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®PNo

Mon: My

Bospacr: 18 ner

NH3: 999999999

[aTa B3aTus1 obpasua: 07.07.2022

[JaTta noctynneHuns obpasua: 07.07.2022

Bpau: 30.07.2022

[aTa neyaTtu pesynbTaTa: 30.07.2022
NccnepoBaHue PesynbTaT KoMMeHTapuit

Oedvunt anbda-1- CM.KOMM O6Hapy>xeHa natonornyeckas annienb:
QHTUTPUNCKHA, PesynbTaT npunaraeTcs Ha oTAeNbHOM HnaHke.

SERPINA1, 4.M.

BHuMaHMe! B 3neKTpOHHOM 3K3eMnnsipe 6/1aHka Ha3BaHWE UCCEeN0BaHNA COAEPXXUT CChISIKY Ha CTPaHuULYy caiTa
http://www.invitro.ru/ c onucaHmem mnccnenoBaHus.

Pe3yanaTbI MCCﬂe,ﬂOBaHMVI HE ABJIAKOTCA ANArHO30M, Heobxoanma KOHCYJ/1bTauus Crieunasincra.

M.M. / Nognuck Bpaya
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http://www.invitro.ru/

Onucanmne PE3YJIbTATOB UCCJICAOBAHUA
MH3 999999999

®.N.0., 2004 r. p., obcnenoBaica B OO0 «HezaBucumas nadoparopusi UHBUTpO»
C LIEJIbIO BBISIBIICHUSI HOCUTEIHCTBA YacThix MyTanuii B reHe SERPINA 1, nmpuBoasimmx
pasButHio Aedunura anbda-l-anturpuncuna (mpoduss Ne 77797).

Meguyum anvepa-1-anmumpuncuna (A1AT) seriemcs naciedcmeenHbIM 3a001€6AHUEM, CEA3AHHBIM C 0eheKmom
eena SERPINAI, komopsiii npugodum xk namoaocuu aeckux u nevenu. Ilpu depuyume AIAT cmpykmypa anvgeon aeekux
paspywaemcs, opmupyemcs smuzema u 6ponxodxmaszvl. OCHOBHLIM MEXAHUIMOM NOBPENHCOCHUS NEYEHU SGISCCs]
naxonaenue Oegpexmuoco AIAT u 6Oaox eco cexpeyuu uz IIIC cenamoyumos. Omo eedem K HAKONACHUIO OENKOGbIX
aspez2amos, 6 pe3yibmane KOmopozo Kiemka nozubaem.

Iepsvie npusnaku 3aboneeanus neekux y aoodeii ¢ oegpuyumom AIAT obviuno nossnaomes ¢ sospacme om 20 do 50
sem. CamblMu paHHUMU CUMRIMOMAMU SGTISLIONCSL CHUJICEHUE MOIEPAHMHOCIU K (Pu3uuecKkol nazpyske u 00viuka. [pyeue
NPOSIGLEHUSL MO2YIL GKIIOYAMb HEOOBICHUMYIO HOMEPIO 8eCd, Peyuousupyiouie pecnupamophvle uHpekyul, yuauennoe
cepoyeduenue u opmupogarue smpuzemol. K ocnosuvim yepmam smepusemul neekux omuocam 3ampyOoHeHHoe ObliXaHue,
Kaweno u 6oukoobpaznyio opmy 2pyonou Kiemku. Y HeKOmOpulX RAyueHmo8 UMEHEHUs RPOUCXO0Sm 8 NedeHu -
Gopmupyemcest xponuyeckuil 2enamum u yuppo3s. K npusnakam yupposza omuocsm ygeauuenue oovema i cueoma (acyum,),
OMmeKU HUNCHUX KOHEUHOCMET U NPOSPECCUPYIOWYIO JHCETMYX).

[IpoBenena JIHK-nuarHocTrika HOCHTENBCTBA NATOJIOTMUECKUX amiened Pi*S u
Pi*Z B rene SERPINAL.

OOHapyxeH marosioruyeckuili ajuiedb Pi*S B rerepo3urorHoM cocTrosiHUM -
reHorun MS.

OGHapyxeHue mnaronoruyeckoro amiens Pi*S B rerepo3uroTHoM COCTOSIHUU
YBEJIMYHUBAET BEPOATHOCTH (PYHKIIMOHAIHHOM, HO HE KOJIMUYECTBEHHON HEOCTATOYHOCTH
anbda-1 antutrpuncuna (A1AT). [lpu >TOM Hanmuyue MyTallMd MOXKET MPOTEKATh
O0€CCUMNTOMHO, JIMOO MPUBOIUTH K KIMHUYECKUM TPOSBICHUSIM HEIOCTATOUHOCTH
A1AT. BrisiBaenue marojoruueckoro amwiens PiS B reTepo3uroTHOM COCTOSHUHM HE
noATBEpkKAaeT AuarHo3 HepoctatouHoctd A1AT, ogHako, Mpu HaTU4YUU y OOJBHOTO
XPOHUYECKUX BOCHATUTEILHBIX 3a00JIeBaHUM, MOXKET YKa3bIBaTh Ha UX OoJiee TAKEIOE
KJIIMHUYECKOE TEYEHUE.

PexomeHioBaHo:

1. KoHcynpTanus Bpayda-renarosora, Bpaya-myJbMOHOJIOTa ¢ YYETOM BBISIBICHHOU
MyTAalllH.

2. Koncynbramus Bpaya-TeHEeTHKa HJis1 OOCIEIOBAHUS PpPOJUTENEH, POIHBIX
OpatbeB/cecTép (pu

HaJMYWH) Ha HOCUTEIHCTBO AHAJIOTUYHOM MYTaIlUH.

B caywae HEOOXOOUMOCTH  TONYYEHHUS  JIOMOJHUTEIBHOM  WH(OpMaIuu
PEKOMEHAYETCSl OUHAsI KOHCYJIbTAIlMs Bpadya-T€HETHKA.

K.m.H., Bpau-reHeTuk MLII. / IToanuck Bpada



