/Inccepraunonnbiii coser /I 14.23.683

npu KbIprei3ckoi rocy1apcTBeHHOH MEIMIMHCKON aKaieMu U
um. U. K. AxynbaeBa, coyupennresn HanuoHaJabHbIi HEeHTP pTH3HATPHHI
npu Munucrepcrse 3apaBooxpanenns Koipreizckoi PecyOiauku
1 OLICKHUI1 TOCYy1apCTBEHHBII YHUBEPCUTET

IIporokos Nel ot 21.04.2025 roaa 3acexaHus 3K3aMEHANNOHHOH KOMUCCHH

CocTaB KOMHCCHH:

I.M.H., npodeccop AnmepekoBa A. A. — 4YJI€H IUCCEPTAMOHHOTO COBETA —
skcnept, (14.00.29 remaTonorus U nepenrBaHUe KPOBH)

I.M.H., podeccop bontaes K. J[. — 4jieH nuccepTallMOHHOTO COBETa — IKCIEPT,
(14.01.21 — remaToJiorusi ¥ NepeIMBaHUE KPOBH )

K.M.H., AjicapueBa b. K. — skcnepr nmuccepraumonHoro cosera (14.01.21. —
reMaToJIOTHsl U NEPEIMBAHUE KPOBH )

IloBecTka 3acenanus:

[Tprem KaHIMIATCKOTO 3K3aMeHa 1o crnenuanbHocTu 14.01.21 — remaronorus u
nepenuBaHue KpoBu corckatens CanadaeBa Dpoos MucupOoexkoBruda

Caymamn: CagabaeBa Ip6oa MucupOekoBuya

buier Ne 3

Bonpoc Nel: Ilatorene3 napokCHM3MalbHOW HOYHOH T€MOITIOOWHYPHUU.
OCHOBHBIE KIIMHUYECKUE MPOSIBICHMSL.

Oteer: Ilapokcu3manbHass HouHas remoryoOunHypus (ITHI, anmi. PNH —
Paroxysmal Nocturnal Hemoglobinuria) — penkoe NpuOOpETEHHOE KIIOHATBHOE
3a00JIEBAHUE CTBOJIOBOM KJIETKM KOCTHOT'O MO3ra, XapaKTEPU3YIOILIEECS Pa3pyLICHUEM
APUTPOLIMTOB (reMoiu3oM), TpomOo3amu w/wimu rmroneHueld. Ilatorenes [THI
OCHOBAH Ha HapYILLIEHUH 3aLUThI KIIETOK KPOBU OT KOMILUIEMEHTA.

OcHoBHbIe 3Tankl narorenesa [THI

1. TlpuoOperénHas comaTrueckas mytaius B reHe PIGA:
OrcyrcrBue GPI-sxopHbIX 0enkoB, Bkarodas CDSS5 u CD59:
I'emomns
TpomOooOpazoBanue:
[{uronenus (mpy NEPEKPECTE € arIaCTUYECKON aHEMHEH )
[TH[' — 5370 pe3ynbTaT KIOHAIBHOM mposM(epalid TeMOMOITUYECKON
CTBOJIOBOM KJIETKM ¢ MyTauel rena PIGA, kotopasi IPUBOAMT K JEPULUTY 3alUTHBIX
oenkoB CD55 u CD59 Ha TDOBEpPXHOCTM KJIETOK KPOBM, TMIOBBILIAS —HX
YyBCTBUTEBHOCTh K KOMILIEMEHT-ONIOCPENOBAHHOMY Pa3pyLIEHUIO, C TIOCIENYFOIUM
BHYTPUCOCYIUCTBIM F€MOJIM30M, TPOMOO3aMH ¥ IUTOTICHUSIMU

ol



Bommpoc Ne2: AmonTro3 W ero poJib B NOMIEPKAHMM KJIETOYHOI'O
paBHOBecHs?

OtBeT: AnonTo3 — 3T0 3arporpaMMyUpoBaHHasi (yrpasisiemas) popma rudenu
KJIETKH, B OTJIMYME OT HEKPO3a, KOTOPBIA MPOUCXOAUT HEKOHTPOIUPYEMO. OH
ABJISIETCS BAKHEHUIIIAM (PU3MOJIOTMUECKIM MPOLIECCOM, UTPAFOLIMM KIIFOYEBYIO POJIb B
MOJJIEPKAHUH KJIIETOYHOTO TOMEOCTA3a, HOPMAJILHOTO PA3BUTHS OPraHM3Ma U 3alUThI
OT ITATOJIOTUYECKUX COCTOSHUN.

OCHOBHBIE XapaKTEPUCTHUKH AIOINTO3a:
o AKTMBHPYETCS BHYTPEHHUMU (MUTOXOHIPUATbHBIMI) WIIM BHEILIHUMU (4€PE3

PELENTOPbI CMEPTH) CUTHAJIAMHU.

« Bximouaer kacna3bl — CEMENCTBO MPOTEA3, 3AMYCKAOIIMX Pa3pyLLIEHNE

KJIETOYHBIX CTPYKTYP.

o Krertka «cxxumaercsy, XpoOMaTrH KOHIEHCUPYETCs, MeMOpaHa OCTaéTcs LETOi,
00pa3yroTCsl allONTOTUYECKHE TEIBLIA.
« He Bb3bIBaET BocnasieHUs (B OTIIMYKME OT HEKPO3a).
Ponb anonto3a B moaiepKaHuK KJIETOYHOTO PAaBHOBECHSL:
1. VY nanenve noBpeKAEHHBIX WM OTEHUMAIBHO OMACHBIX KJIETOK:
o Kuerku ¢ JIHK-noBpe)xaeHUsAMH, OHKOI€HHBIMA MYyTaLUsSAMU, BUPYCHOM
MH(EKIMeENH — BCE 3TO MOXKET AKTUBUPOBATH AITOITO3.
o IlpensTcTByeT 3JI0KaYECTBEHHOMY MEPEPOKIACHUIO (AHTHOMYXOJIEBAs
3alIUTA).
2. DU3MOJNIOTUYECKOE «OUMILIEHNE) TKAHEN:
o OMOpPHOHAIBHOE Pa3BUTHE. YJAIICHUE HEHYXKHBIX CTPYKTYpP (Hampumep,
MEPENIOHOK MEXKTy MAJTbI[AMU).
o Ilognep:kaHue KJIETOYHOW TONYJSAUMH (HAOPUMEP, B KHUIICYHOM
SIUTENNHU UM UMMYHHOM CUCTEME).
3. KOHTpONb MUMMYHHOIO OTBETA:
o Anonto3 JUM(POUMTOB TOCIAE 3ABEPLICHHMS HWMMYHHOW pEaKUUH
MPEAOTBPALIAECT AyTOMMMYHHBIE POLIECCHI.
o Y JalleHre ayTOarpeCCMBHBIX KJIOHOB B TUMYCE (HEraThBHas cesekuus T-
KJIETOK).
4. TIpoTrBOBOCTIANMTENBHAS (DYHKIIUS:
o ANONTOTUYECKUE KJIETKU (harolmTupyroTcsa Makpodaramu 6e3 BbIOpoca
BOCIAJTUTENBHBIX MEIMATOPOB.

Bompoc Ne3: Ilarorenes amnacruveckoi anemuu. lIpuHomMnel Tepanuun v
HMMYHOCYNIPeCCHBHAasl Tepanus?

OtBer: Atactuueckasi anemusi (AA) — 3T0 TDKENOE MPUOOPETEHHOE WU
BPOXKIEHHOE 3a00JIEBAHME, XAPAKTEPUBYIOLIEECS TUIOIUIA3MEN (WM  aruia3ueid)
KOCTHOIO MO3ra M MAHUUTONCHUEH (CHIKEHHMEM KOJIMYECTBA 3PUTPOLIUTOB,
JIEHKOLIMTOB ¥ TPOMOOLIUTOB).

1. VIMMyHHBI1 (HanOoJIee YacThlii MEXaHU3M, OCOOEHHO Y B3POCIIBIX):
2. Wnmmonatuueckas ¢popma (B ~70% cirydaes):

3. TokcHYECKOE WM MEAUKAMEHTO3HOE BO3/IEHCTBUE:

4. BupycHble MH(EKIMH



5. HacnencreenHsie (hopmbl (BpOXKIEHHBIE): CHHAPOM (DaHKOHU, TU3KEPOTHUYECKAS
anemusi (cu"pom Jlaiimonna-brekgana) — BCTpeUaroTCs B IETCKOM BO3PACTE.
NmmynocynpeccuBnass tepanust (MCT) wucnoms3yercs npu  HEBO3MOKHOCTH

BBIIIOJIHEHHS TPAHCIUIAHTALIMM CTBOJIOBBIX KJIETOK (HAIpPUMEp, HET JOHOpa WA

MaLueHT B Bo3pacte >40 jer).

AJBTEPHATUBHBIN MOAXOJ - TPAHCIUIAHTALMS TEMOMO3TUYECKUX CTBOJIOBBIX KJIETOK

(TT'CK):

o Ilepseiii BbIOOP y manmeHToB 10 40 et ¢ HLA-cOBMECTUMBIM JJOHOPOM.
o ENMHCTBEHHBIN NOTEHUMATBHO PAAMKAIIBHBINA METO/ JICUCHHS.

IocranoBuim: Cuutath, uyro CamabaeB OpbOon MucupOeKoBUY  caaj
KAHJUIATCKUI SK3aMeEH M0 cnenranbHOCTH 14.01.21 — remarosiorust v nepemBaHue C
OLICHKOU «OTJIMYHO)).

UJleH IUCCEPTALIMOHHOIO COBETA — SKCIEPT;
(14.00.29 — remarosiorusi ¥ NepeIuBaHUE KPOBU)

1
J.M.H., ipoeccop “% L el /% AnmepekoBa A. A.

UiteH nuccepTanMoHHOIO COBETA — IKCIEDPT;
(14.01.21 — remaToJiorusi ¥ NEpEIMBAHUE KPOBH )
J.M.H., Tpodeccop G bonraes K. 1.

DKCIEepT AUCCEPTALMOHHOIO COBETA
(14.01.21 — remaToJiorusi ¥ NEPEIMBAHUE KPOBH ) )
KaHIAIAT MEIUIIMHCKUX HAyK Alicapuesa b. K.

Ioamuck IKCNEPTOB 3aBEPHIO:

YyeHblii cekperapsb

AHCCEPTALIHOHHOI'O COBETAa
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