3akaoveHne IKCIIEPTH3bI

MeJHIHHCKOH TEXHOJIOTHH HA COOTBETCTBHE KPHTEPHSM
BbICOKOTEXHOJIOTHYHbIX MEAHIIHHCKHX YCJIYr
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XapakTepHCTHKA
«OrmnpeneneHne YyBCTBUTENBHOCTH K TepanMH KodepMeHTOM
TeTparuapobHonTepuHa y 60bHBIX ¢ PEHHIKETOHYpHEHN

Jleyenne nauueHToB ¢ (deHunkeroHypuei (manee - OKY),
YyBCTBHTEIBLHBIX K TEpanuu KO(EpPMEHTOM
TeTparuapoOHONTEPUHa,  TPH  OTCYTCTBHH  3alEpiKKH

YMCTBEHHOTO Pa3BUTHSL.

MeTon OCHOBaH Ha ONpeleNieHHH YYyBCTBHTENBHOCTH K
Tepanuu KohepMeHTOM TeTparuapobuontepuHa (naee - BH4)
y OonpHeIx C (GeHunkeToHypueil (manee - ©OKVY) wu
runeppunmiananuHemueii (ganee - ['@A). HoeiM mogxomom
K neuyeHuio OKVY u 'OA saBngeTcs NOBBIIEHHE aKTHBHOCTH
OCTaTOYHOH (QeHunanaHuHruapokcwiassl (nanee - OAI)
MyTeM Jie4eHUs (apMaKoJOTHYECKUMH KosuuecTBamu BH4
WM ero OMOJIOrMYecKH aKTHBHOH cHHTeTHYecKoi Qopmoii
CampoNTepUHa AUTHIAPOXJIOpHI (Jajee - CampONTEPHH).
Camponrtepux ABJIAETCSA NaTOreHeTHYECKHM u
BCIIOMOTaTe/IbHBIM METOJOM JIeYeHUs I YyBCTBHTENBHBIX B
BH4-tepanun  dopm TOA u  OKVY. Ilpumenenue
canponrtepuHa y nauueHToB ¢ ['®A u @KV, uyBcTBHTENBHBIX
k BH4, 3axmouaeTcs B BOCCTAaHOBJIEHHMH AKTHBHOCTH
noBpexxneHHoi DAL u, cnemoBarenbHO, B YCHJICHHMHM WM
BOCCTAHOBJIEHUH OKHCJIMTENBHOTO MeTabonu3ma
¢benunananuna (nanee — GA) 10 ypoBHS, JOCTATOYHOIO A
CHW)XEHUS WIH yIep)KaHHsl ero KOHLIEHTpalUH B KpPOBH, B
NpPEeIOTBPALIEHHH WM OclablieHHH JallbHEHIIEero HaKomiIeHus
Phe, a Takxke B VyBEJIMYEHHMH TOJEepaHTHOCTH K DA,
nocrynapomeMy ¢ numiei. [lpenmonaraemele  3aTpaThl
BKJIOYAIOT NPOBEICHHE aHalu3a Ha omnpeaencHue ypoeHs GA
B KpPOBH, NpHOOpeTeHHe canponTepuHa u «L-PennnananuHay,
a TAKXKE KOHCYNIbTal s Bpa4ya Ino CIIEMHAJIBHOCTH
«MenuIHCKas FeHeTHKaY.

CobmoneHue cTporof IHETH ¢ PE3KHM OTPaHUYEHHEM
(heHHNaTaHHHA.
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Cunretnueckuii aHanor BH4 — canponTepyuHa JUrHAPOXJIOPH]
ABJSEeTCS TIATOreHeTHYECKMM MeTOxoM Jedenus s BH4-
nepuuuTHex ¢opM I'PA u npuMeHseTCs [ JIEUCHHS
yyBcTBUTENbHBIX K BH4 Tepanuu OGombHBIX ¢ QA

sapucuMbiMu [ @A, Bimowyas OKVY. B HacTosee Bpems

NaHHBIH JeKapcTBEHHEIH mpenapar 3apeructpuposad B PK noxn
TOproBeM HamMeHoBaHHeM KyBaH, perHCTpalHOHHBIH HOMED
PK-JIC-5Ne019261 ot 10.10.2017r. KaxaoMy MDauueHTy ¢
gHegoctatoynocteio  ®AI  gomkHO  OBITH  NPEASIOKEHO
TECTHPOBAHHE CAPONITEPHHOM IS OLEHKH TyBCTBUTEIIBHOCTH
x gadHoMmy npemapary. JlonroBpeMenHas —(MCTHHHas)
YyyBCTBHTEJIBHOCTh K TMpenapary OLEHHMBAeTCs B mnpouecce
J€YeHHs TPH CHCTEMATHYECKOM MOHHMTODHPOBAHHH yPOBHA
®A B KpOBH M OIEHKE H3MEHEHHSA TOJCPAHTHOCTH K
numepomy OA.

[ypukas [ M.



