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KaTteropum nereii ¢ KpuTepusiMi Ha3HAYEHUS JIEKAPCTB:

Kareropum pereil, KOTOPbIM IOKA3aHO HAa3HAYEHHE JIEKAPCTBEHHOIO
npenapara MHWBakaprop + aymakadprop (T.H. OpkamOu) (rpanyJbi)

1. Bo3pacT: 2 - 5 ner

2. monarBepkaeHue Hanmmuus myTaruu F508del Ha obenx amnensx rena CFTR y
nmarMeHTa ¢  MYKOBHCIUAO30M  (9PdekTuBHOCTH U 0O€30MacHOCTh
KOMOUMHAIMU uBakadTop + TymMakadToOp yCTAaHOBJIEHA TOJIBKO Y MAIMEHTOB C
MYKOBHUCIIHI030M, TOMO3UTOTHBIX 110 MyTanuu F508del B rene CFTR).

3. OTCYTCTBHUE HOCHTEJIbCTBA BapuaHTa L467F reHa CFTR
(NM_000492.3:¢.1399C>T; NP_000483.3:p.(Leu467Phe)) B cocrase
KOMILIEKCHOT'O ayIesst C MyTanuen F508del.

Kareropum pgerteil, KOTOpPHIM TMOKa3aHO HA3HAYEHUE JIEKAPCTBEHHOIO
npenapara UBakadrop + aymakaprop (T.H. OpkamoOn) (TadaeTKn)

1. Bozpact 6 - 18 ner

2. monarBepkaeHue Hanmaus myTaruu F508del Ha obenx amnensx rena CFTR y
nmarMeHTa ¢  MYKOBHCIUAO30M  (9PeKTUBHOCTH U 0O€30MacHOCTH
KOMOUWHAIMU uBakapTop + JymMakadToOp YCTAaHOBJICHA TOJBKO Y MAIMCHTOB C
MYKOBHCIIHI030M, TOMO3UTOTHBIX 110 MyTanuu F508del B rene CFTR).

3. orcyrcTBue HocutTeibcTBa BapuaHta L467F rema CFTR (NM_000492.3:
€.1399C>T; NP_000483.3:p.(Leu467Phe)) B cocTaBe KOMIUIEKCHOTO aJljIess
c MyTanuen F508del.

Kpurepuun mnepeBoga manMeHTOB € TePaNuM JIEKAPCTBEHHBIM IPeEnapaTom
uBakaprop + JaymMakadTOp Ha TepanuI0 JEKAPCTBEHHBIM IpenaparoM
yjekcakadrop/uBakadrop/resakadprop+uBakadTop npu MyKOBUCHILIO03€

1. Bospact namnueHToB: crapiie 6 et u miasme 18 jert;

2. Hamwume oguoro u3 kpurepuen: Gyukmus jgerkux mo OOB1 menee 50% wnmun
Hanuuue JIerouHoro MHKOOAKTEpPHO3a, BBI3BAHHBIA HETYOEPKYJIC3HBIMU
mukobakrepusmu (HTMB);

3. T'omosurorel ¢ komiuiekcHbIM ayenem delF508/L467F; F508del mpu
HAJIMYUU BBIIIEU3TIOKEHHBIX KPUTEPHUEB BKITIOUCHUS;



4. Tsxenwsie HITP, TpeOyromiue oTMEHBI MpernapaTa CorjacHO MHCTPYKITUU;
5. Hamuuue 3axmouenus uz ®I'AY «HMMUILL 3nopoBes nereity MuH3npasa
Poccun nnmu ®I'BHY «MI'HILI».

JlonosHuTEIbHBIEC KpUTEepUHU 1o HA3HAYECHUI0 npemnapara
iekcakadrop/mBakadrop/Tezakadprop+uBakagTop mnNpu  MYKOBHCIH03€

B cnydae BeIsiBIeHUS 0THOTO TTaTOTeHHOTO BapuanTa reHa CFTR, mepednciieHHOTO
B MHCTPYKIMU MO TPUMEHEHUIO Mpenapara, ocje MoJIHOTO CEKBEHUPOBaHUS T'eHa
CFTR u noucka xpynubix aenenuit rena CFTR meromom MLPA npu nHanuduun
TUMUYHOU KJIMHUYECKOM KapTHUHBI MYKOBHUCIIM03a, JABAXKIbI TOJIOKUTEIbHON
MOTOBOM MPOOBI, TUMUYHBIX U3MEHEeHUH 10 naHHBIM KT opraHoB rpyaHoO# KJIETKU
u OKOJIOHOCOBBIX nasyx.

JlonosHUTEIbHBbIE KPUTEPUU M0 HA3HAYEHUIO MNpenaparoB usakadrop +
aymakadprop uiam 3iekcaxkadrop/uBakadrop/rezakadprop+uBakadprop npmu
MYKOBHCIH/103¢

1. B cnyyae oOHapyKeHHUsI B T€HOTHUIIC MAIMEHTOB JIByX NMAaTOT€HHBIX BapUAHTOB
reda CFTR, He yka3aHHBIX B HMHCTPYKIMH IO MPUMEHEHHUIO Tpemnapara, Ipu
HAJUYUU TIOJIOKUTEIILHOTO pe3yJsibTaTa (POPCKOJMHOBOTO TECTa Ha KHIIEYHBIX
opraHoujiax. B »3Tom cilyyae BO3MOXXHOCTb Ha3HA4Y€HHUS TapreTHOM Tepamnuu
pacnpocTpaHseTCs Ha BCEX NAlIUEHTOB C TAKUM K€ T€HOTHUIIOM.

2. B ciyyae Hanmuuus B TEHOTWIIEC TMAIMCHTA JBYX MMATOTCHHBIX BAPHUAHTOB I'eHA
CFTR, He ykazaHHBIX B UHCTPYKIMHM II0 TIPUMEHCHHIO TMpemnapara, IIpHu
TIOJIOKUTEIBHOM 3P deKTe TPUMEHEHHUS TAPTreTHOTO IMpernapara, MOATBEPKIASHHOM
B JIMHAMHKE pPe3yJbTaTaMU TMOTOBOW MPOOBI W/WIU TECTa ONPEACIICHUS Pa3HOCTH
KUIIEYHBIX TOTEHIIMAIOB Ha OMONTATaX MPSIMON KHIIKH MaI[UEHTA.

Kareropum pgereil, KOTOPbHIM TMOKAa3aHO HAa3HAYEHHE JIEKAPCTBEHHOI'O
npenapara Jjekcakadprop + uBakaprop + Te3akadrop/mBakadTop (T.H.
Tpukadra)

1. Bo3pacTt 6 - 18 ner

2. 3a00J€BaHME  YCTAHOBIEHO  COrJIacHO  KpuTepusiMm  KiouHudeckux
pexomenaanui «Kucrosnsiii pudpo3 (MyKoBUCIIHI03)» (BO3pacTHas rpynmna
— B3POCIIbIC U ACTH) B Iopazjaeie oduimaasHoro caiita Munsapasa Poccun
«PyOpukarop  KIMHUYECKUX  PEKOMEHIAIMI»  TMOJ  YHUKaIbHBIM
UJIEHTU(PUKAITUOHHBIM HOMEPOM KP372/1
(http://cr.rosminzdrav.ru/#!/recomend/231)
3. HanMMuMe B TEHOTHUIIE TAIMeHTa MaTOreHHbIX BapuaHTtoB reHa CFTR



(komnayHza-rereposurornocts F508del wmu omuoit w3 177 BapuaHTOB C
JO0BIM  JIPYTMM ~ TIATOTEHHBIM ~ BapHMaHTOM  COTJIACHO  WHCTPYKIIUH
https://www.trikafta.com/who-trikafta-is-for#mutationslist), BeisBICHHBIX B
X0J1e MOJIEKYJISIPHO-TEHETUIECKOTO UCCJICIOBAHMUS.
Kputepun wuckmouenus: I'omosurorHocts mo F508del myrammm 0e3
KOMIUICKCHOTO  HOCHTEIbCTBO  Bapmanta L467F rema  CFTR
(NM_000492.3:c.1399C>T; NP_000483.3:p.(Leu467Phe) B cocraBe
KOMILTIEKCHOTO atens ¢ myrtanued F508del, mokaszano mpuBOAMAIIEro K
PE3UCTEHTHOCTHU K TEepaIuHu.



