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[Tapokcu3manpHas HouyHast remornoounypuss (ITHI, ©Oonesns Mapkuads-Mukenn)
NpeJCTaBseT co00i MpUOOPEeTEHHOE KIOHATBHOE MOPAXEHHE KPOBETBOPHON CHCTEMBI, KOTOPOE
OTHOCHUTCSI K KaTE€rOpUU PEAKHX IeMaTOoJIOrM4YecKux marojoruil. KinHudeckas kapTuHa TaHHOTO
3a00JIeBaHUsl CKJIAJbIBACTCS U3 TPEX OCHOBHBIX KOMIIOHEHTOB: BHYTPHCOCYIMCTOTO pa3pyLICHHUS
SPUTPOIMTOB, HEIOCTATOYHOCTH (PYHKIMH KOCTHOMO3TOBOM TKAaHH, a TAKXKE MPEIPACIOT0KEHHOCTH
K TPOMOOOOPa30BaHHIO U PA3BUTHIO OPTAHHBIX TUCHYHKIUH.

[Tapokcu3manpHas HOYHasE TEMOTJIOOMHYpHUsl TpencTaBiseT co0oil  MpuoOpeTéHHOE
HEOITyX0JIeBoe 3a00JIeBaHIE CUCTEMBI KPOBETBOPEHUS, 00YCIOBICHHOE COMAaTHYECKUMH MY TallUsIMU
B rene PIG-A, pacnionoxxenHoM Ha X-xpomocoMme. [IpoyKT JaHHOTO reHa y4acTBYeT B OMOCHHTE3e
rnuko3mwidocharuaununozutona (GPI-akops), HeoOxomumoro ans (UKCAMM Ha KJIETOYHOU
MOBEPXHOCTU KOMIUIEMEHT-peryupyomux 6eiaxos (CD55, CDS59 na sputponurax; CD16, CD24 Ha
rpanyiomurax; CD14, CD48 na MoHOIMTax ). MyTaltMOHHBIN JeQEeKT IPUBOIUT K IMOSBICHUIO KIIOHA
reMOMNOATHYECKOH CcTBOJIOBOM KkieTku ¢ GPl-nepuuurom u mocnenyromemMy oOpa3oBaHUIO
AHOMAJIBHBIX KJIETOK KPOBHU. YTpaTa HMHIHOMTOPOB KOMIUIEMEHTA BBI3BIBAET KOMIUIEMEHT-
OIIOCPEIOBaHHbII TeMOJIN3 U N30BITOYHYIO AKTUBALMIO KOMIOHEHTOB KOMIUIEMEHTAPHON CHCTEMBI.
OobpaszoBanue ¢parmenra C5b 3amyckaeT cOOpKy MeMOpaHOATAaKyIOUIETO KOMIUIEKCA, 4YTO
00yCIIOBIMBAECT BHYTPUCOCYAUCTYIO THOETh JPHUTPOLMTOB, BHIXOJ CBOOOJHOTO TeMOTJIOOMHA B
IUIa3My M €ro IMOCTyIUIEHHE B MOy (BbI3bIBas €€ MOTEMHEHHE 10 YEPHOro IBETa), a TaKKe
paspymenue HeUTpopmioB. OCBOOOKIAIOMIMNACA TPU Pa3pyIICHHH SPUTPOLUTOB TI'€MOTIOO0HH
CBSI3bIBAET OKCHJl a30Ta — BEIIECTBO, HEOOXOIMMOE sl pacclabieHHs TUIAAKUX MBI U
HOPMAJILHOTO TOHYCa COCYJOB. JlepuIuT okcuaa a3oTa BbI3BIBAET CIIA3Mbl MUINEBOJA, OOJH B
KHUBOTE, IPEKTWIbHYIO TUCPYHKLHUIO, a TaKKE CIIOCOOCTBYET Pa3BUTHIO JIETOYHON THUIEPTEH3HH.
[TomuMO 3TOTO, CBOOOTHBIN T'€MOTJIOOMH TOKCHYEH MJIS MOYEK, YTO MPHUBOAMT K XPOHMYECKOU
Oone3Hn moyek y OompmmHCTBA manueHToB. ®parment CS5a, B CBOIO oudepenb, aKTHBHPYET
arperaiyio TPOMOOIIMTOB, YTO KJIMHUYECKU MPOSBISAETCS TE€HEPaIM30BaHHBIMU BEHO3HBIMH U
apTepuaNbHBIMUA TPOMOO3aMH.

[Tapokcu3manbHas HOYHAass TIeMOIVIOOMHYpHs B OOJBIIMHCTBE CIy4aeB HAYMHAETCS
MOCTENICHHO: Yy NAalMEeHTOB MEJICHHO HapacTaloT C1a0oCTh M YTOMIISIEMOCTb, NEPUOIUYECKU
BO3HHUKAIOT JKEJITYITHOCTh KOXH M CIM3UCTBIX, a TaKKe MOTEMHEHHWE MOYHU (BIUIOTH 0 YEPHOTO
[[BE€Ta), B JaJIbHEHIIEM NOSABISETCA OABINKA M Taxukapaus. Pe3koe yXynIIeHHe COCTOSHUS
MPOUCXOIUT BO BPEMsI T€MOJUTHUECKUX KPH30B, KOTOPHIC YACTO MPOBOLUPYIOTCS WHQPEKIUSIMH,
MEPEOXITAXKACHUEM UITH TPAHCHY3USIMH.

Taxum 06pazom, Bce KITMHUYECKUE MTPOSBICHUS TAPOKCU3MAIBHON HOYHOM TeMOrI00MHypUH
— OT aHEeMHHU U TPOMOO30B JI0 MOPAKEHUSI BHYTPEHHHX OPraHOB — SIBJISIOTCS MPSIMBIM CJIEICTBUEM
yTpaThl KJIIETKaMH KPOBH 3aLIUTHI OT COOCTBEHHON MIMMYHHOM CHCTEMBI OpraHU3Ma.
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