INVITRO

HacneacTBeHHbI aHIMOOTEK (HAO) = peankoe, NoTeHUManbHO XU3HEYrpoXawllee, reHeTu4eCkKn AeETEPMUHNPOBAHHOE 3aboneBaHue, KOTOPOE NpoaBndeTca B
BMAE OTEKOB KOXM U C/IM3UCTbIX/MOACAU3UCTbIX 000/104EK, BOSHMKAIOLWMX MO4 BO3AENCTBUEM 6pa,IJ,MKVIHVIHa.

Anroputm guardoctuku HAQ

C1-mHrmnbutop (C1-UHT, KoHwL,.)
@DyHKUMOHaNbHas aktMBHOCTb C1-uHrnbutopa (C1-UHT, akTUBH.)
C4 komMnoHeHT koMnnemeHTa (C4)

+ C1-UHT, koHU, Hopma C1-MHTI, koHL,.

¥ C1-WHT, akTuBH. 4 / wopma C1-MHTI, koHL. Hopma C1-MHT, akTmBH.
L C4 v+ C1-UHT, akTuBH. HopMma C4
v C4
HNednumnt C1-nurnbutopa [NoBTOpEHME UccnenoBaHUs BO BpeMs
[ [ BbigaBneHbl 3HaYMMble OTKJIOHEHUS OCTpOro oTeka

CemeliHbIM aHaMHes3 OtpuuartensHas

otekos/ CEMENHbIA aHaMHe3 / Hopma

Hauyano 3aboneBaHus Hayano 3aboneBaHus

no 30 net nocne 30 net feHeTUUeCKOE UCCNea0BaHME HA HAIMUME MYTaLMi B FeHax, KOAUPYIOLMX:

e akTop Xl cBEpTbIBAKOLLEN CUCTEMBI KPOBMU;

MonekynspHo-reHeTM4yeckoe [puobpeTeHHbIN * QHIMOMNO3TUH 1;

obcnenoBaHue Ha Hanuume AHMMOHEBPOTUYECKUIA * MNA3MUHOTEH.

myTaumi B reHe SERPING1 oTek u3-3a gedbuumTa

(anbTepHaTMBHbIE 0B03HaYEHNS C1-unrubutopa OTAroLEeHHbIN CEMENHbII aHaMHe3 U He oTAAroLeHHblii ceMeitHblit aHaMHe3

rena no 6ase OMIM: C11, C1INH) HannumMe MyTaLmm B reHax W OTCYTCTBME MYTaLMM B FeHax

HacneactseHHbIl aHrooTek HacnenctserHblit MCKNIOUUTL aHrMOOTEK:

aHIMOOTEK C HOPMANbHbIM * Ha (POHE aKTUBALMM TYUHbIX KJIETOK;
f(‘BT°PCK”" konnektme OrEOY M0 <Poceu ypoBHeM C1- nHrnbutopa * AMONATUYECKMI AHTUOOTEK;
[S] eprono 0No OCCHMUCKasa Me CKasda o

aheapa annIepronorui 1 VMMyHonOTM ANO «Poccuickan MeAMUMHCKE e QHTMOOTEK, 06YCNIOBNEHHbIN NpUMeHeHneM u AMND*,
aKagemus HenpepbiBHOro npodeccMoHanbHoro obpasosanHna» MuHsgpasa Poccum
1 Henawesa H.M., a.M.H., npod., 3aBeaytowas Kapeapoi aHTaroHWCTOB PELLENTOPOB aHTMOTEH3MHA |l.

2 Mepepenbckas M.KO., K.M.H., acCCUCTEHT Kadeapbl

3 CebekunHa 0.B., K.M.H., LoLeHT kadeapsb! * VIHrMBUTOPbI aHrMOTEH3MHNpeBpaLLatoLLero pepMeHTa

MHOOPMALNA MPELHASHAYEHA AN CIELIMANCTOB CMCTEMbI 34PABOOXPAHEHMA



INVITRO

HacnepcreeHHbl aHrnoorek (HAO)

Knunuueckue kpurepun auarHosa HAO

bonblune:

e CAMOCTOATENbHO NPOXOASALWMIA HEBOCMANUTENbHbIN
AHrMooTeK 6e3 YpTUKAPHOWM CbINU; MEAIEHHO HapacTa-
lowni n gnawmmncs bonee 12 yacos;

e CMOHTAHHO Npoxoasawas 601b B XXMBOTE HESACHOM
3TUONIOTUM;
4acTo peunanBupyeT 1 Yacto anuTca bonee 6 yacos,
MOXET COMPOBOXAATbCA APKMMU ANCNENTUYECKUMM
CMMNTOMaMMU;

* peunaMBUPYIOLLMIA OTEK FOPTAHM.

Manble:

e (CEeMeWHblM aHaMHe3 peunamMBMpYOLWLEro aHrMooTeKka
n/mnu 6onew B XXMBOTE U/MNIM OTEKA FOPTAHMW.

JlabopatopHblie Kputepuu aumarHosa HAO

e ypoBHM aHTMreHa C1-UHTI, coctasnatowme <50% ot
HOpMbI (MpY ABYX OTAENbHbIX OnpeaeneHusax) y nauu-
eHTa B Bo3pacTte 6onee 1 roga BHe NpucTyna;

e YpOBHU PyHKUMOHANbHOM akTuBHOCTM C1-UHI <50% ot
HOpMbI (MpY ABYX OTAENbHbIX ONpeaeneHusx) y nauu-
eHTa B Bo3pacTe 6onee 1 roga BHe npucTyna;

e MyTaums reHa C1-UHI, npuBoaawag K HapyweHuo
CUHTE3a u/unun GYHKLMK COOTBETCTBYIOLWEro benka.

AnarHo3 MoXkeT 6bITb YCTAHOBJIEH NPU HAIMYUU OAHOTO0 60NbLLOrO
KIMHUYECKOro KpUTepus 1 o4HOro 1abopaTopHOro Kputepus.

JlabopaTopHas AMArHoCTUKA

N2 836 Nurmnbutop Cl-3cTepasbl, aKTMBHOCTb
N2 850 C1-3cTepasbl UHTMOUTOP, KOHLEHTpALMS
N2 1316C4 C4 KOMMOHEeHT cucTeMbl KOMMNEMeEHTa

N2 7725CINHI HacnencrBeHHbI aHrMOHEBPOTMYECKUIM oTeK, reH CINH m.
(AnbTepHatuBHoe obo3HauveHune reHa SERPING1)

MonekynsipHo-reHeTMUYeCKoe 06cneaoBaHMe peKoMeHAyeTcs
NPOBOAMTDL:

e [N5 NOCTAHOBKM AnarHosa HAO y neTeii paHHero Bo3pacTa
(B CBS3M C Manoi MHHOPMATUBHOCTbIO UCCIIEL0BAHMS YPOBHS U
bYHKLUMM KOMMOHEHTOB KOMMIEMEHTA);

® Ha 3Tane npeHaTaanoﬁ ONAarHOCTUKU,

e npwu noctaHoBke anarHoza HAO 6e3 natonormun cuctemsl
komnnemeHta (HAE -FXII, HAE- ANGPTI, HAE-PLG) pekomeHayeTcs
MONEKYNsipHO-reHeTuYeckoe obcnenoBaHne ¢ NOMCKOM MyTaLMi He B
reHe SERPING1, a B reHax Xl| ¢akTopa, aHrMono3TMHa, N1a3MMHOreHa.
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