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[TapokcusamanbHass  HouHas  remorioounypus  (ITHI) »s10  penkoe
MpUOOpPETEHHOE KIOHATbHOE 3a00JIeBaHNE KPOBHU, XapaKTEPU3YIOIIEeCs] XPOHUUECKUM
BHYTPHUCOCYAUCTBHIM T'€MOJIU30M, KOCTHOMO3IOBOM HEJJOCTATOYHOCTBIO, TOBBIIIEHHBIM
PHCKOM pPa3BUTHS TPOMOOTHYCCKHX OCIOKHEHUH. B ocHoBe aTHoNOoruu ITHI™ mexur
coMaTHU4ecKasi MyTalusi B X-CIEIUIEHHOM T'eHe GochaTuanInHO3UTON INIMKaHa Kiacca
A (PIG-A), npuBomsmas k jgedururty riaMko3uidochaTuIuINHOZUTOIOBOM
«IKOPHOW» CTPYKTYpbl, KOTOpas OCYIIECTBISET (PUKCALUIO HIMPOKOrO CIEKTpa
0eJIkoB Ha MeMOpaHax KJIETOK KpoBU. OTCYTCTBHE ITHUX CBSA3aHHBIX ¢ MEeMOpaHOU
6enkoB, B yactHocTH CDS55 u CDS59, HapymiaeT peryisiuio CUCTEMbl KOMIUIEMEHTA U
OPUBOAUT K BBIPAKEHHOMY XPOHHYECKOMY BHYTPUCOCYAHCTOMY KOMILIEMEHT-
ONOCPENOBAHHOMY T€MOJIU3Y.

Ha ceromHsmHuil [O€Hb HAKOIUIEH JOCTATOYHBIA MEXIYHAPOIHBINA OIBIT
IPUMEHEHHUSI HOBOT'O IMATOT€HETUYECKOTO JIEKAPCTBEHHOTO CPEACTBA MJIs JICUEHUS
[THI" — npenapara sxkynmu3ymad (Comupuc®, Alexion Pharmaceuticals, Cheshire, CT).

OKynu3yMad — MOHOKJIOHAJIbHOE aHTUTENO0, CIEU(UUECKH CBA3BIBAIOLIEECS C
KOMILIEMEHTOM npoTerHa C5, oOHapyX uBas IPU 3TOM BBICOKUN ap(UHUTET K HEMY
1 OJokupys TeM caMbIM npeBpaiieHue C5a B C5b, uTo npegoTBpamniaeT 0opazoBaHue
KOHEYHOT0 KOMIUIEeMEHTapHoro komiuiekca C5b-9. Takum oOpazom, npu ITHI
AKYJIM3yMad OCTaHABIMBAET BHYTPUCOCYIUCTBIN reMOIH3.

Jleuenne mpenaparom Conupuc® cocrout u3 (aspl mHAYKIUU (Mo 600 mr
B/BEHHO KarenbHO 1 pa3 B HEJEI0 B TeUeHHE 4 Heleab) U ¢asbl MOIICPKUBAIOIICH
tepanuu (mo 900 Mr B/BEHHO KalelbHO B TEUYCHHE 5-0M HEAeNU W Jajiee KaKIble
14 (£2) gueit). Coydan reMosin3a OTMEYEHBI ITPU MPOITYCKE WA 3a/I€PKKE BBEICHUS
OuepeHOM N103bl Mpemnapara, MO3TOMY OUYEpelHYIO 103y Ipernapara HEOoOXOIUMO
BBOJUTH Kaxable 14 (+2) muert mo 900 mr B/BenHo kamnenbHO. Jmst 6onpHBIX [THI
miaame 18 et po3a nmpernapara 3KyJiIu3ymad onpeaenseTcs B 3aBUCUMOCTH OT MacChl
Tena pedeHka.

[Ipumenenue skynu3zymada y nauventoB ¢ [IHI' npuBoguT k 3HaUUTENTLHOMY
YMEHBIIEHUIO TE€MOJIM3a, YacTOThl TPOMOO30B, TPaHC(PY3MOHHOW 3aBUCUMOCTH H
BBIPAKEHHOCTU TAKMX CUMIITOMOB, KaK OJIbIIIIKA, C1a00CTh U JIETOYHAs TUIIEPTEH3HS.
Kpome Toro, skynn3zymad ciocoOCTBYET yIyUIIeHUIO (DYHKIIMH MOYEK U OBBIIICHUIO
KauecTBa U3HM MAalKUEHTOB, a MpU AOJITOCPOYHOM MPUMEHEHUH YBEIUYMBAET
IPOJOJDKUTEIBHOCTh KU3HU JI0 CPAaBHUMOM IO BO3pacTy B OOIIEH MOMYJSLHUH.
OkynuzyMald oOmamaer xopomum mpoduieM O0€30MacHOCTH MPU  ITTUTEIHBHOM
MIPUMEHEHUU W TO3BOJISIET 3HAYUTEIBHO CHU3UTh YacCTOTY OCJIOKHEHHI U CMEpPTHU
nanuenTos ¢ IIHI.

[Tpumenenue sxynu3ymada B medeHuun 00mpHBIX ¢ [THI™ cuntaercs nokazanHbM
Y PallMOHAJIBHBIM METOJIOM NaTOT€HETUYECKOM TepaIlny.
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