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(54) KPUCTAJINIMYECKUE MOAN®NKALINN DJIOBUKCUBATA

(57) ®opmyna u3oOpeTeHust
1. Kpucramueckas gpopma 31m00ukcrbdaTa, B KOTOpoM ¢hopMa BKITIOYAET CBOOOTHBIC
00BEMBI, CITOCOOHBIE COJIEPKATH MO CYIIECTBY CTEXHOMETPUIECKOE KOJTUIECTBO BOIBI, ITPU
YCIIOBUM, UTO CTEXMOMETPUIECKOE KOJIMIECTBO BOJIbI HE COCTABIISICT OJJMH MOJIb HA MOJIb

3y100uKcudaTa.

2. Kpucramnuueckuit 6e3B0IHbIN 3JI00UKCUOAT, KOTOPBIN YCTOWYMB TP OTHOCUTEIIBHOM

BiaxxHoctu 10% nipu remnieparype 20°C.

3. be3BoHbIM 37100MKcHOAT 1o 1. 2, uMmetroiuit XRPD peHTreHorpammy, Hoy4eHHYIO C
ucrnoyib3oBanueM uzinyuenust CuKal, cogepskalyro nuku nmpu 3HadeHusix 2 Teta B rpaaycax

6,1+0,2 1 5,9+0,2.

4. be3BoIHBIN 37100UKCHOAT 110 11. 2, uMeroruii XRPD peHTreHorpaMmy, MojJy4eHHYIo ¢
ucroyib3oBanueM usnyueHus CuKal, comepsxanyro nuku npu 3HaueHusix 2 Tera B rpagycax

12,4+0,2 n 5,8+0,2.

5. be3BoaHbIM 37100MKCHOAT 1o 1. 2, uMeromuii XRPD peHTreHorpaMmy, moJIy4YeHHYIO C
ucnonp3oBanueM usnydeHus CuKal, conepxanryro nuku npu 3HaueHusx 2 Tera B rpajgycax

6,4+0,2 u 12,740,2.

6. Kpucrammueckuit IMruapat anobukcudara.
7. Auruapat 1o 1. 6, B KOTOPOM JUTHAPAT YCTONYMB MTPH KOHTAKTE C BOIOM.
8. Jluruapar o 1. 6, B KOTOPOM JIUTHIPAT MOXKET KPUCTAIIU30BATHCS MTPSIMO U3 CYCIICH3UM.
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9. Iurnapart o 1. 6, umeronmii XRPD peHTreHorpammy, Nojay4eHHY0 ¢ UCIIOJIb30BAHUEM
uznyuenus CuKal, cogepskalyro nuku rnpu 3HaueHusix 2 Tera B rpagycax 6,1+0,2 u 12,0+£0,4.

10. Auruapart o 1. 9, umeromit XRPD peHTreHorpamMmy, NOJy4eHHYO C UCIIOJIb30BAHUEM
m3nyuenus: CuKal, conepxanryro nuku npu 3Hadenusix 2 Tera B rpaaycax 6,1+0,2, 8,0+0,2
u 12,0+0,2.

11. Jurnapat o 11. 9, umerormmii XRPD peHTreHOorpaMmy, OIy4YEHHYIO C UCTIOIIb30BAHUEM
uznyuenus: CuKal, conepxkairyro nuky rnpu 3HaueHusix 2 Terta B rpagycax 6,1+£0,2, 12,1+£0,2
u 20,9+0,2.

12. Kpucramnuueckas popMa 35100ukcrbdaTa, KpucTauinueckuil 6e3B0IHbIN 3100MKCHOaT
WM KPUCTAJUIMYECKUHN TUTUIPAT 2JTI00MKCUOATA 110 JII0OoMy U3 1. 1-11, 171 MpuMeHeHUs B
TepaIruu.

13. dapmaneBTHUECKHI COCTAB, COACPIKAIINI KPUCTALUIUYECKYIO (hopMy 27100MKcHbaTa,
KPUCTAJUTUYECKUM O€3BOTHBIN 3JI00MKCUOAT UM KPUCTAJIMYECKUI TUTUAPAT 3JI00MKcudaTa
o jgro0omy u3 . 1-11, BMecte ¢ papMaleBTUUECKU TPUEMIIEMBIM pa30aBUTENIEM WIH
HOCHUTEJIEM.

14. ®apmaneBTUYECKHUI COCTaB IO 1. 13, B KOTOPOM XUMHUYECKAS YUCTOTA KPUCTATITMIECKON
(hopMBI 27100UKCHOATA, KPUCTATUTUIECKOTO O€3BOTHOTO 3JTOOMKCUOATA UITH KPUCTATUTUIECKOTO
JUTHIpaTa 3100MKcubaTa coctaBiser >99%.

15. Kpucrammueckas hopma 35100UKcudaTa, KpucTasInuecKuii 0e3BOTHBIN 3JTOOMKCHOAT
WIA KPUCTAJUIMYECKUI TUTUIPAT 3J100MKcHOaTa 1o JiroooMy u3 m. 1-11, 11 npumMeHeHus B
JIEYEHUU WK TPOo(UIAKTHKE 3a00I€BaHUS, BBIOPAHHOTO U3 IPYMIIbI, COCTOSIIEHN U3
TUIIEPXOJIECTEPUHEMUH, TUCTUITUIEMHUHI, META0O0JIMYECKOTO CHHIPOMA, O KUPEHHUS, HAPYILIEHUSI
MeTab0IM3Ma KUPHBIX KUCTIOT, HAPYIIEHUS yTUIIM3AIUY TITF0KO3bI, HAPYILIEHUH, ITPU KOTOPHIX
UMEET MECTO PE3UCTEHTHOCTh K MHCYJIMHY, caXxapHOro Auadeta 1 tuma u 2 tumna, 00Je3HU
MIEYEHU, AUAPEU BO BPEMS TE€pAIMH, BKIIIOUYAIOIEeH coenuHenre uuruouropa IBAT, 3anopa,
BKJTIOYAIOIIETO XPOHUYECKUI 3a10p, HarpuMep (PyHKIMOHAIBHBIHN 3a110p, BKIIOUas
xpoHuueckuit uauonatudeckui 3amnop (CIC) u cuHApPOM pa3apake€HHOIO KUIIIEYHUKA C
npeobiaganuem 3amnopa (IBS-C).

16. Kpucrammueckas hopma 37100MKcubaTa, KpUcTasInuecKuii 0€3BOIHBIN 3JTOOMKCHOAT
WIM KPUCTAJUIMUECKUHN TUTUApAT 35100MKcubaTa no aodomy u3 ni. 1-11 aig npyuMeHeHus B
JICUEHUY WK TPpO(DUITaKTHKE 3a00JIeBaHuUSs], BRBIOPAHHOTO U3 TPYIIIIbI, COCTOSILEH U3 TAPEHXUMBI
[I€YEHH, BPOKIAEHHBIX META0OJIMUECKUX PACCTPOMCTB MeYeHH, cuHApoMa baitiepa, nepBUUHBIX
Je(eKTOB CUHTE3a JKETYHBIX KUCIOT (BA) TakuX Kak LepoOpPOTEHAMATbHBIA KCAHTOMATO3,
BTOPUYHBIX JIePeKTOB, TakuxX Kak Cunapom LlenbBerepa, BpokA€HHOT'O TMTAHTOKIETOUHOTO
renaTuTa, MyKOBHCIHI03a (TIposiBiieHus B reueHn), ALGS (CuHapoM ATaxus),
MIPOTPECCUPYIOIIETO CEMENHOTO BHYTpUIleueHouHoTro xozecrta3a (PFIC), ayroumyHHOTro
rernaTuTa, mepBUYHOTO OmmapHoro uuppo3sa (PBC), pubposa neueHu, HeaTKOroJIbHOM
*)upoBoit 6ose3nu reueHd, NAFLD/NASH, mopTaibHOM TUNIepTeH31H, Hecrenuduueckoro
XOJIECTa3a, TAKOTO KaK PA3JIMTHE KeITYM BCIIEICTBUE YIIOTPEOICHUS JIEKAPCTB WM BO BpEMSI
OepEeMEHHOCTH, BHYTPHU- U BHEIIEUEHOYHOI'O XOJIECTa3a, TAKOI0 KaK HAaCJIeICTBEHHbIE (POPMBI
xoJiectasa, Takue kak PFIC1, nmepBuuHoro ckiieposupyroiiero xojanrura (PSC), semaHbIx
KaMHEeW M X0JIeI0XO0JINTHA3A, 3II0KAYeCTBEHHOT'0 HOBOOOPA30BaHHsl, BBI3bIBAIOIIETO
OOCTPYKIIMIO KETYHBIX TPOTOKOB, CAMIITOMOB (pacuecblBaHUE, 3y1T), CBSI3aHHBIX C XOJIecTa3om/
PA3JIMTUEM XKEITUM, TAHKPEATUTA, XPOHUUECKON ayTOMMYHHOW 00JI€3HU IIEYEHHU, TPUBOASIIEH
K Pa3BUTHIO XOJIECTA3a, 3y/ia IIPU XOJIECTATUYECKON OOJIE3HU MeYEHU U OOJIE3HEHHBIX
COCTOSIHUH, CBSI3AHHBIX C COCTOSIHUEM TUIEPIIMIUIUMUM.

17. Kpucranmmdeckas hopma 3;100MKcudaTa, KpUCTAITUIECKHI O€3BOTHBIN 2ITOOMKCHOAT
WIM KPUCTAJUIMYECKUIN TUTUIPAT 2JI00MKcUOaTa 1o JIto0oMy U3 . 1-11, 171 mpuMeHeHUs B
JICUEHUM WITU TTPOUITAKTUKY 3a00JI€BaHUS, BBIOPAHHOTO U3 aHTUAPATPYIIIIbI, COCTOSIIEH 13
3a00JIeBaHUI [T€YEHHU U CBSI3AHHBIX C HUM COCTOSTHUM, Y)KUPOBOW AUCTPOGUU IEYEHHU, )KUPOBOTO

Crp.: 2

n o

60LYVYILLLOC

\4



A

20171141009

RU

renaTo3a, HeaJIKOoroJIbHOM KUpOoBoit Oosie3Hu neyeHu (NASH), aIKOoroJIbHOTO IenaTuTa,
OCTPOW KUPOBOM TUCTPOGUU TIEUSHH, KUPOBOU TUCTPOUHU TIEUeHU OepEeMEHHBIX,
JIEKaPCTBEHHOT'O TeMIaTUTA, TTATOJIOTHIA, CBI3aHHBIX C ITEPETPy3KOI keie30M, Grudpo3a reueHH,
UPPO3a MeYEHH, IelaTOMBbI, BAPYCHOTO TeaTUTa U Mpo0JjieM, CBSI3aHHBIX C
HOBOOOpA30BaHUSIMH M HEOTIa3MaMU B ITEUEHHU, HKEITUHBIX IPOTOKOB U MOIKETYT0UHON
JKEJIe3Bbl.
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