHaxKn Ha Tene PBOTA C KPOBLIO
na Hoca LeCHbl

|
Kposs 8 cryne CuneHble Onyxwue
unu Move MEeHCTpyanbHble W NNOXONOABVKHLIE
KPOBOTEYEHHUA CyCcTaBsu

I'EMO®UNJINA

['emodunus — 3TO HACIEACTBEHHOE 3a0o0JieBaHUE, CBA3aHHOE C JedexToM
MJIa3MEHHBIX  (DAKTOPOB  CBEPTHIBAHUS, XapaKTepU3YIOleecs HapylleHueM
CBEpPTHIBAEMOCTH KpOBH. V3BECTHA JaHHAs MATOJOTHS C JPEBHUX BPEMEH: €IlI€ BO
I Bexke m0 Hameld Hpbl OMUCHIBAIUCH ClIydau THUOEIM MaJbUUKOB OT
HEIMPEeKpaIalonIerocss KPOBOTEUEHHUsS, BO3HUKAIOUIETO TMOCIE  MPOLEAYpPbI
oOpe3anus. TepmuH «remodunshy ObUT peAsioxkeH B 1828 roay v NpoUCXOauT OT
rpeueckux ciioB «haimay — kpoBb u «philiay — CKJIOHHOCTB, TO €CTb,
«CKJIOHHOCTb K KPOBOTCUECHHSIM.

Jnudemuonozuueckue OawnHvie: Kmo 6oneem zemoguiaueil u HACKOJIbKO OHA

pacnpocmpanena

JlanHoe 3aboneBaHume BcTpedaerca ¢ vacrotod 1 cioywait nwa 50000
HOBOPOXKICHHBIX, NpuUyeM remoduius A auarHoctupyercs dame: 1 ciaydai
6onesnn Ha 10000 yenoBek, a remodumust B — pexe: 1:30000-50000 >xuteneit
Mykckoro mona. Hacnmemyercs reModuius 1O PEIECCHBHOMY TMPHU3HAKY,
cBs3aHHOMY C X-xpomocomoil. B 70% cnydaeB remoduius xapakTepU3yeTcs
TSOKEJIBIM TEYCHHEM, HEYKJIOHHO TMPOTPecCUpyeT M MPUBOAUT K paHHEH
VHBAJIMIM3AIIHH.



Ceepmuigarowasn cucmema Kpoeu, (haxkmopvl ceepmuvléaHus KpoGU: OCHOBbI
duzuonozuu

CBepThIBaHHE KPOBH — 3TO COBOKYITHOCTH CIIOKHBIX OMOXUMUYECKHUX MPOIIECCOB U
peakiuii, IeJbl0 KOTOPBIX SBISETCA OCTAaHOBKA KPOBOTEUEHUSI B cllydae

MMOBPCKACHUA CTCHKHU COCYA. I'maBHas POJIb B 3TOM IIPOHICCCC MPUHAMIICIKHUT TaK
Ha3bIBACMBbIM (b&KTOpaM CBCPTBIBAHUA KPOBHU.

Ycnoeno seco npouecc ceepmbuvléanun Kpoeu MOINICHO pasdeﬂumb Ha 3 cmaouu:

llepsuunwviti 2cemocmas. llpencrapnsier coOOW TMEPBUYHBIM CHa3M COCYJIOB H
3aKYMOPKY TMOBPEKJICHUSI B COCYAUCTOM CTEHKE CIMMIIIUMUCS IPYr C JIPYyrom
TpoMOoMTaMU. Y 3J0pPOBOrO YEJIOBEKAa 3Ta CTaAus MPOAODKAETCS 3 MUHYTHI,
MIOCJIE YErO HAYMHAETCS CIIETYIOLIasl.

Koacynayuonnwviti  2cemocma3z (COOCTBEHHO, CBEpThIBaHUE KpoBH). CIIOXKHBIN
npoiiecc oOpa3oBaHusl B KpoBU HUTEH (uOpuHa: Oenka, oOpa3yromero TpoMmoOsbl.
Perymupyercst maHHBIN MpOIeCcC TUIa3MEHHBIMH M TPOMOOIIMTAPHBIMU (haKTOpaMu
CBEpTBHIBAHMS KPOBU U 3aBEPIIACTCS TUIOTHOW 3aKyMOPKOU MOBPEKIECHUS B CTEHKE
cocyna cryctkoMm ¢uopuHa. Bpems oOpazoBaHus (PUOPUHOBOTO CryCTKa Yy
3I0pPOBOT0 Y€JI0BEKa paBHO 10 MUHYTaM.

@ubpunonusz. Ilocne BOCCTAHOBIIEHUSI CTPYKTYpPbl COCYJUCTON CTEHKU B MECTE €€
MOBpEXJeHUS B C(hOPMUPOBABIIEMCS paHee TpoMOe TepsieTCsi HEOOXOAMMOCTh, OH

pacTBOpsieTCsl.
Ilpuyunst u mexanuszm pazeumus zemouauu

Kak OplT0 ckazaHo BbIIIe, TeMO(HINS — O3TO HACJIEICTBEHHAS MAaTOJIOTHUS.
[IpuamHOM ee SBIIEeTCS MyTallis reHa, KOHTPOJIUPYIOIIETO0 CHHTE3 TOTO MM WHOTO
dakTopa cBepThiBaHUs KpoBHU. B pesynbrare nedunmra dakropa HE MPOUCXOIUT
oOpa3oBaHUs HOPMAJIbHOTO TPOMOA, TO €CTh pa3BHBIIECECS KPOBOTCUCHHUE HE
OCTAHABJIMBACTCS B TIOJIOKEHHBIN CPOK.

Knaccuguxauyun zemoghunuu

Haubonee uacmo — 6 70-80 cnyuaax 3aboneBanus u3 100 — BcTpewaercs
remomimst A, CBsA3aHHas C JeUIUTOM TUIA3MEHHOTO (PaKkTopa CBEPTHIBAHUS
kpoBu VIII (anTuremodunsrHoro rmioOymuHa). JlanHas ¢opma Oosie3Hu
HACJIEyeTCs MO pereccCuBHOMY THIY. [locKombKy TeH ee CBs3aH ¢ X-XpOMOCOMOM,




OH OT OOJIBHOTO MepeaaeTcs BCEM €ro JouepsiM, KOTopble 001eTh reMopuiInei He
MOT'YT, HO CTaHOBATCS HOCUTEISIMM M II0 HACJEICTBY MEPEAAIOT MAaTOJIOIHIO
MOJIOBUHE CBOMX CbIHOBeW. bomneror nanHoit ¢opmMoil reMopuianu TOJIBKO
MyK4uuHbl. McKItoueHue — pa3Butue reMopuianuu A y 1€BOYKH, UYbs MATh SIBJIAETCS
HocUTeseM O0JIe3HH, a OTell OOJIEH €10, MIPU YCIOBUM HACJIENOBAHUS OT KaXKJIOTO
U3 POJUTEIIEH IO IMATOJIOTUYECKN U3MEHEHHOU X-XpOMOCOME.

Peyce — 6 10-20% cnyuaee — nuarHoctupyercs remoduinus B, Bo3HUKaromias
BCJIEICTBUE HEJOCTaTKa Ia3MeHHoro ¢akropa cBepThiBanus [X (dakropa
Kpuctmaca, unu 1uia3sMeHHOrO KOMIIOHEHTa TpombOorutactuHa). ['eH gaHHOMN
dbopmbl OONE3HM Takke cuemieH ¢ X-XpOMOCOMOM H  Hacleayercs 0

perieccuBHOMY Tumy. Knmunudecku naHHas ¢popMa cXo/JHa C TEUEHHEM TreMo(uiinu
A.

Knunuueckue npoaenenus cemouiuu

BenymuM — KIMHUYECKMM  NPU3HAKOM  JIaHHOTO  3a00JieBaHUSl  SIBIISETCS
IOBBIIICHHAs KPOBOTOYMBOCTh C CAaMBIX IEPBBIX JHEW JKU3HU MIAJCHIA. JTO
IPOSIBIISIETCSl TPU BCEBO3MOXKHBIX YIIMOaX, MOpe3aX M WHBIX BMEMIATEIbCTBAX.
[TosiBnsitoTCS TITyOOKHE KPOBOUBIIMSHMS M T€MATOMBI, IJIUTEIbHbBIE KPOBOTEUEHUS
IIPU NPOPE3bIBAHUU U BbINAJICHUH 3y00B.

['emaToMBbl MOTYT BO3HHMKaTh HE TOJBKO B 00ylacTH cycTaBoB. Hepenku ciyuau
cyOdacumaibHbIX, MEXKMBIIICUYHbIX W 3a0pIOMHUHHBIX remMaroM. OObeM KpoOBH,
COCTABJISIFOIICH T€MaTOMbI, MOKET OBITh M CpaBHHUTENbHO HeBenuk — 0.5 1, a
MOKET IOCTUTATh BHYIIUTEIBHBIX ITUMp — maxe A0 3 1. Ecimu reMaroma HaCTOJBKO
BEJIMKA, YTO CAABIMBACT HEPB WJIM KPOBCHOCHBIH COCY]I, V TMAIIMEHTAa BO3HUKAIOT
WHTEHCUBHBIE O0OJIM, TMPU3HAKK HWIIEMUU TOTO WIM HWHOTO OpraHa, B pa3HOU
CTETICHU OTPaHUYCHHE WM TOJTHAs yTpaTa MPOU3BOIBHBIX JIBXKCHUMN: Tape3bl WU
napajnyu.

B TsxenbIx ciaydasx 0OJ€3HU CYLIECTBYET Yyrpo3a pa3BUTHUS OMACHBIX IS AKU3HU
NAlMEHTa >KETYJOYHO-KHMIIEYHBIX W/WIM TOYEYHbIX KpoBoTeueHuil. IlepBbie
NPOSIBJISIIOTCS  PBOTOM € COJep)KaHUEM KpOBH (TaKk Ha3bIBa€MOM, «pPBOTOMN
Ko(eHO! TymIei») U YepHBIM KUAKAM KajoMm. [Ipu modedHoM KpoOBOTEUEHUU
NaeHT 0OpaTUT BHUMAHKE HA KPACHBIHM LIBET MOYH.

Kak Obl10 CcKa3aHO BBbINIE, >KCHIIMHBI KpalHE PEIKO CTpamarT reModuiuei.
XapakTtep TEYCHHsSI €€ TaKKe 3aBUCUT OT CTENEeHH Jeduimra HEIO0CTAIONIETro
(dakTopa; KIMHUYECKUE MPOSIBJICHUSI CTaHJapTHBIC. ENMHCTBEHHOE, CUNTACTCS, UTO
y OKEHIIUWH, OOJIbHBIX TeMopuivMe, a TakkKe Yy IKCHIIMH-HOCUTEIbHHUII
MaTOJIOTUYECKOTO N'€HA PUCK PAa3BUTUS MACCHUBHBIX ITOCIEPOAOBBIX KPOBOTCUECHUN
JIOCTaTOYHO BBICOK.



TsxecTh TeueHHs] reMO(UINN HaNpSIMYIO 3aBUCUT OT CTETIEHH CHMKEHUSI YPOBHS
dakTopa CBEpTHIBAEMOCTH B KPOBHU.

Juacnocmuxa u ougghepenyuanvuan ouaznocmuka emopuiuu

3a0osieBaHWE JUArHOCTHPYETCS HAa OCHOBAaHUM >Kajlo0 OOJBHOrO, JIaHHBIX
aHaMHe3a (KpOBOTEUYEHHS, T'€MapTpO3bl, MOSBISIOMIMECS C PaHHEro JeTCTBA;
BO3MOXKHO, KTO-TO M3 POJCTBEHHUKOB-MY>KUUH CTpaaai reMo(uinei), THMHYHBIX
KIUHUYeCKnX mnpusHakoB. [Ipu ocMoTpe GompHOro remoduiaueil Bpau oOpatut
BHUMaHHE Ha JeGOpPMHPOBAHHBIE U JeUTYpUPOBAaHHBIC, C OrPAHUYECHHBIM
00bEMOM [IBWKEHUN KPYITHBIE CYCTaBbl, IpU OOOCTPEHUH elle U OoJIe3HEHHBIE.
MpIiIel BOKpPYT CycTaBOB aTpo(UpOBaHbI, KOHEYHOCTH HCTOHYeHBl. Ha Tene
OONMBHOTO  HMMEIOTCSI ~ MHOXKECTBEHHBIE  CHHAKH  (T€MaToMbl), TOYECYHBIC
KPOBOUBIHUSHUSI.

[Ipu nogo3pennu Ha reMoPuINio 00JILHOMY MPOBOJAT CJIECIYIONIKE JIA0OPATOPHbIC
UCCJIEIOBAHMUS:

Ha omnpenenenue nOpoTpOMOMHOBOIO M AKTUBUPOBAHHOTO  YaCTUYHOIO
TPOMOOIIIIACTUHOBOI'O BPEMEHH (yIJIMHEHO);
Ha xomuuectBenHoe ompenenenue ¢akropo VII, IX u XI B mmazme KpoBu

(YpOBEHB OJTHOTO U3 HUX CHMKEH Oosiee yeM Ha 50%).
Jleuenue zemogpunuu

['maBHOE HarpaBieHUE J€UeHUsI TeMO(DUITNN — 3aMeCTUTEIbHAs Tepamnus, KoTopas
MpeayCMaTpUBaeT PETYyJIIPHOE BBEJACHUE B KPOBOTOK HemOCTaromiero (haxkropa
CBEpTHIBAHUSI.



