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(54) CIIOCOB JIEHEHUA C3-TJIOMEPVIIOITATHHA

(57) ®opmyna u3o0peTeHHs
1. Crioco6 meueHust YeaoBeKa, CTPadaroero uim noasepxeHHoro C3-riaioMepynonaTiy,
BKJTIOYAIOIIMI BBEJIEHUE YEJIOBEKY 3(P(PEKTUBHOIO KOJIMUECTBA COCTUHEHHUS, UMEIOILIETO
dopmyay (Ie), unu ero papManeBTHUESCKH ITPUEMIIEMOM COJIN

RT

B KOTOPOM KaXXIbIi R! Hesasucumo BBIOpAH U3 I'PYIIBI, COCTOSIIIEH U3 rajioreHa, -CN,
-R€
-CO,R?, -CONR?R, -C(0)R?, -OC(O)NR?R®, -NR°C(O)Ra, -NR°C(0),R¢, -NR*C(O)NR?R®,
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NR*R®, -OR? i -S(0),NR*R; rze kaxupiit R* 1 R HesaBrcHMO BBIGPAH U3 BOLOPOLA,
C,.g ankuna u C_g raJoreHaNKuIa WiK IIPU IPUCOEINHEHUHI K OTHOMY ¥ TOMY K€ aTOMY

a30Ta MOXET OBITh O6”I)CI[I/IH6H C OTUM aTOMOM a30Ta C O6pa3OBaHI/IeM IIATHU- UJINU
MECTUYJICHHOTI'O KOJIblld, MMCIOIICTO OT 0 mo 2 1ONOJIHUTEIIBLHBIX I'ETCPOATOMOB B KAa4YCCTBC

KOJIBLEBBIX 3JIEMEHTOB, BEIOpaHHBIX u3 N, O mimm S; kax i R He3aBUCHMMO BBIOpAH U3
rpymnmbl, coctosiieit u3 Cj_g ankuna, Cy_g ragoreHaiakuia, Cs_g UKIO0ATKUIA,
reTEPOLMKIIOAIKMIIA, ApMIIA M TETEPOAPUIIA, U Te anupaTUUECKUE U IMKINYECKUe 4acTu R?,

Rb u RC HeoOs13aTeJIbHO JOIIOJIHUTEIIbHO 3aMEIIEHBI OT OJJHOM 10 TPEX I'pyIIIIaMU raJioreHa,
TUAPOKCHU, MCTUII, aMHUHO, AJIKUWJTIAMWHO U JUAJIKHIIAMHWHO; 1 HCO6$I3aTCJ'IbHO, Korga aBa

3aMECTUTCIIA R1 HaxogdaTCs Ha COCCIHUX aTOMAaX, OHU MOT'YT O6L€I[I/IH${TLCH JITsL O6pa3OBaHI/IH
KOHACHCUPOBAHHOTI'O IIATH- MW IICCTUYIICHHOTI'O Kap6OLlI/IK.HI/ILI€CKOFO KOJIbLA,

KaKIbIl R? He3aBHCHMO BBIOpAH U3 TPYIIILI, COCTOSIIEN U3 rajioreHa, -CN, -Rf, —COZRd,
"CONRYR, -C(O)RY, -OC(0)NRIR?, -NRC(O)RY, -NR°C(0),R', -NRUC(O)NR'R,
‘NRYC(O)NRUR?, -NRUR®, -OR? 11 -S(0),NRRS; re kaxmpiit RY u R® HezaBrcumo BoIGpan

u3 Bogopoaa, C_g ankuia u C_g TaJoreHaaIKuIa Wiv IIPpYU IPUCOEAUHEHUH K OTHOMY U TOMY

KC aTOMY a3zoTa MOT'yT OBITH O6’b€I[I/IHeHbI C OTHUM ATOMOM a30Ta € O6p&30BaHI/I€M IIATHU- WX
MECTUYICHHOI'O KOJIbLld, MMCIOILICTO OT 0 1o 2 TONOJIHUTEILHBIX reTepoaTOMOB B KAUCCTBEC

KOJIBLIEBBIX 3JIEMEHTOB, BBIOpaHHBIX U3 N, O wiu S; KaX bl R HesaBucumo BBIOpaH U3
rpynisl, cocrosmen u3 C;_g ankuna, C|_g ranoreHankuia, C;_g IMKIOAJIKWIIA,

TeTePOIUKIIOANIKUIIA, APUIIA U TeTepoapuia, 1 rae anudaTuieckre U MUKJInIeckre yacty Rd,

RCu Rf MOTYT OBITh JOIOJHUTEIIFHO 3aMEIIeHbI OT OJHOM 0 TpeX IpyIIaMu rajloreHa,
TUIPOKCH, METUJI, AMUHO, AJTKWIAMUHO U JTUATKWUIAMUHO;

KaXKIbIA R HezaBucHMO BBIOpAH U3 TPYIIILI, COCTOSIIEH U3 TajioreHa, -CN, —Ri, —COzRg,
-CONRER", -C(O)RE, -OC(O)NRER", -NR"C(0)RE, -NR"C(0),R!, -NREC(O)NRER", -NRERP,

-OR&, -S(0),NRER", -X*-RI, -X* NRER", -x*.CONRER", -x*-NR"C(O)RE, -NHR! n -NHCH,R!
, rae X* npezcTaBiseT coboit Cy_y4 aNKuIeH; Kaxabid R n R" HesaBucmo BBIOpaH U3

Bostopoja, Cy_g ankuna, Cs_g qukinoankuia U Cy_g raJIoreHalIKuiIa Wik Py NPUCOESAUHEHUN

K OJJTHOMY M TOMY K€ aTOMY a30Ta MOTYT ObITh OOBEAUHEHBI C ITUM ATOMOM a30Ta C
00pa30oBaHUEM TISTH- WU MIECTUUIIEHHOTO KOJIbIIA, MMeroliero ot 0 10 2 JOTOJTHUTEIbHBIX
FeTePOATOMOB B KAUECTBE KOJIBLEBBIX 3JIEMEHTOB, BEIOpaHHBIX U3 N, O wiu S, U MOTyT ObITh

3aMeEILEHBI OJJHUM WM IBYMs OKCO; KaXK/Iblii R' He3aBUCKMO BBIOPAH U3 TPYIIIIBI, COCTOSIIIEH
u3 Cy_g ankuna, C_g rajnoreHankuina, Cs_g UMKJIOAIKWIA, TETEPOUMKIIOATIKMIIA, ApUIIa U
reTepoapmIIa; U Kaxaplid R! BBIOpaH n3 rpynmsl, cocrosmen u3 Cs_g IMKIOANKUIIA,
MUPPOJIMHIIA, TMTIEPUIUHIIA, MOPQOTIMHIIIA, TETPpAruaApoPypaHuiIa U TETPAruIpOTIUPAHIIIA,

¥ r1e anudaTUUecKue U [UKIMIEeCKHE 4acTh RE, R" RiuRJ MOTYT OBITh JOIOJHUTEILHO
3aMELIEHBI OT OTHOM 10 TPEX FPYIIAMK rajtoreHa, Mmetui, CF3, TMIPOKCH, AMUHO, aJIKMIAMKH-

U IUAJKWIAMUHO;
p paBHo 0, 1 wm 2.
2. Cnioco6 no 1.1, B KOTOpoM

KaXXIbIN R1 HE3aBUCHMO BBIOpAH M3 TPYIIBI, COCTOSIIEH U3 rajoreHa, -CN, -Rc, —NR“‘Rb
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u -OR%; re kasapiit R n R® HesaBucumo BbIGpaH u3 Bogopoaa, Cy_g ankuna u Cyg
raJoreHaJIKUIIA WU IIPU TPUCOETMHEHUH K OTHOMY U TOMY K€ aTOMY a30Ta MOXET ObITh
00BEIMHEH C 9TUM aTOMOM a30Ta ¢ 00Pa30BAHUEM MUPPOIMIAMHOBOIO KOJIbIA; Kax b R
HE3aBUCUMO BbIOpaH U3 rpymnsl, cocrosimen u3 Cy_g ankwuia, C;_g ranoreHankuia, Cs_g
LMKIIOAIKANIA ¥ T/Ie anuaTiieckue u ukmdeckue yacti R?, R® n RS HeoGs3aTensHo
JOTIOJIHUTEIBHO 3aMEILEHbl OT OJHOM 10 TPeX IPyIIaMu I’MIPOKCH, METUII, AMHHO,

AJITKWIAMHUHO U JUAJTKUWITAMHWHO,; U HCO6H3aTeJ'II)HO, Koraa ABad 3aMECTUTCIIA Rl HaxogdaATCd Ha
COCCOIHUX aTOMAax, OHU MOI'yT O6T)C,Z[I/IHSITI)C$I JJIA O6pa3OBaHI/I$I KOHACHCUPOBAHHOTI'O IISATH-
HJIN IIECTUYIICHHOTI'O Kap6OHHKHI/I‘ICCKOFO KOJIbLa,

KaXIbIl R2 HE3aBUCUMO BBIOPAH M3 I'PYIIIIbI, COCTOSIICH U3 rajloreHa, —Rf )51 —ORd; rae

KaXXIbIN RY nesasucumo BbIOpaH U3 Bojopoa, Cy_gankuia u Cy_g raJoreHaJKuiIa, KaXKabli

R HesaBuCHMO BBIGPAH U3 IPYIIIIBI, COCTOSIICH 13 C,_g ankuina, Cy_g ramoreHaynkuia, Cs_q

OUKJIOAJIKWIIA, IETCPOIUKIIOATIKMWIIA U T'CTCPpOoapuia, aJ'II/I(baTI/I‘IGCKI/Ie H MUKJIIMYCCKUC 4aCTH

R 1 Rf HeoBs13aTenbHO OMONHATENBHO 3aMEIEHBI OT OHOM 10 TpeX rpyINmnamMu rajioreHa,
TUAPOKCHU, METUIIA, aMUHO, AJTKWIIAMUHO U AUAJIKWIAMUHO;

KaXKIbIN R HezaBucumo BBIOpAH U3 TPYIIIBI, COCTOSIIIEH U3 TaJIOreHa, -Ri, -COZRg,
CONRER", -NR"C(0)RE, -NR"C(O),R!, -NRER", -OR®, -X*-R/, -X*-NRER", -X*-CONRER",
—X4—NRhC(O)Rg, -NHR’ u —NHCHsz, rae x* npeAcTaBisieT coool Cj_y4 aJIKUIIEH; KaXKIbIN

R u R" He3aBucumo BBIOMpAIOT U3 Bogopoa, C;_g ankuna, Cs_g nukiioankuna u Cy_g

TaJIOTCHAJIKWJIA WIIH IMIPU MIPUCOCANMHCHNHN K OTHOMY U TOMY XK€ ATOMY a30Ta MOI'yT OBITh
O6BCI{HHCHBI C OTUM ATOMOM a30Ta C O6p330BaHI/IeM IIATHU- WKW IIECTUYJICHHOT'O KOJbliA,
nmeroriero ot 0 oo ABYX JOITOJIHUTEIIbHBIX I'€TEPOATOMOB B KAYCCTBC KOJIBIEBLIX 3JIECMCHTOB,

BeIOpaHHBIX U3 N, O unm S, U HeoOA3aTEIBHO 3aMELIEH OJHUM WM ABYMs OKCO; KaKIbli R'
HE3aBUCUMO BbIOpaH U3 rpymisbl, cocrosiei u3 C;_gankuia, C_g rajJoreHaakuia,
C3_glIMKII0AJIKMIIA, TETEPOLMKIIOAIIKUIIA, APUJIa M TeTeEpOapuiIa; U Kax bl R! BbIOpaH u3
CpyIIIbl, cocTosien U3 Cs_g LMKI0ATKMIA, MUPPOIMHUIIA, TMIEPUIMHHUIIA, MOP(OJIMHUIIA,
TeTparupodypaHuia U TETparuaponupaHuia 1 riae aaupaTuiecKue U MUKINUECKUe YacTH

RE, Rh, R' 1 R) HE0OA3aTENBHO JOMOIHUTENLHO 3aAMEIIEHBI OT OJHOTO JI0 TPEX IPYyNIIaAMH
rajioresa, Mmetuil, CF3, TMAPOKCH, aMUHO, AJIKUJIAMUHO U JUATTKWIAMUHO;

a TaKxe p paBHoO 1.
3. Cnocob no 1.1, B KOTOpoM

KaXKIbIN R! HesaBucumo BbIOpaH U3 Ipynisl, cocrosiei u3z C;_g ankuna u C;_g
rajJJoreHajJKuiIa;

KaKObIN R? He3aBUCHMO BBIOpPAH U3 TPYIIIIbI, COCTOSIIEN U3 rajoreHa u C;_g allKuia;

KaKIbIl R’ MPeJICTaBIISIET COOOM NRth, r7ie Kaxablii R u R" HesaBucumo BBIOMPAIOT U3
Boaopoaa u C;_gUMKIIOANKWIA; U

p paBHO 1.
4. Cnioco6 no 1.1, B KOTOpOoM

Kbl R! Hesasucnmo BBIOpaH U3 TPyHIbl, cocTosiei u3z Cy_3 ankuia u

C|_3-rajloreHaIKuiIa;
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Kask/(bli R? HE3aBHCHMO BBIOpAH U3 I'PYIIIbL, COCTOAILIEH U3 ranoreHa u C_3ajakuia;

KaXIbIN R’ MpeJICTaBIIsIeT coOOi NRERh, rae xaxaprii RE u R" HesaBucumo BBIOUPAIOT U3
Boaopoaa u Cy_gUMKIIOAIKWIA; U

p paBHO 1.
5. Cnoco0 1o 1.1, B KOTOPOM COEIMHEHUE BBIOUPAIOT U3 TPYIIIIbI, COCTOSIIEN U3
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6. Crioco0 1o 1.1, B KOTOpOM COeTMHEHUE MPEICTABIISIET COOOM
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CH,OH
2
CH3 N "’xO\ D
Sahe
H
F

WK ero (hapMaleBTUUECKU TPUEMIIEMYIO COJIb.
7. Crioco6 mno irodomy U3 mil.1-5, B KOTOPOM COeIMHEeHUE TIPeICTaBIISIeT COOO0M

@ @ D

WK er0 (hapManeBTUIECKU TPUEMIIEMYIO COJTb.

8. Crioco0 3amMeIeHus TEMITOB CHMYKEHUSI CKOPOCTH KiTyOoukoBoit ¢punbTparuu (CKD)
y 4eJI0BEKa, CTPAIAIOIIET0 UM OABEP>KeHHOTO C3-rIIoMepyIonaTHy, BKITIOYAIOIIHN BBEICHHE
4eIT0BeKY 3PPEKTUBHOTO KOJIMUECTBA COCTUMHEHHUSI, UMEIOIIEro (hopmMyiry

\\«@
@ @D

WM ero (hapMaleBTUYECKU TTPUEMIIEMOI COJIH.

9. Crioco6 3aMe/yIeHnst TEMITOB CHIKEHHSI CKOPOCTH Ki1yOoukoBoii ¢punbTpanuun (CKD)
y 4eJI0BeKa, CTPaJaroIiero Wiy noasepskeHHoro C3-riiomepynonaTiu, BKIIOUAIOHI BBEICHNE
4eJ0BeKy 3PEeKTUBHOIO KOJIMYECTBA COEAUHEHHUS], UMEIOILEro (opMyILy

@ @ D

WJIH €ro (bapMaueBTquCKI/I IIPUEMJIIEMOIA COJIN.
10. Crioco® yMeHbIIEHUs BOCIIAJIEHUS] TTIOUYEYHBIX KIIYyOOUKOB y YelIOBEKA, CTPAIAIOLIETO
Wiy ojiBep>keHHOTO C3-rI1oMepyIonaThy, BKITIOYAIOIIUI BBECHKE YelToBeKY 3(p(peKTMBHOTO
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KOJIMYECTBA COETMHEHUS, UMEIOIIETO (GOPMYITy

\\«@
@ @D

WK ero (hapManeBTUYSCKU TTPUEMIIEMOI COJIH.

11. Crtoco0 ycTpaHeHus 3HA0KATTWILISIPHOM MpoJiidepanuu B KI1yOOUKax y 4eIoBeKa,
CTpaAAIoNIeTO WK ToABepKeHHOTO C3-rI1oMepyJIonaThy, BKITIOYAIOIIHIA BBEICHUE Y€TIOBEKY
3¢ ()EeKTUBHOTO KOJIMUECTBA COSAUHEHMS, UMEIOIIETO (hOPMYITY

@\x @ D

WK er0 (hapManeBTUIECKA TPUEMIIEMOI COJIH.

12. Crioco0 ymeHbIIeHus] MaKpo(haroB BOCMAICHUs TOYEYHBIX KIIyOOUKOB Y YEJIOBEKA,
CTpaAAIoUIEeT O WK oABepKEeHHOTO C3-rI1oMepyIonaThy, BKITIOYAIOIIHI BBEICHUE YETIOBEKY
3¢ ()EeKTUBHOTO KOJIMUECTBA COEAUHEHUS], UMEIOIIEr0 (OPMYITy

CHs
2 [T
YN CF3
H
CH3 N "x@\ D
Cﬁo :
H
F

WK er0 (hapManeBTUIECKA TPUEMIIEMOI COJIH.

13. Cioco6 CHWKEHUsI MPOTEUHYPHUH Y YEIIOBEKA, CTPAJAIOIIETO UK IToBepKeHHOTro C3-
TJIOMEPYJIONATUH, BKITIOYAIOIIHI BBEICHUE YeTTOBEKY 3(PPEKTUBHOTO KOJIMIECTBA COSTMHEHUS,
umerolero GopMmyIry

@ @ D

WY ero (hapManeBTUIECKU TPUEMIIEMOI COJIH.
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14. Cnioco06 1o mro60oMy u3 1. 1-13, B KOTOpoM uenioBek crpajaet oT C3-
rIomepyioHedpuTa.

15. Cnioco0 o nobomy U3 1. 1-13, B KOTOPOM YeJIOBEK CTPAAAET OT MPOTPECCUPYIOIIETO
C3- rmomepynonedpura.

16. Crioco0 1o iro6omMy u3 mii.1-13, B KOTOpOM UeloBeK cTpajaeT oT moBTopHOTro C3-
rIoMepyoHedprTa MOCie TPAHCIUIAHTALUH TTOYKH.

17. Cioco6 1o ar060My u3 111 1-13, B KOTOPOM UYeJI0OBEK CTpagaeT OT OOJIE3HU INTIOTHBIX
JIETIO3UTOB.

18. Crioco6 no mro6omy u3 m. 1-13, B koTropom C3-riioMepyionaTust siBJIsSETCs yCTONUUBOM
K IpYyroMy JICYEHHUIO.

19. Cioco6 1o r060oMy u3 1i1. 1-18, B KOTOpOM y UesioBeKka uMeeTcs 3abojieBaHue,
YCTOMYMBOE K UMMYHOJEITPECCAHTAM.

20. Crtoco6 1o mroboMy u3 . 1-19, B KOTOpoM y ueoBeka umeeTcs 3a00JieBaHue,
YCTOMUYMBOE K OJTHOMY WJIM HECKOJIbKUM U3 IIPENapaToB: pUTyKcuMaob, nukiodochamu,
MUKOeHOoIaTa MO(DETHII, TAKPOJIUMYC U CTEPOU/IBI.

21. Cnoco6 o mo6omy u3 . 1-20, B KOTOPOM Y UeI0BeKa YIy4ylIaeTcs KaueCTBO KU3HHU,
CBSI3aHHOE CO 3/I0POBBEM.

22. Cnioco0 1o 1m1.21, B KOTOPOM Ka4E€CTBO KU3HU, CBI3aHHOE CO 3/I0POBBHEM, OLIEHUBAETCS
C TIOMOIIIBIO OMPOCHUKOB Short Form-36 Bepcun 2 (SF-36 v2) uinu EuroQOL-5D-5L (EQ-5D-
SL).

23. Cnoco®6 1o ar060oMy U3 111.1-22, B KOTOPOM COeJIMHEHHE BBOJIAT JIBA pa3a B JIEHb.

24. Cnioco0 1o 11000My U3 1. 1-22, B KOTOPOM COEIMHEHKME BBOJAT OJMH pa3 B ACHb.

25. Crioco6 o ro6oMy U3 ni.1-22, B KOTOPOM COEAMHEHHUE BBOJSIT IEPOPATIBHO.

26. Crioco0 1o ar060My U3 ni.1-22, B KOTOPOM YelToBek nmoydaeT 30 MI COeTMHEHMS JIBa
pas3a B JIEHb.

27. Crioco0 1o ar060oMy U3 1i.1-22, B KOTOPOM YelloBek nmoydaeT 20 MI COeTMHEHMS JIBa
pasza B ACHb.

28. Crioco0 1o arboMy U3 1i.1-22, B KOTOPOM YelloBeK nmosrydaeT 10 Mr coeTMHeHUS 1Ba
pasa B JIeHb.

29. Crtoco6 1o mroboMy u3 mi.1-28, B KOTOpOM y ueoBeKa UMeeTcsl MyTanus hakTopa
komiieMenTa H, cBsizanHoro ¢ mpoteuHom 5 (CFHRS) (a Complement factor H related protein
5).

30. Crioco6 1o 1r06oMy u3 111.1-29, B KOTOPOM YeI0BeK MoJydyaeT jJeueHue B TeueHue 12
HEJENb.

31. Cnnoco6 1o 1r06oMy U3 111.1-29, B KOTOPOM YeIOBEK MOJydaeT JeUeHUe B TeUeHUE 26
HE/Ielb.

32. Crioco0 1o mro6oMy u3 mil.1-29, B KOTOPOM YeIIOBEK IMOJTydaeT JICUCHUE B TeUeHUE 52
HEZelb.

33. Crioco6 o modoMy U3 1. 1-29, B KOTOPOM YeJIOBEK MOIy4YaeT MOCTOSTHHOE JISUCHME.

34. Crioco®6 1o 1r060My U3 111. 1-33, TOMOJIHUTETFHO BKITIOUAIOIINM BBEACHUE YETTOBEKY
TepaneBTUYECKH 3(PPEKTUBHOTO KOJTUYECTBA OJHOTO UM HECKOIBKHUX JOTIOJTHUTEIbHBIX
TepareBTUYECKUX ar€HTOB.

35. Cnoco0 1o .34, B KOTOPOM OJIMH WUJIU HECKOJIBKO JOTIOJTHUTENIbHBIX TEPANIeBTUUECKUX
aAreHTOB BBIOPAHBI U3 UMMYHOCTIPECCAHTOB, MHTMOUTOPOB aHTHOTEH3UHITPEBPAIIAIOIIETO
dbepmenta (ACE), 6iiokaTopoB penentopoB aHruoteHsuna Il tuna-1 (ARBs) u
KOPTUKOCTEPOUIOB.

36. Crioco0 1o 11.34, B KOTOPOM OJIMH UM HECKOJIBKO JTOTOJTHUTETLHBIX TEPATIEBTUUECKUX
AreHTOB BBIOPAHBI U3 TPYIIIIbI, COCTOSIIEN U3 CIEIYIOIIMX areHTOB: UKJIO(pochaMu/,
MUKOeHOoIaTa MO(DETHII, pUTYKCUMA0, IKyIM3ymad, Takpoaumyc, oemumymad, OMS721,
ACH-4471, AMY-101, Acthar Gel, SAND-5, koptukoTponuH, CDX-1135, pamunpui,
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MIEPUHIOTTPUIL, TIM3UHOTIPWJI, IEPUHAONIPUITT APTUHUH, KATITOIPUII, CIIMPATIPUII, KBUHATIPUII,
SHAJIATIPWIT, UMUAATIPUIT, (PO3UHOTIPUIT, 30pEHOTIPUIT, GEHA3ETTPUII, TPAHIOIAIPUIT, BEpariaMul,
OeHa3eIpuiI, aMJIOAUINH, Tpangonanpui, P-003, murazampui, AeIarpuil, MOIKCUTIPUII,
KBUHA3AIPWII, (PO3MHOIPUIT, TEMOKAIIPUJI, JIOCApTaH, KaHJecapTaH, updbecaTpaH, TeIMUCAPTAH,
oJIMecapTaH, BajcapTaH, a3ujcapTaH, TelIMucapTaH, pumacaprad, EMA-401, azuincaprana
MENOKCOMMJI KaJIUS, ClIapCEPTAH, KaHJECAPTaH LUIIEKCETUII, OJIMECapTaH MeqOKCcOMUII, TRV-
027, mocaprad kanus, YH-22189, azusicapTrad TpUMETUIITAHOIAMUH, AJUTMCAPTAH U30IIPOKCUTT
Y 3IIPOCAPTAH.
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