202293036 Al

(19) EBpa3suiickoe @) 202293036 3 Al

naTeHTHoOe
Be4OMCTBO

(12) OIMMMUCAHHUE M30BPETEHUS K EBPABUNCKOMU 3ASIBKE

(43) Aara ny6nukauum sasiskm (51) Int. Cl. A61K 31/192 (2006.01)
2022.12.12 AG61K 31/525 (2006.01)
AGIK 31/675 (2006.01)
(22) Rara nopaum sasskm AGIP 25/00 (2006.01)
2021.04.22

(54) JIEYEHHUE COCTOSIHUM, CBSI3AHHBIX C TOPMOHOM IIMTOBUIHOM KEJIE3bI

(31) 63/013,960; 63/088,523; 63/135,118 (71)(72) 3asButens n usobpetartens:
(32) 2020.04.22; 2020.10.07; 2021.01.08 CKOTT II1 JIMH3H| O. (US)
(33) US

(74) nNpeacrasutens:

(86) PCT/US2021/028675 Memmenen B.HL (RU)

(87) WO 2021/216896 2021.10.28

(57) PackpbITbI CLIOCOOBI M KOMITO3HLIMH JUISL JICYCHHSA U IPEAYTIPEKICHHS PA3BUTHS MEAMLUHCKIX COCTOSHUH,
CBsA3aHHBIX C pacpeaACICHUCM, TPAHCITIOPTUPOBKOU U ICUOAUPOBAHUEM IT'OPMOHA IITUTOBUAHOU KEJIE3bI B
neHTpanbHoi HepBHO# cucteme ("LIHC"), Bkirouast 6e3 orpaHu4eHus TOJIOBHON MO3T M CHTHHOM MO3T. B
YaCTHOCTH, PACKPBITHI COCOOBI ¥ KOMITO3HITNH JJIs JIeUeHHs cCuHApoMa AsutaHa- XepHaoHa-/laam.

IV 9¢0¢£67C0C



OIIMCAHUE U3OBPETEHUA
2420-576287EA/085
JEYEHHUE COCTOSIHUI, CBA3AHHBIX C TOPMOHOM IIIUTOBUJIHOM
KEJIE3bI

HNEPEKPECTHASA CCBIJIKA HA POACTBEHHBIE 3AAABKH

Hacrosmas 3asBKka UCIIpalnBaeT NPEUMYLIECTBO PUOPUTETA MIPEBAPUTENBHON 3asBKU
Ha nareHT CIIA 63/013960, mopanHo# 22 anpenst 2020 r., mpenBapUTEIbHON 3as5BKU HA MATEHT
CIIA 63/088523, monanHo# 7 oktsi0pst 2020 r., u nmpensaputenbHON 3asaBku Ha mateHT CLIA
63/135118, nonanHoi 8 siHBapst 2021 r., Ka)as U3 KOTOPBIX BKJIIOYEHA B HACTOSIINN JOKYMEHT
MOCPEACTBOM CCBUIKH BO BCEH CBOEH IOJIHOTE.

OBJACTH TEXHUKH, K KOTOPOH OTHOCHUTCS H30EPETEHUE

IIpenmer, packpbIThbIii B HaHHOM JOKYMEHTE, B IIEJIOM OTHOCHTCA K crocob0am H
KOMIO3ULUAM Il AMArHOCTUKM, JIEUEHUS U TNPEAyNpeKIEHUs pPa3BUTHUS MEIULIMHCKUX
COCTOSIHUH, CBSI3aHHBIX C pacIpeleleHHeM, TPAHCIOPTUPOBKON M ACHOAMPOBAHHMEM TI'OPMOHA
IIMTOBUIHOMW »KeJNie3bl B LIeHTpajbHON HepBHOU cucteme («L[HC»), Bkirouas 6e3 orpaHuveHus
rOJIOBHOM MO3T M CIIMHHOHN MO3T. B 11071€€ KOHKPETHOM acmeKkTe MpeaMeT, PACKPBITBIN B JAHHOM
IOKYMEHTE, OTHOCUTCS K Crioco0aM M KOMITO3MLUSM IS JISYeHUs] CUHApoMa AJuiaHa - XepHIoHa
- Hanmu.

YPOBEHb TEXHUKH

Cunpnpom Asnana - Xepuaona - Jlanmu («KAHDS») 61 onucan B 1944 r. Tem He meHee,
AHDS He cBs3pIBaIM ¢ MpoOsieMamMHu TPAHCIIOPTHPOBKH TOPMOHA IIUTOBHIHOW KEJIE3bI
npumepro 10 2004 r., koraa 6pu10 00HapyskeHO, uTo AHDS BbI3BaH MyTalueil OTHOCUTEIBHO
TpaHcnopTtepa MoHokapOokcunara 8 («MCT8»). MCT8 komupyercs renom SLC16A2, u MCT8
TPAHCIIOPTUPYET PA3JUUHbIE HOATUPOHUHBI, BKJIKOUYAsi TOPMOHBI LIUTOBUIHOM >kene3bl T3 u T4.
Hecmotpst Ha nmaHHyr MyTanuro, OONEIoUINe MHANBHIABI (KOTOPblE OOBIMHO SIBJSIFOTCS OCOOH
MY>KCKOT'O M0J1a, YYUTBIBAsI, YTO 3TO CLETNIEHHAs ¢ X-XpOMOCOMOM MyTalys, HOCUTeJIeM KOTOpOit
CITy»KaT 0COOU JKEHCKOTO M0J1a) OOBIMHO HMEIOT HOPMAJIbHOE CONep KaHue TOPMOHA IUTOBUIHOMN
JKeJne3bl B «KPOBHW» B XOJl€ aHajn3a ypOBHEH TOpMOHa IIUTOBUAHOHN »eje3bl B IUIa3Me WU
CBIBOPOTKE KpoBU. HBIMU CIIOBaMH, OHH MOTYT MUMETh HOPMAJBbHYIO (DYHKLHIO IIUTOBUIHON
JKeJle3bl B COOTBETCTBHU C aHAJIHM30M KPOBH, Jaxke Oe3 mpuema Kakux-JIuOO MpenapaToB Uis
NOBBIIIEHUsI YPOBHSI TOPMOHA IIMTOBHIHOW JK€JE3bl, WIM OHH MOTYT OTOOpa’kaTh IaHENb
IIUTOBUHOM JKeJie3bl B KPOBH, HJLTIOCTPATUBHYIO WJIM COOTBETCTBYIOLIYIO KIIMHUUECKON KapTHHE
raneptupeosa. Mx muroBuaHas xene3a CnocoOHa Mpoay IMPOBATh TOPMOH IIUTOBUHOH JKeEJIe3bl,
HO BCJIE/ICTBHE M€HETHUYECKON MyTaly HapyLIaeTcsi TPaHCIOPTHPOBKA MOPMOHA IMUTOBUAHOMN
JKeNe3bl Uy HUX HaOoqaeTcs BeipaskeHHbIH runotupeos B LIHC, npenMymecTBeHHO B HEHpOHaX
Ha BHYTPHUKJIETOUHOM YypoBHe. Takum oOpasom, mHameuael ¢ AHDS wumenoT cmemaHHYIO
KJIMHUYECKYIO KapTHUHY, MPU KOTOPOH y TAKHMX JIML HAOJFOAETCsl THIIEPTUPEO3 HIIH SYTHPEO3 B
KpPOBH, HO BbIpakeHHbIH runotupeos B LIHC.

MCTS8 B 3HaunTenpHOU creneHu skcnpeccupyetcst B LIHC. B pesynprare cnenuduuecku

T3 nenpasmnbHO TpaHcnoptupyercs B LIHC (mpeskne BCcero OTHOCHTENIBHO HEHPOHOB), YTO



NPUBOIUT K TIIyOOKOMY BHYTPHUKJIETOUHOMY THUIIOTHPEO3Y B TKAHU TOJIOBHOTO Mo3ra. Takum
oOpasom, yesnoBek ¢ AHDS nmeer riryO0okuii ruimoTupeos B rOJIOBHOM MO3T€, HO OTHOCHUTENbHBIN
TUNEepPTHPE03 WK 3yTHpeo3 B kpoBu. B pesynbrate AHDS y naHHBIX MHAMBUIOB BO3HHUKAIOT
U3HypsiroIne cocTosiHusl. OHM MOTYT OBITh OTHOCHUTEJIBHO HOPMAJIbHBIMHU TIPH POXKIIEHUH, HO B
MOCJEAYIOLIUE MeCSALbI MOTYT TMOSIBUTbCSI TPU3HAKU TUIOTOHUU. 3aTeM Yy HWHAMBUIOB
HAOJFOIaeTCsl YXYAIIEHUE COCTOSTHHSI C TSDKEJIOH YMCTBEHHOW OTCTAJIOCTBIO M U3HYPSIFOIIUMHU
JBUTaTeJIbHBIMU PacCTPOICTBaMM, BKJIIOUAsl JUCTOHUIO U CIIACTUYHOCTh. B HacTosliee BpeMs He
CyLIECTBYeT JieueHus 11 AaHHbIX uHAuBuAoB ¢ AHDS. Jleuenus He cymectyer. OHO Takxke
SIBJISIETCSL OTHOCUTEJIHO PEeIKUM 3a00JIeBaHHEM, KOTOPOE, MO OLeHKaM, nopaskaer oosnee 50000
YEJIOBEK BO BCEM MHPE, B TO BpeMs Kak B HacTosiiee BpeMs u3BecTHO MeHee 500 ciyuaes. Takum
o0pa3oM, HEOOXOAMMBI CIOCOOBI M KOMIIO3UIMH, KOTOpble MoryT jeuutb AHDS (nedunur
MCTS8) w/unu obnerdats oquH UK 6ojee ero cumMnToMoB. Kommnosuimu u criocodsl, pacKpbIThie
B JIaHHOM JIOKYMEHTE, yIOBJIETBOPSIIOT JaHHBIM U APYTUM MOTPEOHOCTSM.

KPATKOE OITMCAHHME CYIIHOCTHU U30bPETEHU A

B cootBeTcTBHU € LENSIMH PACKPBITBIX MaT€PHAJIOB M CIIOCOOOB, KaK 3TO BOIUIOLIEHO H
IIUPOKO OMHUCAHO B HACTOSIIEM JTOKYMEHTE, PACKPBIThIH OOBEKT H300PETEHMsI, B OHOM aCIIeKTe,
OTHOCHTCS K COSIMHEHHSIM, KOMITO3ULIMSIM U CIIOCOOaM MOJTy Y€HHS M UCTIONIb30BAHUS COEINHEHUH
Y KOMIO3ULMH. B KOHKPETHBIX aCleKTax paCKPbIThIN MPEAMET OTHOCUTCS K BAPUAHTAM Tepanuu
nns nedenus pepurmra MCT8 (curnpoma Amnana - Xepunona - JHaamu wiu AHDS) w/wnm
obyerdeHust OgHOro wiu Ooyiee ero CHMIITOMOB, a TaKXKe JIEYEHUS] COCTOSIHUH, CBSI3aHHBIX C
AHDS.

B KOHKpeTHBIX MpHUMEpax PacKPBITHIA MPEAMET OTHOCUTCS K CIIOCOOaM M KOMITO3ULIUSIM
IUTsl IpenynpeskaeHus] W/uiu JiedeHus Jironed, crpanaromux AHDS, ot passutus mpoOiewm,
cBsi3aHHBIX ¢ neduuuramu (onatoB. B HEKOTOPBIX BapHaHTaX OCYINECTBJICHUS PACKPBITHINA
npeaMeT nmpeacTasisier codol crocod BBeneHus (onata moasM, crpagaoumm AHDS.

B HexoTOpBIX BapHaHTax OCYLIECTBICHUS PACKPBITBIA MPEIMET TMPENCTaBiIsAeT COOOM
cnoco0 BBeneHHs! (hapMaLeBTHUECKOW KOMITO3UIIMH HIIH MUIIEBOH NOOaBKH, COAEPKAIIUX OTHO
wiu 6osiee u3 ponara, Buramue B 12, Buramun B6 wnu Butamun B2 mronsm, ctpagaromum AHDS,
NIOCKOJIbKY JJAHHBbIE BUTAMHUHBI UTPAIOT CJIOKHBIE POJH COBMECTHO ¢ MeTabonm3MoM ¢oiatos. B
HEKOTOPBIX BapHaHTaX OCYLIECTBIIEHUS DPACKPBITHIA IMpeAMET NOMOJIHUTENbHO MPEeACTaBIsAET
coboli croco0 BBeIEHHS BOCCTaHOBJEHHOro ¢onata uHAMBHAaM, ctpamaromum AHDS. B
HEKOTOPBIX BapHaHTaX OCYLIECTBIIEHUS PACKPBITHIA IpeAMeT NOMOJIHUTENbHO MPEACTaBIsAET
co0oii croco® BBeIeHUsT OIHOTO WM OoJjiee U3 BOCCTAHOBIEHHOro ¢onara, BUTamuHa B12,
BuTaMuHa B6 unu ButamuHa B2 unausBupam, crpagaroumm AHDS. B eme onHom BapuaHTe
OCYILECTBJICHUS] PACKPBITHIH MPEAMET TOTOJHUTENBHO MPEeACTaBiIsieT coOoi cnocod BBEAEHUS
onHoro wiu Oonee n3 (HOTMHOBON KHUCIOTHL, BUTaMuH B12, Butamua B6 wiu Butamun B2
uHauBUIaM, crpagaromiuM AHDS. B elie ogHOM BapraHTe OCYIeCTBIEHUsS] PACKPBITHIN TpeaMeT
JOTIONTHUTENPHO TIPEACTaBIsieT Cco0OH crmoco® BBemeHWst OJHOrO WM Oojee wu3  S-
MetuaTeTparuapodonata, S-meTwiITeTparu1podoaueBol KUCIOThL, BUTaMuHa B12, Butammnna B6

unu ButamuHa B2 uanusupam, crpagaromnM AHDS. Kpome TOro, B HEKOTOPBIX BapHaHTax



OCYIIECTBJICHUs] BBeleHHE (HapMalEeBTHUECKOW KOMIIO3UIMH WJIM THIIEBOH 10OaBKH,
conepskamx oaHo win 6ojee u3 ¢onata, BuramuHa B12, suramuna B6 win Butamuna B2, Oy et
W3JICYNBATh WK Tpenynpexnatb ces3aHHbie aeunutel B [THC, B 4acTHOCTH OTHOCHUTEBHO
KJIETOK B TKAaHSAX TOJIOBHOIO MO3ra. B HEKOTOpPBIX BapUaHTax OCYIIECTBJICHHUS PaCKPBIThIN
mpeaIMeT BKJIIOYAaeT BBeACHHE (HhapMaleBTHUECKONH KOMITO3UIUK WM IHIIEBOW J00aBKH,
comepskammx ogHo i Oonee u3 ¢onara, Buramuaa B12, Butamuna B6 wiu Buramuna B2, u
MOJKET OBITh CBSI3aH C BBEIECHHUEM OIHOTO WJH Oojiee U3 APYIHX 3JEMEHTOB W/WIJIM OJHOTO WIIN
OoJiee U3 IPYyruxX BUTAMUHOB rpymnmnbl B. B HEKOTOPBIX BapuaHTaX OCYLIECTBIIEHUS PACKPBITHIN
npeaIMeT BKJIIOYAaeT BBeACHHE (HPapMaleBTHUECKONH KOMITO3UIMK WM IHIIEBOH J00aBKH,
CoZIep KALIUX OJIUH MK OOJIee U3 IPYTHUX 3JIEMEHTOB H/VJIH OJMH UITH OOJiee U3 APYTrUX BUTAMHHOB
rpymnmnsl B.

B cBm3u ¢ geuenmem AHDS s mpeonosieHHs CHIDKEHHOM CIOCOOHOCTH K
TPaHCIIOPTUPOBKE TOPMOHA LIIUTOBUHOM >KeJIe3bl B KJIETKH TKaHU T'OJIOBHOTO MO3ra B pe3yJibTaTe
MmyTaiuu, cBsizaHHoM ¢ MCTS, mpakTHKyoIre Bpauu MpUOerarT K UCIOIb30BAHUIO PA3JIMYHBIX
AQHAJIOrOB TOPMOHA LIWTOBUAHOHN Kejle3bl, ILIATIEPOHOB TOPMOHA IIUTOBUAHON JKENe3bl,
TUPOMUMETUKOB TOPMOHA IIMUTOBUIHOMN >Keje3bl WIM M€HHOW Tepanuu rOpMOHA LIUTOBUIAHOU
JKeJe3bl B Ka4eCTBE CPEACTB, TPaHCIOPTUPYOWUX T3 B KJI€TKM TKaHU rOJIOBHOrO Mo3ra. Tem He
MEHee, KaK YKa3aHO B JaHHOM JIOKYMEHTE, TaKhe BapUAHThl TEPATUU HEJOCTATOYHO YCTPAHSIOT
CBsI3aHHBIN ¢ ponaroM neduuut niam neguuut MeTadoIUTOB, CBA3AHHBIX ¢ poaaTtoM. Crenyroimue
BAPHUAHTBI OCYIIECTBIICHUS] CIOCOOCTBYIOT MPENYNPEKACHUIO U JICYEHUIO TaKUX Je(PHUIIMTOB AJIs
uHauBuaoB, cTpanatommnx AHDS. Kpome toro, B coueranuu ¢ nedennem AHDS, nnst neyenust
TUNepTHpe03a, BO3HUKaroulero B kposu 3a npexenamu LIHC, u nnst nedeHus rumortupeosa,
KOTOPBIi BO3HUKAET B TKAHSIX TOJIOBHOTO MO3ra, NPAKTHKYIOIIUE Bpadyud MpUOErarT K
UCTIOIb30BAHUIO AHTUTHUPEOHIHBIX TPEnapaToB W/WIM JIEKAPCTBEHHBIX CPEICTB HAa OCHOBE
TOPMOHA LIUTOBUJIHOM JKEJI€3bl B KAUECTBE CPEACTB CHUKEHUS ypOoBHEH T3 B KpOBH 3a npeaesaMmu
IMHC u ycunenus: BbIpabOTKH rOPMOHA IUTOBUIHOM KeJie3bl B TKAHU MOJIOBHOTO Mo3ra. Tem He
MEHee, KaK YKa3aHO B JAHHOM JIOKYMEHTE, TaKUe BaPUAHThI TEPATUH HEJOCTATOYHO YCTPAHSIIOT
CBSI3aHHBIHN ¢ posaToM AepuuuT win feGuuUT MeTaboIUTOB, CBsI3aHHBIX ¢ poatom. Crenyrommue
BAapPUAHTHI OCYINECTBJICHHs Takke OOJerdaroT MPOPUIAKTHKY U JIeYEHHE TAKUX HE(PHUIUTOB Y
uHAUBUIOB, cTpagaromux AHDS.

B HEKOTOpBIX BapHaHTax OCYLIECTBICHUS PACKPBITBIA MPEIMET TNPEICTaBJIsAeT COOOM
croco0 BBEAEHHUS aHAJIora ropMOHa IMUTOBUAHON Jkeje3bl ¢ (papManeBTHIECKON KOMITO3UIUEH
WM TIUINEBOH NOOaBKOM, comep kaiuMu OTHO uin Oojee u3 ¢omara, Buramuaa B12, BuramuHa
B6 wm BuramumHa B2. B apyrux BapuaHTax OCYIIECTBJICHHS BMECTO (hapMalleBTHUECKOM
KOMITO3UIINH WJTH THUINEBOH JOOaBKH, COAEp KAIINX OIHO Ui Oojiee u3 ¢omara, Butamuaa B12,
ButamMuHa B6 wnn Butammua B2, nnm B nomonHeHne K (papManeBTUUECKON KOMITO3ULIMH WITH
MUIIEeBON f00aBKe, ComepKaluM OTHO Wiu Oojiee u3 ¢onata, ButamuHa B12, sutamuna B6 wmu
BUTaMHHA B2, BBeIeHHE MOXKET JOTIOHUTENBHO BKIIFOYATh OZIMH WX 0OJiee U3 IPYTHX JIEMEHTOB
W/WJTM OMH WJIH OoJiee U3 IPYTUX BUTAMHHOB TPyMIbI B.

B HEKOTOpBIX BapHMaHTax OCYLIECTBIECHUS PACKPBITBIA NMPEIMET TNPENCTaBJIsAEeT COOOM



croco0 BBEEHUs LIarepOHa TOPMOHA IIUTOBUAHOM JKese3bl ¢ (papMarieBTUIeCKOH KOMITO3UIUEH
WM TIUINEBOH NOOaBKOM, comepikaiuMu OqHO uin 6ojee u3 ¢omnara, Buramuaa B12, Buramuna
B6 wmm BurammHa B2. B apyrux BapuaHTax OCYIIECTBJICHHS BMECTO (hapMaleBTHYECKOM
KOMITO3UIINH WJIH THUINEBOH N0OaBKH, COAep KAIINX OIHO Wi Oojee u3 ¢omara, Butamuaa B12,
ButamMuHa B6 wnn Butammua B2, nnm B nomonHeHne K (papManeBTUUECKON KOMITO3ULIMH WIIN
MUIIeBON A00aBKe, ConepkKaluM OHO Wiu Oojiee u3 ¢osata, ButamuHa B12, sutamuna B6 wu
BUTaMUHA B2, BBeZIeHNE MOKET JOMOIHUTEBHO BKIIFOUATh OIUH HITH 0OJIee U3 IPYTHX 3JIEMEHTOB
W/WJIM OMH WK OoJiee U3 APYTUX BUTAMHHOB IPYMIIbI B.

B HexkoTOpBIX BapuaHTax OCYIIECTBIIEHHUS PACKPBITBIN MPEIMET MpencTaBisieT coOoi
crocod BBENEHHWS THPOMHUMETHKA TOPMOHA LIUTOBUIHOW Keie3bl ¢ (hapMaleBTHIECKOH
KOMITO3ULIMEeH WM MUIIEeBO 100aBKOH, comepskaliuMu OAHO miu Oonee u3 ¢onara, BUTAMHUHA
B12, surtamuHa B6 win ButammuHa B2. B npyrux BapuaHTax OCYIIECTBJIEHHUS BMECTO
(dapmaneBTHUECKONH KOMITO3ULIMK WJIM TMUILIEBOW AO0ABKH, COAEpAIIMX OJHO WK Ooyiee u3
¢omara, ButamuHa B12, BurammHa B6 wnm ButamuHa B2, win B JONOSHEHHE K
(bapMaLIeBTHUECKOW KOMITO3UIIMM WJIM MHINEBOH J00aBKe, COmepskalluM OAHO WM OoJyiee U3
¢donara, Butamuna B12, Buramuna B6 unu BuramuHa B2, BBemeHHE MOXET NOMOJHUTEIBHO
BKJIFOYATh OIMH WK 0OoJjiee U3 APYTHX 3JIEMEHTOB W/WJIM OAMH WK Oojiee U3 APYTrUX BUTAMHHOB
rpynmnsl B.

B HeKOTOpBIX BapHaHTaxX OCYLIECTBJCHUs PACKPBITHIA MPEIMET TMPENCTaBisAeT CcOOOit
croco0 BBENEHHsI T€HHOW Tepanuyd TOPMOHA IMUTOBUAHON Kene3bl ¢ (apMarieBTHYeCKOH
KOMITO3UIIMEH WM MUIIEeBOH 10OaBKOH, comepskaliuMu OQHO wiu Oosee u3 ¢oyata, BUTAMHHA
B12, BurammHa B6 win ButammHa B2. B npyrux BapuaHTax OCYIIECTBJIEHHS BMECTO
(dapManeBTHUECKONH KOMITO3ULIMK WJIM TMUIIEBOW NO0aBKH, COAEp KAIlMX OMHO WK Ooyiee u3
¢omara, ButamuHa B12, BurammHa B6 wam ButamuHa B2, wiM B JONOJHEHHE K
(dapManeBTHUECKONH KOMITO3ULIMK WJIK TMHUIIEBOW J00aBKe, COIEpIKAIUM OOHO WM Ooyiee W3
¢donara, ButamuHa B12, Buramuna B6 wnu BuramuHa B2, BBeneHHE MOMKET AOMOJHUTEBHO
BKJIIOYATh OIMH WK 0OJiee U3 Ipyrux 3JEMEHTOB W/ WK ONUH Uik 0oJjiee U3 OPyTriuX BUTAMUHOB
rpynmnsl B.

B HexoTophIX BapuaHTax OCyIIECTBJCHHUS B coueTtaHuu ¢ jeueHneM AHDS, packpbiTeiii
peaMeT MPEACTaBIseT coOON crnocod BBENEHUS] aHTUTUPEOUTHOE JIEKAPCTBEHHOE CPEICTBO C
(dbapManeBTHUECKONH KOMITO3UIIMEH WU MUIIEBON JOOaBKOH, COMep KaluMu OHO WK OoJiee W3
¢onara, Buramunaa B12, puramuna B6 unn Buramuba B2. B npyrux BapuaHTax OCyIIECTBJICHHUS
BMeCTO (papMaLieBTUYECKON KOMITO3ULIUU WJTH MHINEBOI 100aBKH, COMEpIKAINX OIHO WiH OoJee
u3 ¢onara, ButamuHa B12, Butamuna B6 wiu BurammHa B2, wiu B JOMONHEHHE K
(hapManeBTHUECKOH KOMITO3ULIMY WJIM TMHUIIEBOW J00aBKe, COIep:KaIUM OOHO WK Ooyiee W3
¢omnara, ButamuHa B12, Buramuna B6 wnm BurammuHa B2, BBeneHHE MOMKET JOMOJHUTEBHO
BKJIIOYATh OJIMH WU OOJiee U3 IPyTrUX 3JIEMEHTOB W/HJIH ONUH Wik Oojiee U3 OPyTrHX BUTAMUHOB
rpymnmnsl B.

B HekoTOphIX BapuaHTax OCyIIECTBJEHHUS B coueTaHuu ¢ jeueHneM AHDS, packpbiTbii

npeaMeET NpeaACTaBIISACT coboii crocod BBCACHHS JICKAPCTBCHHOI'O CPEACTBA HA OCHOBE I'OPMOHA



IIUTOBUIHONW JKeJe3bl C (apMaLeBTUYECKON KOMIO3MLMEH WM TMHUINEBOH IOOaBKOW,
conepsKaluMu OHO Wi Oojiee u3 ¢onata, ButamuHa B12, sutamuna B6 wiu Buramuna B2. B
OPYTUX BapHaHTAX OCYIIECTBJICHUS BMECTO (DapMaleBTUYECKOW KOMITO3WUIUU WIIA IHIIEBOU
no0aBkH, conepkamux onHo win 6ojee u3 gonara, BuramuHa B12, Buramuna B6 win Buramuna
B2, unu B nononHeHue K (papManeBTHIECKON KOMITO3ULIUH WIIH TUIIEBOH 100aBKe, COAEPIKALIIM
onHO uiH Oonee u3 ¢onarta, puramuaa B12, suramunaa B6 unn Buramuba B2, BBeneHne MoxkeT
JOTIOTHATEIbHO BKJIFOYATh OJUH WK OoJiee U3 APYTHX 3JIEMEHTOB /WM OAWH Wi Ooiee u3
JIPYyTUX BUTAMUHOB IpyTmibl B.

B HexkoTOpBIX BapuaHTax OCYIIECTBIIEHHUS PACKPBITBIN MPEIMET MpencTaBisieT coOoi
KOMITO3UIIHIO aHAJIOTa TOPMOHA IUTOBUIHOM KeJie3bl U OJHOTO WJTH OoJiee u3 ¢osiaTa, BATAMUHA
B12, Buramuna B6 ninu Buramuna B2. B npyrux BapuaHTax OCyIIECTBJICHHs] BMECTO OJHOTO UJIH
bonee u3 ponara, BuramuHa B12, Buramuna B6 nnn Buramuna B2, uinu B 1ONoSHEHHE K OTHOMY
wi Oosnee u3 ¢onara, suramuda B12, suramuna B6 unm Butamuba B2, xoMmo3unust MOKeT
JOTIOJTHUTEIPHO BKIIOYATh OAMH WM OOjiee M3 APYTHX SJIEMEHTOB W/WIU ONUH miu Oojiee U3
JIPYyTUX BUTAMUHOB Ipynbl B.

B HEKOTOpBIX BapHaHTax OCYLIECTBJCHUs DPACKPBITHIA MPEIMET TMPEaCTaBiseT coOoit
KOMIIO3UIMIO [IaepoHa TOPMOHA INMUTOBHMIAHOW JKeNie3bl W ONHOro Wiu Oonee w3 (Qodara,
ButamuHa B12, Buramuna B6 nnu Butamuna B2. B npyrux BapuaHTax OCyIIECTBIEHHSI BMECTO
oxHOro uiu donee u3 posnara, Buramuna B 12, Butamuna B6 wnm Butamuna B2, v B nonosHeHue
K ogHOMY ujiu Oonee u3 Qonara, Butamuna B12, Buramuna B6 wiu Butamuna B2, kommno3unust
MOJKET JIOTOJHUTEIBHO BKJIFOYATh OJMH UK OOJiee U3 APYTUX JIEMEHTOB W/WJIM OIUH Wi OoJiee
U3 IPYTUX BUTAMUHOB I'pyIIibl B.

B HekoTOpBIX BapuaHTaxX OCYINECTBICHHUS PACKPBITBIN MPEIMET MpencTaBjsieT coOoi
KOMITO3UIIUKO TUPOMUMETHKA TOPMOHA IIMTOBUIHOW JKEJIie3bl M OJHOro win Oojee u3 (onara,
ButamuHa B12, Butamuua B6 win Butamuna B2. B npyrux BapuaHTax OCyILECTBJIEHUsI BMECTO
OIHOTO Wn OoJiee u3 ¢osyata, Buramuna B12, Butamuna B6 wnu Buramuna B2, wiu B fononHeHne
K OTHOMY uJjiu Oojiee u3 ¢onata, ButamuHa B12, Buramuna B6 wian Butamuna B2, koMmo3uius
MOJKET JIOTOJHUTEIBHO BKJIFOYATh OJMH UK OOJiee U3 APYTUX JIEMEHTOB W/WJIH OHMH Wi Ooiee
U3 IPYTUX BUTAMUHOB IpyIibl B.

B HekoTOpBIX BapuaHTaxX OCYIIECTBIEHHUS PACKPBITBIN MPEIMeT MpencTaBjsieT coOoi
KOMITO3UIIMIO T€HHOU Tepanuy TOPMOHA IUTOBUIHON JKeJie3bl U OTHOro win Oojiee u3 (onara,
ButamuHa B12, Butamuua B6 wnu Butamuna B2. B apyrux BapuaHTax OCyILIECTBJIEHUs BMECTO
OIHOTO Wn OoJiee u3 ¢onata, Buramunaa B12, Butamuna B6 wim suramuna B2, wiu B fononHeHne
K OHOMY ujiu OoJiee u3 ¢onata, ButamuHa B12, Butamuna B6 winn Butamuna B2, koMmo3uius
MO3KET JOTOJHUTEIBHO BKJIFOYATh OJMH WK OOJiee U3 APYTUX 3JIEMEHTOB W/WJIH OMH WK OoJiee
U3 IPYTUX BUTAMUHOB IpyIibl B.

B npyrom BapmaHTe OCYIIECTBJICHUS PACKPBITBIA MpPEeIMET NpPeACTaBiIsieT CcoOok
KOMITO3UIIMIO AHTUTUPEOUTHOTO JIEKAPCTBEHHOTO CPEACTBA U OOHOTO WK Oojiee U3 APYTHX
3JIEMEHTOB W/WJIM OHOTO WiiH OoJiee U3 BUTAMIHOB I'PyTIIbI B.

B npyrom BapuaHTe OCYINECTBJIEHHSI PACKPBITBIA MNpEeIMET MpPencTaBisieT CoOoi



KOMITO3ULIMIO JIEKAPCTBEHHOTO CPENCTBA HA OCHOBE TOPMOHA LITUTOBUIHOM JKEJIe3bl M OTHOTO WIIN
OoJiee U3 APYIrUX 3JEMEHTOB W/MIIM OJHOTO Wik OoJiee U3 BUTAMUHOB TPyIIIbI B.

B mpennmournTensHOM BapHaHTE OCYLIECTBIEHHUS CIIOCOOBI W KOMIIO3MLIUU IS
MpEenynpexXaeHus: U JIeUeHUss COCTosHMM, cBs3aHHbIx ¢ AHDS, Brxmowator 5-
METHATETParupooNneBy0  KUCIOTYy  Wiu  S-merwiarerparuzapodonar. B gpyrom
NPEATIOUYTUTENIbHOM BapHAHTE OCYINECTBJICHUS] KOMITO3ULMS AU MPENyNpPEekaeHUs U JICUCHUs
cocTosiHul, cBszaHHbIXx ¢ AHDS, comepxur S-mermnrerparunpodonneByro KHCIOTY WIH S-
metmrrerparuapodonar, audo OTHeNbHO, JUOO C OAHUM K3 aHAjJIora TOPMOHA IMUTOBHIHOMN
JKeNe3bl, INanepoHa TOPMOHA INMUTOBUIHOHN >Keye3bl, THPOMHUMETHKA TOPMOHA LIMTOBHIHON
JKeNe3bl WM T€HHOHM Tepanmuy ropMOHA LIUTOBUAHON >Xene3bl. B apyrom mpeamodruTenbHOM
BApUAHTE OCYIIECTBJICHUS KOMITO3UIMSA S-METHITETParuapoonneBol KHCIOTBI WIH  S-
MetuaTeTparuapodonaTa ¥ OIHOTO M3 aHAJIOra IOPMOHA IIUTOBUIHON >KeJe3bl, IIarepoHa
rOPMOHA IIUTOBUIHON >K€Je3bl, THPOMHMETHKA TOPMOHA LIUTOBUAHON eNe3bl WM TeHHOH
Tepanry rOPMOHA IIUTOBUAHON JKeJe3bl, TAKXKE COAEPIKUT OIUH WK OoJiee IPYyTruX 3JEMEHTOB
W/WIM OUH Wik OoJiee APYTrUX BUTAMUHOB Tpy bl B.

JIOMOTHUTE IBHBIE MIPEUMY IIECTBA Oy Ay T H3JI0XKEHbI YACTUYHO B ITOCIIEAYIOLIEM OMUCAHNH
Y YaCTUYHO OyAyT OUEBUIHBI U3 OMUCAHUS UM MOTYT OBITh M3Y4€HBI HA NMPAKTUKE U3 ACIEKTOB,
ONMUCaHHBIX HMke. IlpemmyIuecTBa, omMcaHHbIE HIDKe, OyAyT pean30BaHbl U JAOCTUIHYTHI
IIOCPEICTBOM 3JIEMEHTOB M KOMOMHAIMH, KOHKPETHO YKa3aHHBIX B IpuiaraeMoil ¢opmyie
n3o0perenus. Cieayer NOHUMATh, YTO U MPEIIECTBYIOIIee OOIIee OMUCaHue, U MOCIeAyoIee
noApoOHOE OMHMCAHUE SIBJIIOTCS TOJBKO MPUMEPHBIMU U TIOSICHUTEJIBHBIMH M HE SIBJISIOTCS
OrPaHUYHTENbHBIMU.

INOAPOBHOE OITMCAHHUE

Marepuainbl, COEIUHEHNs], KOMIIO3ULIUU U CHOCOOBI, OMHMCAHHBIE B JJAHHOM JOKYMEHTE,
MOTyT OBbITh O0JIee JIETKO MOHSITHI CO CCBUTKOM Ha ClenyoIee moapoOHOe ONMUCAHNE KOHKPETHBIX
ACTIEKTOB PACKPBITOrO NPEAMETa H300PETeHHs U BKIIFOUEHHBIX B OMUCAHHUE IPUMEPOB.

Ilepen packpbiTHEM M ONMUCAHUEM JIAHHBIX MATEPHUAJIOB, COEAWHEHHI, KOMMO3ZULUN U
croco0OB clieyeT oOpaTUTh BHUMAaHHE, YTO ACTIEKTHI, ONMUCAHHBIC HUXKE, HE OTPAHUYUBAIOTCS
KOHKPETHBIMH METOJJaMH CHHTE3a WJIH KOHKPETHBIMH pEareHTaMH, IO3TOMY OHH MOTYT,
pasyMeeTcs, BapbUpOBaThCS. Takke MOHSATHO, YTO HCIOJNb30BAaHHAs B ITAHHOM JOKYMEHTE
TEPMHHOJIOTHS] TPEIHA3HAYECHA HMCKJIFOYUTENIBbHO JJISi OMUCAHUS KOHKPETHBIX aCMEKTOB U He
npeaHa3HaYeHa AUl OTpaHHUYEHHs] 00beMa OTTHCAHUS.

Kpome Toro, B JTaHHOM ONMHMCAaHUH MOTYT OBITh MPHUBEICHBI CCHUIKH Ha MyOIHKALUIO(-1).
Onwucanue >THX MyOaUKaMiA B MOJHOM 00BbEME BKJIFOUEHO TMOCPEACTBOM CCBUIKH B 3Ty 3asBKY,
yroOBl OOJIee TOJIHO OINUCATh YPOBEHb TEXHUKH, K KOTOPOMY OTHOCHUTCSI OOBEKT aHHOTO
n300perenusi. ONMCaHHBIE CCBUIKH TAK)KE OTAEIBbHO M KOHKPETHO BKIIFOUEHBI B TAHHOE OIHCAHNE
NOCPECTBOM CCBUIKM Ha MaTepHall, COIEepKaIluiCs B HHUX, KOTOpbIH oOcykmaercs B
NPEIJIOKEHUH, B KOTOPOM MTPUBOAUTCS CChUIKA.

OO0wme onpeneneHus

B 53TOM onmcaHny U B MOCIEAYOLMNX MyHKTaX (GOpMyIIbl H300peTeHus OyIeT NpuBeIeHa



CCBUIKA Ha PSii TEPMHHOB, KOTOpbIE MOJDKHBI OBITH ONpeAeNeHbl KaK MMEIOILIHE CIeNyIoIne
3HAYECHUS.

Bo Bcem onmcanun u Gopmysie n300peTeHnst CIOBO «CONEpPKaTh, BKIOYATh B CeOsy» U
apyrue GOopMBbI CIIOB, TAKHE KaK «COAEPIKALINA, BKIFOYAOIIUI B ce0s» U «CONEPIKUT, BKIFOYAET
B ceOs», O3HA4YaeT BKJIOYEHHE, HO HE OrPAaHMYMBAETCI HMH M HE MPEeIHA3HA4Y€HO IS
UCKJTFOUEHHsI, HAPUMep, IPYTHUX J00aBOK, KOMIIOHEHTOB, LIEJIBIX YHCEN WIH 3TAIIOB.

B koHTeKCTE onucaHus U NPUIOKEHHON (OpMyJIbl H300peTeHH s, (POPMBI €IMHCTBEHHOTO
YHCiia BKJIIOYAKOT B c€0s1 COOTBETCTBYIOINE (POPMBI MHOXKECTBEHHOTO YHCIIA, €CITU U3 KOHTEKCTa
SICHO HE CJIEy€eT UHOE.

«Heobs3arenpHblil» UMM «HEOOA3aTENbHO» O3HAYAET, YTO OINHCAHHOE BIIOCIEICTBUH
coObITHE MM OOCTOATENBCTBO MOXKET HIJIM HE MOKET NMPOU30MTH, U YTO ONHCAHHME BKIFOYAET B
cebs cimydau, KOrza IPOUCXOIUT COOBITHE HIIM OOCTOSATENBCTBO, U CIy4aW, KOrJa 3TO He
MIPOUCXOMMT.

HecmoTpss Ha TO, 4TO YMCIIEHHBbIE AMANA30HBI U MapaMeTPbl, U3JIOKEHHBIE B LINPOKOM
o0beMe MaHHOTO ONHCAHHS, SIBISFOTCS NPUOIM3UTENBHBIMH, H3JIOKEHHbIE B KOHKPETHBIX
IpUMepax 4YHCJICHHbIE 3HAUEHHs YKa3aHbl HACTOJIBKO TOYHO, HACKOJBKO 3TO BO3MOXKHO. JIroboe
YHCJIOBOE 3HAUEHME, OJHAKO, MO CBOEH CYyTH COAEPKUT ONpeesieHHbIe OIIMOKH, HEeU30ekKHO
BO3HUKAIOIINE B PE3YJIbTATE CTAHAAPTHOTO OTKJIOHEHHUS1, 00HAPYKEHHOT'O IPH COOTBETCTBYIOLINX
3KCIEPUMEHTANBHBIX U3MepeHusix. Kpome Toro, korna B JaHHOM JOKYMEHTE YKa3aHbl YMCJIOBBIE
AVAIa30Hbl Pa3IMYHON 00JacTh NeHCTBUS, MPEANOoNaraercs, 4To MOXeT ObITh HCIIOJIb30BaHA
ar00asi KOMOMHALIMS 3TUX 3HAYEHUH, BKJIIOYasl MPUBEICHHbIE 3HaUeHus1. bojiee Toro, nuamna3oHsbl
MOTYT OBITh BBIPA’KEHBI B JAHHOM JIOKYMEHTE KaK «OKOJIO» OTHOTO KOHKPETHOTO 3HAUSHHSI W/ WITH
«OKOJIO» APYroro KOHKPETHOro 3HaueHus. Korpa BbIpakeH TakOH Auamna3oH, APYroM acmekT
BKJIFOYAeT B Ce0s1 OT OJHOrO KOHKPETHOTO 3HAYEHHUS] M/WJIH 10 APYTOro KOHKPETHOTO 3HAYCHHUSI.
AHaJNOrUMYHBIM 00pa30M, KOTTIa 3HAYEHHSI BEIPAYKAIOTCS B BUAE MPUOIMKEHUH C UCTIONb30BAHUEM
NPEAIECTBYIOLIEr0 KOKOJIO», CIeAyeT MOHUMATh, YTO KOHKPETHOE 3HaYeHHe o0pasyeT Ipyroi
acnekr. [lanee Oyner MOHSATHO, YTO KOHEYHbIE TOYKH KaXKIOTO M3 JUAIAa30HOB 3HAYUMBI KaK 110
OTHOLLIEHUIO K APYrOi KOHEYHOH TOUYKE, TaK U HE3aBUCUMO OT APYroi KOHeUYHOU Touku. Ecnu He
yKa3aHO MHOE, TEPMUH «OKOJIO» O3Ha4aer B npenenax 5% (Hampumep, B npenenax 2% wumu 1%)
OT KOHKPETHOI'O 3HAYEHUs, U3MEHEHHOI'O TEPMHUHOM «OKOJIOY.

«IIpenoTBpamarey Ui apyrue GopMbl 3TOTO CIIOBA, TAKHUE KaK «IPEIOTBPAILA LIHIT,
WIH «IPEenyNpeKIalouiy WIH  (IPeAynpexaeHue», NpeAHa3HA4eHbl Uil OOO3HAYeHUs
OCTaHOBKH OTPENEJICHHOrO SIBJICHHWs WJIM TPU3HAKa, Ul 00O3HaueHWs! CTaOuin3aluy WU
3aMEJUICHUs] Pa3BUTUS WM MPOrPECCUPOBAHUs KOHKPETHOIO SIBJICHMs] WJIM NMPU3HAKA WIH IJIs
0003HaYeHHsI CBEIEHUs] K MUHIMYMY BEPOSITHOCTH TOTO, UYTO MPOHU30HIET KOHKPETHOE SIBJICHUE
WIM BO3HHKHET KOHKPETHBIH npu3Hak. [IpenoTspamienne He TpeOyeT CpaBHEHHS C KOHTPOJIEM,
MIOCKOJIbKY OHO, Kak TpaBmio, Oojee adCOMOTHOE, YeM, HalpuMep, YMeHblIeHne. B koHTekcTe
JAHHOTO AOKYMEHTa, HEYTO MOKET OBITh YMEHBLIEHO, HO HE MPENOTBPALIEHO, HO HEUTO, YTO
MOKHO YMEHBIIUTh, TAKXKE MOXET ObITh NMPENOTBPAINEHO. AHAJIOTMYHO, HEUTO MOXKET OBITh

npeaoTBpPallCHO, HO HE YMEHBIICHO, HO HEYTO, YTO MOXHO MPEAOTBPATUTD, TAKXKE MOXKET OBITH



yMeHbIeHO. [IOHSTHO, YTO TaM, Iie MCIOJb3yeTCs YMEHbIIEHHe WM MPEeJOTBpAaLleHHe, eCln
CHeLHUabHO He YKA3aHO HHOE, TAKXKe MPSMO MPEANMUCAHO UCTIOB30BAHUE APYTOro CJIOBA.

B KOHTeKCTe MAaHHOTO MJOKYMEHTa TEPMHUH «JIEYeHHE» OTHOCHUTCS K IOJYYECHHIO
ONarompUsATHBIX HITH JKeJIAeMbIX KIMHUYECKUX PEe3YJIbTaTOB. biaaromnpusiTHbie WM HEOOXOUMBbIE
KJIMHUYECKHUE Pe3yJIbTaThl BKIIIOUAIOT 0e3 orpaHuyeHus JrOOoH OanH Win 0ojiee U3 CIeIYIOIINX
CUMIITOMOB. OOJierdeHne OJHOro Wik Oojiee CHUMOTOMOB (HAampuUMeEp, HEBPOJIOTHYECKOTO
MIOBPEKEHHs1), YMEHBLICHHUE CTENIEHN HEBPOJOTHYECKOTO MOBPEXKICHUS WM CTAOMIN3ALHIO (T.
€. OTCYTCTBHE yXY/IIIEHHsI) COCTOSIHUSI HEBPOJIOTHUECKOTO MOBPEKIACHUSL.

TepMuH «HMHAMBUA» NPEANOYTUTEBHO OTHOCUTCS K YENIOBEKY, HYKAAKOIIEMyCs B
JICYeHUN KOMIIO3ULIMEH, PaCKPBITON B JAaHHOM AOKyMeHTe. TeM He MeHee, TepMHH «HHIAMBUIY
TaKXKe€ MOXET OTHOCUTBCS K JKUBOTHBIM, OTJIMYHBIM OT YeJOBeKa, MPEANOYTHTEBHO
MUJIEKOTIUTAIOLIMM, TAKUM KaK COOAaKH, KOIIKH, JIOMIAAH, KOPOBBI, CBHHbBH, OBLIbI  OTJIMYHBIE OT
YeJOBeKa NPHUMAThl, MOMHUMO MpPOYUX, KOTOPbIE HYXNAKOTCS B JICUEHHH KOMIIO3ULIMSIMHY,
pPacKpBITBIMH B JaHHOM JOKyMEHTe. B 1aHHOM JOKYMEHTE «HHIMBHA» HPUMEHSIOT
B3aMMO3aMEHSIEMO C TEPMUHOM «ITALIUEHT .

B  koHTekcTe  maHHOro - JOKyMeHTa  «Qomat(-bl)»  OTHOCHTCS K  TpyIle
NTEePOMIITTIyTAMUHOBBIX ~ KHCJIOT, KOTOpBIE CTAHOBSTCS CTPYKTYPHO U (PYHKIHOHAJIBHO
MU3MEHEHHBIMU IIPH BOCCTAHOBJIEHHH, & TAK)KE UX BOCCTAHOBJIEHHbIE IPOAYKTHL. Takum obpazom,
«(omat» orHOCHTCS K (pONMEBOH KHUCIIOTE, @ TAKXKe JIIOOBIM ee MPOU3BOAHON. PomeBas KUCIIOoTa,
(N-[4-(2-amuH0-3,4-n1urnapo-4-oKkco-6-NTepUANHUIMETHIIAMUHO )-OeH30m |-L-riry TaMuHOBast
KHCJIOTA), TAKKE M3BECTHAs Kak BUTaMUH B9 mnu ¢onuius, a Takke N-nrepor-L-riiyTaMuHOBast
kuciora u N-nrepoun-L-riyramat, npencrasisier coO00il HEBOCCTaHOBJICHHBIN (onat. Y monei
¢donaTel BCACHIBAIOTCS Jierde BCero B BuAe HauOosnee akTtuBHOW opmbl  O6(R,S)-5-
merunTerparuapodonata (mpu dToM  6(S)-S-metunrerparuapodornar sBisercs HaubOonee
OMONMOrMYeCKU aKTUBHBIM) M OHA SIBJIIETCS OCHOBHOM LUpPKyupyromeil ¢opmoii ¢onara
(ymomMrHaeMol B JaHHOM JOKYMEHTE KaK «BOCCTaHOBJIEHHBIH (oiary). Heorpanmumparomuit
CIHCOK JPYI'MX BOCCTAHOBJEHHBIX (OJAaTOB (Takke BKIIOYEHHBIX B  OMNpeeeHHe
«BOCCTaHOBJICHHbIE ¢onate») BKJIFOUAET 10-meTunenTerparuapodonar, 10-
dbopmunTerparuapoONHeByr0  KHCIOTY, 5- dopMunTeTparuapo@oIueBy0 KHUCIOTY, S-
(bopMUHHHOTETPAruAPOPOTUEBYIO KUCIOTY, 5,10-MeTeHUATETparnapodoueBy0 KUCIOTY, 5,10-
metunreTparuapodonueByro kucinory, L-metundomnar, u 6(R,S)-5-popmunrerparugpodonar
(pomuHOBYIO KHCIOTY), U TeTparunpodonreByro kuciory/rerparuapodonar. Tepmun «domar»
MPUMEHSIOT B KQUeCTBE POJIa, U B IIEJIOM OTHOCHUTCSI K JIF0OOH 13 maHHBIX (opM ¢oaTa: ¢honneBoi
KUCJIOTE U JII000H (hopMe BOCCTAHOBIEHHBIX (DOJIATOB, BKITKOYAS S-METHITETPAruapoQoIHeByrO
kucnory. TepmuH «donat» Takke BKIOYaeT (apMaleBTUYECKHEe TMPOAYKThl H3O0BOPHUH
(neBodonmHOBast KHUCIOTa W/HIK JIeBO(ONMHAT), BEJUIKOBOPHUH, JIEHKOBHPUH, MeTadOoIuH U
KBaTped oK.

IMon «BuramuHamu Tpymmbl By MOHUMAOT J000Oe OOHO WM Oojiee U3 CIEIYHOIINX
coenuHeHuil: ButamMud Bl (tmammn), Butamua B2 (pubodnasun), sutamud B3 (HuaumsH wmm

HUAIMHAMUN), BUTaMUH BS (maHTOTeHOBAst KMCNIOTA), BUTAaMUH B6 (MUPHIOKCHH, THPUAOKCAIb,



NUPUIOKCOJ, THPHUIOKCAMHH, MHPHIOKCaMHHA QochaT MM NUPUAOKCHHA THUAPOXIOPHUN),
ButamuH B7 (6buotun), Buramul B9 (ponuesas xucnora), suramusd B12.

Buramun B12, Taxke HaspiBaeMblii KOOAJaMUH, MPEACTABISET COOONW PacTBOPUMBIN B
BOoze BHUTaMUH. Buramma B12 oTHocuTCcs K Tpymme copepkamux KoOambT BHUTaMEpHbBIE
COEIMHEHUs], U3BECTHBIE KaK KOOAJIaMUHBI: OHH BKJIIOYAIOT 0€3 OrpaHUYeHUs] IMAaHOKOOAJIAMHH,
THIPOKCOKOOAIaMUH, U JIBe ecTecTBeHHbIe (hopmbl kodakTopa B12 B opranmsme denoseka: o'-
ne3oKcuazeHo3wikobanamue  (ageHoswnkobanamue- — AdoB12),  xodaktop  MyTasbl
meruamanonnna kopepmenta A (MUT), wu wmerunkobamamua (MeBl12), xkogakrop
metrunTpaHcdepassl S-merunrerparuapodonar-romonucrensa (MTR).

ITon TepMUHOM «IpyTHE 3JIEMEHTHDY MOAPA3yMEBAIOTCS OJHO MIIH Ooiee U3 CIeNyIOIINX
COEIMHEHUH (B LIeNIsIX OMUCAHUS TOTO, IOYEMY ONpeAeSICHHbIE COSTUHEHNS BKIIIOUEHBI B TAHHBIN
CIHCOK, B JAHHOM CITUCKE ONMCAaHbI HECKOJIBKO (PEPMEHTOB, K KOTOPBIM OTHOCSTCSI COEIMHEHHS).
Jlpyrue coenHeHus], PaCKpBIThIE B pa3zielie MaTepHAJIOB H CIIOCOOOB, TaK>Ke BKJIFOUEHBI B JAHHBIN
JOKYMEHT KakK «JIpyTrHe 3JIEMEHTbI»). KaJblMi, aKOHWUTOBbIE COEJUHEHHUs, ajJlaHWH, ajbda-
aMHHOMACJISIHasE KHCJIOTa, ApPTUHHUH, MeNb, LMCTUH, 3TAHOJAMHH, IJyTamar, IIyTaMHUHOBas
KHUCJIOTa, TJIyTAMUH, TIJyTapoBbleé COEJUHEHMs, TIJIMLUH, TUCTUAWH, T'OMOLIUCTEHH,
TUIPOKCUTIPOJIMH, W30JIEHLIUH, JIAKTAaT, MOJOYHAs KUCJOTA, JM3WH, MAarHui, METHUOHUH, |-
METWITHCTUINH, 3-MeTHITUCTUANH, (EHWMJIANaHUH, S-aAeHO3WI-METHOHHUH, CEPHH, TPEOHUH,
TpunTodaH, THPO3HH, BAJINH, INHK, L-KapHUTHH, jkee30, BUTaMHH D, (1aBUHMOHOHYKJICOTH,
(b1aBUHAAEHUHANHY KII€OTUI, nupuaokcans-5’-pocdar, $-aJIEHO3MJIMETUOHUH, H-
alleTUILMCTENH, OeTanH, TIIF0K03a, MArHHi, KOOAIbT, KanmMuil u aneHo3uHTpudocdar, tpuntodhan
S-rugpokcurpunrodan,  L-moda,  (deHWnamaHUHTUAPOKCHIIA3a,  TUPO3UHTUAPOKCHIIA3A,
TpUnToaHrUIPOKCUIA3a, apoMaTuvecKast L-amuHonexapOokcuiasa, MEJIATOHUH,
MOHOAMUHOKCHa3a, katexon-O-metwnrpanchepaza, 3-O-merunmoda, nodamun  Oera-
THAPOKCUIIA3a, Meb, (PEHUIITAHOJAMHH, TUTHAPOKCU(EHMITYKCYCHAsI KUCIOTA, 3-METHPAMUH,
HOpMeTaHeppuH, MeTaHeppHH, 3-METOKCH-4-THAPOKCU(EHIITIUKONb, BAaHWIMHMHHIAIbHAS
KHCJIOTA, BAHUMOJIOYHASI KUCJIOTA U B OMOCHHTE3€¢ HEHPOTPAHCMUTTEPOB (BKIFOYAs CEPOTOHHH,
MEJIATOHUH, A0(haMUH, HOPAAPECHAINH U aIPEHANINH), a TAK)KE €ro BIMSHUE Ha CHHTa3y OKCHUIA
azora u BH3 u BH2) (murunpobuonrepuH), TAMUAMIATCUHTA3a, €30KCUYpUIuHMOHOpOChaT,
Ie30KCUTUMUINHMOHO(pOChaT, XonuH, OeTawH, AUMETHITJIUINH, O€TanH -TOMOLIMCTEHH
MeTuiTpaHcdepasa, METHOHHH, S-aleHO3WI-MeTHOHHH (SAMe), S-aIeHO3UITOMOLMCTENH
THApPOIasa, S-aIeHO3MWI-TOMOLIMCTENH, S-aJeHO3MIMETHOHNH, METHOHUH-aICHO3WITpaHchepasa,
S-amuHonMua30-4-kapOokcamun pudonykiaeorun, anenosuntpudocpar (AICAR), dopmun-
AICAR, romMouucrenH, LUUCTATHOHUH B-cHHTa3a, LUCTATHOHWH, LUHUCTATHOHHWH-JINA3a, TAYPHUH,
cyabdar+H,O, wnu cBA3aHHBIE C PaCHPEACTUTEISIME HIIM TPAHCTIOPTEPAMU HJIM PELENTOPaMHU
(onaToB MM MpOLECCAMHU, PETYJUPYIOIIUMU BHYTPUKJIETOUYHbIE KOHLIEHTPALH (OJATOB WU
npou3BoAHbIe (POJATOB, BKJIOYAas Oe3 orpaHudeHus perentop QonaTta-anbda, TpPaHCIOPTEp
¢omnara ¢ nporonnoit cesizbto (PCFT), Hocutens BoccranoBiernHoro ¢onara (RFC1) u RBC-1,
FRB (rakxe wm3ectHpli kak FR-2 mmm FOLR-2), ATP-zaBucumeiii FR1-omocpenoBaHHBIHM

SHIOLUTO3 c PCFT, (b ONMMIIIONN-Y-T Ty TAMAaTKapOOKCUTIENITH A3,
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MIOJINTITY TAMUITETPAruipod onar, MOHOTJIy TAMIIITETParuapogdonar,
donunmonurayTaMaTcuHTeTa’a,  (QONMIMONUIIYTAMATCUHTA3a, W Y-TJIyTaMaTrHApOasa,
NPEACTABISIIOIINN JIN30COMANIbHBIA (PEPMEHT U paclieruieHus (ONMIIONUTIyTaMara a0
MOHOIJIlyTamMara BHUTaMuHa D, MonuOponTepwH, NHPPOIOXUHOH, XWHOH, CEMHUXMUHOH,
TMAPOXUHOH, TOMAaxuHOH, (uaBuH-N(5)-okcua, mnupodocdat, xKene3o, TPUMETHIITIULNH,
LIUCTaZaH, THPAMHH, MPAMUIEKCOJI, POITUHHUPOJ, POTUTOTHH, HHruouTopel MAO (Bkirouast Oe3
OFPaHWYEHUS]  TPAHWILUIPOMUH, CEJEerwIMH W  (EeHeN3WH), AaHTUXOJIMHEPrUYecKue
JeKapCTBEHHbIE CpencTBa (BKIOYAss Oe3 OrpaHHuYeHUs] TPUTreKCUpeHHIw1, OEH3TPONUH U
ounepunex), 6eH30aMa3eMUHbI (BKIIOYas 0e3 orpaHrueHus Kjao0a3aM U [uasernam), KIOHUIUH. B
JOTIOJTHEHNE K BBILIEH3JI0KEHHOMY, B OTHOLIEHHH (POIATOB MOXKET MMETh MECTO OJIOKMPOBaHHE
ayroantuten Kk FR1, mnu renernueckue nedexrtel B reHax FOLRI1, u apyrue anturena wnu
reHeTuyecKue e(eKkThl KO BCEM PA3IMYHBIM IEPEHOCUYHKAM, PELENTOpaM, PaclpeeIuTeNssM
¢donaToB wIM TpoLeccaM, pPeryJMpYIOLIUM BHYTPUKJIETOYHBIE KOHLEHTpALu (HoNaToB.
JIOTIOTHUTE IBHBIE 3JIEMEHTBI, KOTOPble MOKHO HAOJIONATh WIM H3MEPSTh B JMATHOCTHYECKHX
LeJISIX, UM KOTOPBIE MOKHO HCIIOJIb30BATh B KAUECTBE JICUEHHSI B COOTBETCTBHH CO CIIOCOOAMHU
KOMITO3MLIMSIMY, M3JIOKEHHBIMH B HACTOSIEH 3asiBKe, BKJIIOYAIOT cleayomue: aibgda-
AMHUHOAIUTIMHOBBINA MMOJyaJbJeru, III0KO03a, JIAKTAT, MOJIOUHAs KUCJIOTa, MUPYBAT, CUAJIOBast
KHCJIOTa, CYKIMHIJIAAEHO3UH, IyTapoBas kuciora, kodpepmeHt Q10, KapHUTHH, KpeaTuH,
TUMHIVH/I€30KCUY pUAHH, pepMeHT TuMuAnH(OCchOopuiaspl, ro0yJIHH, CBA3bIBAIOIINI OJOBbIE
TOPMOHBI, XOJIECTEPUH, ADP, N- ALETHILMCTENH, KJIEMACTUH, aMMOHUM,
CYKIIMHATAETHIPOreHa3a, LIUTOXPOMOKCHIA3a, LIUTPATCUHTA3A, LIUKJI IUMOHHOMN KUCJIOTHI, CEJIEH,
CEJICHOMPOTEHHBI, LUCTATUH, LUCTaTUH C, rmanbHbl (QUOPUIUIAPHBIA KHCIOTHBIA O€JOK,
JIeTKUH Oenok HelpoduIameHTa, (b OpMUITTUIITHAMUPHOOHY KIT€OTH]I,
rmunrHamuapudonykineotun, MTHFD1 (Ha ytBepknennoe nasBanune HGNC), MTHFS (na
yTBepkaenHoe HazBanue HGNC), BoccranosneHHas ¢opma rinyratuona (GSH), okucnenHas
¢opma rinyratmoHa (GSSG), aktuBHble Qopmbl  kucaopoma  (ROS), riyraruos,
NIy TATHOHNIEPOKCHIA3a, TJIYTATHOHAUCYJIb(PUA, TIIYTATHOHPEOYKTa3a, IIIyTaMaT, TJIyTaMUH,
TNy TAMHHCHHTA3a, MHTOXOHApPUAJIbHAS TIIyTAMHHA3a, d-KETOTJyTapaT, raMMa-aMHUHOMACIISTHAsS
kucinora (GABA), nuak, 3-P-rmunepar, 3-pochormuueparneruaporenasa, 3-P-OH-mupysar, 3-
dochoruapoxcunupysaTTpaHcumasa, 3-P-cepun u 3-pochocepunpocdarasa.

Tepmun «nedunur nepedpocnuHaNbHOTO (ojaTtay (Takke Ha3bIBAE€MbId Ne(QUIIMTOM
nepedpocnuHaIbHOrO (hosaTa) CBA3aH CO CHHKEHHEM YPOBHS S-MeTmiTerparuapodonara B
cnnHHOMO3roBO# JkunkocTH (CSF). B HEKOTOPBIX YCIIOBHUSIX CHHXKEHHBIH ypoBeHb ¢omnara B CSF
TAK)K€ CB3aH C HOPMAJbHbIMU YpPOBHSMH (pomata B 1utasMe W smurpouuTax. I[losiBieHue
CHMIITOMOB, BbI3BaHHBIX J1€(UIIUTOM (POJIATOB B TOJIOBHOM MO3T€, OOBIYHO HAYMHAETCS B TCUCHNE
NIEPBOTO I'Ofia )KU3HHU, HO B OTHOIICHUH MpuMepa Ne 2, yIIOMSIHyTOrO B TPUMEPAX, COASPIKALIIXCS
B JIaHHOM JIOKYMEHTE, OHH MPOSIBJISIFOTCS TIPU POSKACHUH HITH B OJIMIKAMIITNE MECSIIIBI TIOCIIE HETO.
3a 3TUM cienyeT 3aAepikKKa Pa3BUTHS C 3aMEIJICHHEM POCTa TOJIOBBI, TUTIOTOHUS M aTaKCHs, 32
KOTOPBIMH BO MHOTHX CIy4asx CJIEAYIOT JIHUCKUHE3UH (XOpeoaTrero3, TeMHOAIIN3M),

CIIaCTUYHOCTb, PEYCBBIC 3aTPYAHCHHUA, a TAKXKE MHOTOYUCIICHHBIC OPYIU€ KOTHUTHUBHBIC,
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COLIMAJIbHBIE, TIOBEACHYECKHE, TICUXOJOTHYeCKHe U (PU3NIECKHUE COCTOSHHUSL.

Tepmun «Kkene3o» NMPUMEHHTEIBHO K IMHUINEBOM TEpamuu OTHOCUTCS K Jr000# (opme
JKene3a, KOTopast, KaK M3BECTHO, UCIIONB3YETCsl B KAUeCTBE MUINEBOI NOOABKH, HAIPUMED, COJb
xenesza(Il), conb sxenesa(lll) wmu kapOOHIIIbHOE Kee30.

TepMuH  «aHTUTHPEOUIHOE  JIEKAPCTBEHHOE  CPEACTBO»  MPEACTaBIsieT  COOOMU
JIEKapCTBEHHOE CPEACTBO, CPENCTBO WJIM JIEKAPCTBEHHBIN IpernapaT, HalpaBlieHHbIE MPOTHUB
IIUTOBHUIHON JKeNe3bl B LENAX CHIKEHUS (DYHKIUM LIUTOBUAHOM >Kene3bl. AHTUTHPEOHIHOE
JIEKapCTBEHHOE CPEACTBO BKJIIOUAaeT Oe3 OrpaHHMYeHUs KapOMMas3oJ, METHMA30Ji, MepXJopar
kanmusi, womun kamust u npormrroypaumn (PTU).  JlanHble JieKapCTBEHHBIE CpPENCTBA
UCTIONB3YIOTCS AJsl JIEYeHUs THIepTHpeo3a (TUMEPAaKTUBHOCTH INMUTOBUIHOW JKeJe3bl) WU
COCTOSIHUH, ITPU KOTOPBIX HAOM0AaeTCsl N30bITOUHAS [IUPKYJIUPYIOIIAsi aKTUBHOCTD IIUTOBUHOMN
JKeJe3bl, B IEPBYIO OUepeb JJIsl CHIKEHHS Ype3MEPHON aKTUBHOCTH IIUTOBUAHOM KeJe3bl epe
orepaluei, a Taxke s JIeUeHUs U TIOAIEP>KaHHsl COCTOSHUS MALIMEHTOB, KOTOPBIM He TpeOyeTcst
XHPYPruuecKoe BMELIaTeNbCTBO, a TAKXKE IJIS PEIIeHUs JPYTUX MpodieM ¢ H30bITOYHbIM yPOBHEM
rOPMOHA LIUTOBHUIHOMN KeJie3bl B KPOBOTOKE.

TepmMuH «JIexkapCTBEHHOE CpPEACTBO HAa OCHOBE TOPMOHA LIUTOBUIHOM JKEJIe3bD»
IpesCTaBIsieT COOOH JIEKapCTBEHHOE CPEACTBO, CPEICTBO, IEKAPCTBEHHBII NpenapaT Wi TOPMOH,
KOTOpBIH NIEHCTBYET B KaueCTBE 3aMELICHUs] TOPMOHA, KOTOPBIH B HOpME BbIpaOaTHIBAETCS B
IIUTOBUIHOM JKeJIe3€ IS PeryJIiLiK SHePTuH U OOMEHa BeLecTB B opranusMe. JlekapcTBeHHbIe
CpeACTBa HA OCHOBE TOPMOHA LIMTOBUIHOM JKeJie3bl BKIIIOYAIOT 0€3 OrpaHUYeHUs CEAYIOIINe:
JICBOTUPOKCHH, JIEBOTUPOKCUH HATPUS, JHOTHPOHHH HATPHs, JHUOTPHUKC, THPEOTJIOOYIIUH,
TUpeou (HampuMep, BBICYLICHHBI TOPMOH IIUTOBHUAHON  »Kele3bl), THPOKCHH M
TPUHMOAOTHPOHUH, U MOXKET MPOJABATHCS IMOJ TOPTOBBIMH HA3BAHHSIMU JICBOKCHJ, CUHTPOWN,
aeBo-T, yHUTPOUA, JIEBOTPOUS, JIEBOKCHH, JIEBOJIET, HOBOTHPOKC, TPHOCAT, LIUTOMEI U TUPOJIAP.
Onpenenenne «JIEKapCTBEHHOE CPEICTBO HA OCHOBE T'OPMOHA INUTOBUIHOHN JKEJE3bl» TAKKe
BKJIIOYAET KOMOWHALIMU BBIIIETIEPEYUCIIEHHBIX, TaKue Kak, Hampumep, cMmecu T4/T3, a Takke
CpeICTBa C MEJICHHBIM BBICBOOOKACHHUEM, KOHTPOJIUPYEMBIM BBICBOOOIKICHHEM, OTCPOUEHHBIM
BBICBOOOKIEHHEM WJIM aHAJIOTHYHBIE BEPCUH BBIIETIEPEYHCICHHOTO.

TepMuH «aHajgor ropMOHA LIUTOBUAHOM JKEJIE3bD» OTHOCUTCS K COSIUHEHHSIM, KOTOPBIE
NOJOOHBI MO MOJIEKYJIIPHOH CTPYKTYPE OTHOCHTENBHO JIEKAPCTBEHHBIX CPEACTB Ha OCHOBE
rOPMOHA IIMTOBHIHOW JKeJe3bl, obecreunBasi TAKMM OOpa3oM HaJH4YUe y aHajiora ropMOHa
IIIUTOBUIHON JKeJIe3bl HEKOTOPOW CTENEeHH B3AMMOACHCTBUSI C MOJEKYJISIPHBIMH MHIICHSIMHU
JIEKapCTBEHHBIX CPEICTB HAa OCHOBE TOPMOHA INUTOBUAHOH JKeyie3bl. AHAJIOTH TOPMOHOB
IIUTOBUIHON KeJe3bl BKIIIOYAIOT O€3 OrpaHu4eHUsl CIEAYOLHe. TUHOATHPOIPOIMTHOHOBYIO
kucinory (DITPA), rerpationTupoykcychyro kuciaoty (TETRAC) u TpuitonTupoykcycCHYIO
kucioty (TRIAC wnu tuparpukon wnu Teatrois). KiiemacTiH MOXXHO IPUMEHSATh B COUETAHHUU C
aHaJIOraMH FTOPMOHA LITUTOBUIHOM KeJE3bl.

TepmMun «mwanmepoH TOPMOH ILIMTOBUAHON  JKeNe3bD» OTHOCHUTCS K  KJIACCy
HU3KOMOJICKYJSIPHBIX XUMHUYECKUX LIANEPOHOB, (PYHKIHS KOTOPBIX 3aKJIFOYAETCS B YCHUICHHUU

VKJIQABIBAHUST W/WIH CTAOMJIBHOCTH OEJIKOB, U OTHOCUTENIbHO mpuMeHeHus B Jedennn AHDS
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BKJIIOUAIOT 0e3 orpaHudeHus cieayomue. (enmndytupat, 4-QeHmnmacisHas KUCIOTa |
¢benundyTupaT HaTpHSL.

TepMuH «reHHasi Tepanus rOpMOHA IMUTOBUIHOHN JKEJE3bD» OTHOCUTCS K MPUMEHEHHUIO
Te€HHOM 3aMECTUTEJIbHOM Tepanuu s IEpeHoca FeHETHUeCKoro MaTtepuaina orHocuteabHo MCTS8
B KJIETKHM, M BKIIOYaeT Oe3 OrpaHHuYeHHUs CJIENyII[ue. TIeHHas Tepanus Ha OCHOBE
azieHoaccouUnpoBaHHOro BUpyca 9 (AAV9).

TepMuH «THPOMHUMETHK TOPMOHA IIMTOBHIHOW MKENE3bD» OTHOCUTCS K COEIUHEHHIO,
KOTOPbII WMHUTHpPYyeT paboTy INWTOBHAHON JKeJe3bl WJIM TOPMOHOB, BbIPAOATHIBAEMBIX
IIUTOBHUIHON KEJIe30M, U BKIIOYAIOT 0€3 OrpaHHYeHHs CIEAYIOIIUe: SIPOTHPOM, COOETHPOM U
Sob-AM2.

Hanee Oyner chenaHo mNOAPOOHOE OMNHMCAHHE KOHKPETHBIX AaCIEKTOB PACKPBITHIX
MaTepHaioB, COENNHEHNH, KOMIO3ULUHN, U CIOCOOOB, MPUMEPHI KOTOPBIX MPOUJUTFOCTPUPOBAHbI
B IIpUJIaraeMbIX puMepax.

Marepuasbl 1 ciocoObI

3asiBUTE OOHAPYXKHUJ HEOOXOAUMOCTh NOOABIEHUS ONHOTO WM Oojiee (HONTATHBIX
BuTaMuHOB B2, B6 1itn B12, a Taxoke Bcex Ipyrux BApUAHTOB T0OABOK HITH JICYEHUS], PACKPBITHIX
B HACTOSILLEM JOKYMEHTe, B YaCTHOCTH, BKJIIOYas BCe APYrue BUTAMUHBI rpynnsl B (n ux
IPOMU3BOMIHBIE, BKJIIOYast Oe3 orpaHudeHus: S-mermnrerparuapodonar, (HIaBUHMOHOHYKICOTHI,
¢dnasunanennuaunykneorun, FADH,, u nupunokcans-5’-pocdar), CepuH, IIMLKAH, METUOHUH, S-
a/leHO3MJIMETHOHMH, H-alleTHIILICTeNH, OeTanH, TII0KO03Y, IMHK, MarHui, Mellb, KOOaJbT, KaAMUI
u ageHo3uHTpudochar y uHAuBHAOB, crpagaromnx AHDS miam COCTOSHUSIMU, CBSI3AaHHBIMHU C
AHDS.

Panee, Hanpumep, 8 WO 2011/006147 A1, xoTopasi MOJHOCTHIO BKIIFOYEHA B HACTOSIIIEE
OMHUCAHUE TIOCPEIACTBOM CCBUIKH, PACKPBITBI OOCTOSITENBCTBA, MPU KOTOPBIX THIIOTHPEO3
BO3HHMKAET y OepeMEeHHOH MaTepu M €€ MaJb4YMKOB-OJM3HELOB. MaTh U MaJIbYMKH-OJIU3HEIbI
cTpajainy riayOOKUM THIIOTHPEO30M, O Y€M CBHAETEBCTBOBAJIO ONpEAESICHHE YPOBHS TOPMOHA
IIIUTOBHUTHOM JK€JE3bl B IJIa3Me WJIH CBIBOPOTKE opranu3ma, a He B LIHC (To ecThb B «KpOBU»), U O
4YeM CBUIETENIbCTBOBAN 300 y ONIM3HEIOB BHYTPUYTPOOHO, a TAKKe cpasy mociie pokaeHus. Uto
Kacaercs OJM3HELOB, TO OHU Cpa3y K€ IMOCHe POKIACHHS ObLTH TMPOJICYCHBI JIEKAPCTBEHHBIM
CPEICTBOM Ha OCHOBE TOpMOHa IMUTOBHAHOHN >kene3bl (T4) m mocne sedeHus: nmpuoOpeTanu
HOPMAJIbHYIO (YHKIMIO IIHTOBHIHOW JKENe3bl C XHUMHYECKOW TOUKH 3pEHHs, O YeM
CBUJICTEJILCTBYET OMNpEeSIeHHe TOPMOHA IUTOBUIAHON JKeNie3bl B IUIa3Me MJIM ChIBOPOTKE BHE
IMHC (to ectb B «kpoBm»). Tem He MeHee, HECMOTpPsL Ha MPHOOpPETeHNe HOPMaJIbHON (PyHKIIUH
LIUTOBUAHOMN KeJe3bl C XUMUYECKON TOUKH 3PEHUS B KKPOBWY», B MpuMepe Ne2 B KOHEUHOM UTOre
NPOEMOHCTPUPOBAHO CHIDKEHHE S-MeTunTerparuapodonata B CIHHHOMO3TOBOW JKHIKOCTH,
HEBPOJIOTHYECKOe COCTOsiHUE (BHE «KpoBw»). B WO 2011/006147 A1 cnenaHo 3aKkjIFO4YeHUE, YTO
THITIOTUPEO3, OOHAPYIKEHHBIN B K KPOBW», BBI3BIBAET CHIDKEHHE YPOBHSI (OJIaTa B CTMHHOMO3TOBOM
JKUIKOCTH, W, HECMOTPs Ha HaJUIeXKallee W CTaHOAPTHOE JIeUeHHE IOCPEACTBOM BBEICHHUS
rOPMOHA INUTOBUAHON JKeNe3bl, YTO obecneunBaer y OJM3HELOB HOPMAJIBHYIO (YHKLHIO

IIUTOBUIHOMN KeJie3bl C XUMHIECKOUW TOYKH 3PSHHsI TIOCIIe POKACHMsI, CHUXKAET yPOBEHb (oara.
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B LEpeOPOCIMHANBHON SKUAKOCTH COXPAaHSETCS JaXke CIYCTs TOAbl IMOCHE HaIJIeKallero u
CTaHJAPTHOTO JICYEHUS] TOPMOHA IIUTOBHIHON JKeJe3bl U MPHOOPETaeT HOPMAJIBHYIO (PYHKLIUIO
IIIUTOBHUIHOM JK€Je3bl B KPOBH C XMMUYECKOH TOUKHU 3peHusi. B pesyasrate, WO 2011/006147 Al
Kacaercss HeONarompusATHOrO HMCXOJa THIIOTHPE03a, HO HOPMANbHOH (PyHKIMEH IMUTOBUIHON
JKene3bl B KPOBU C XHMMHWYECKOH TOUKM 3pEHHUs, NMpH coxpaHeHHMH aeduumra ¢omnata B
CIIMTHHOMO3TOBOH JKMJIKOCTH, OCPEICTBOM HCITOJIB30BAHMS JIeUeHUs (DOaTaMHM JIJIsl Y MEHBIICHUS
domata B CIUHHOMO3TOBOH JKMAKOCTH Y JIMI C THUIOTHPEO30M, KOTOPBIX JICYHJIH C
HCIOJIb30BAHUEM JIEKAPCTBEHHBIX MPENapaTroB AJ JIEUEHUs IMUTOBUAHOHN JKeNe3bl U, TaKUM
oOpasomM, mpuoOperany HOPMaJbHYK (PYHKLHUIO LIUTOBUIHOHN KeNe3bl ¢ XUMHUYECKOH TOUYKH
3PEHUI.

IMammenTter ¢ AHDS otnmuarorcest ot marueHToB B WO 2011/006147 Al Tem, 4TO OHU He
ABJIAIOTCS WHAMBUIAMH C KJIACCHYECKUM THIIOTHPEO3OM B KPOBH, WM HWHAMBUIAMU C
TUIOTUPEO30M B KPOBH, KOTOPBIX KJIACCUYECKHU JIeYaT JIEKAPCTBEHHBIM CPEIACTBOM HA OCHOBE
rOpMOHA LIIUTOBUIHOM kese3bl (Harnpumep, T4) mis npruoOpereHus UMH HOpMasibHast (Y HKLIHST
IIUTOBUIHOMN JKeJIe3bl C XUMUYECKOIN TOUKU 3peHus B kpoBH. Ckopee, HHAUBUIBI, CTPAJAIOIINE
AHDS, nmerot riiy0oKkuii THITIOTUPEO03 B TOJIOBHOM MO3T'€ C OTHOCHTEIBHO HOPMAJIbHBIM CTaTy COM
B KPOBH MJIM, BO BCSKOM Clly4ae, Oojiee THIepTUPEOUAHBIM NMPO(PUIEM B KPOBH, B TO XKe BpeMsI
uMesl SKCTpeMaJIbHbIi TunoTipeo3 B rojoBHoM Mosre mwin [{HC. Takum oOpasom, 3asBUTENb
yTBEPKIAET, 4yTO (HOJIAT, MPEATIOUTUTEFHO BOCCTAHOBIJIEHHBIH (oJiaT, a Takke BUTaMuHbl B2, B6,
w/unu B12, a Taxke npyrue MetaboNuThl, PACKPBITbIE B HACTOSIIIEM JOKYMEHTE, MPEICTABIISIOT
coboli cpencTBa i JieueHHWs MHAMBHIOB, ctpamaromux AHDS, NOCKOMbKY HHAMBHIBL
ctpagarome AHDS, mMoryT cTpagath OT COCTOSIHMN TMOHWKEHHOTO comepskanus (ojarta B
T'OJIOBHOM MO3T€ M CBSI3aHHBIX C HUM Je(UIUTOB.

Kpome Toro, mpeanoxeHbl KOMIIO3ULHMUA U CIIOCOOBbI JIEUEHUS] M AUATHOCTHKH JIHIL, HE
crpaparounx AHDS, HO wumeronmx mnpoOjeMbl C pachnpenejeHueM, TPAHCIOPTOM WU
nefoaupoBaHuEeM rOpMOHOB IUTOBUAHOM xkene3bl B LIHC (kak mpu nedexrax OATP1C1), unu
npoOJeMbl C pacnpefesieHHeM, TPAaHCTIOPTOM, MpeoOpa3oBaHUEM M XpaHeHueM ¢oiara (Wim
mo0bIx npyrux ButamuHOB Trpynmnbl B) B IIHC, ocoOeHHO B Kil€TKaX, YKa3aHHBIX 3/1€Ch, WU
JOTIOTHUTENIbHBIE TPOOJIEMbI, CBS3aHHBIE C XpaHeHHWEM M MeTabonm3MoM ¢ojata, BKIFOYAsS
ButaMuH B6 wmm BuramuH B2 u BCe uX TNPOU3BOAHBIE M KO(PAKTOPBL, BKIIFOYAs
¢naBuHMOHOHYKJIIeOTH I, (praBuH-aneHnHAnHYKIeoTHn, FADH, wu mnupumokcans-5’-pocdar
(Taxske n3BecTHBIN kKak PLP), a Taxke npyrue KohakTophl HITH APYTHE POACTBEHHBIE METAOOINUTHI
B COOTBETCTBYIOIEM (DONATHOM LMKJIE/TyTH, METUOHWHOBOM LUKJIE/TMYTH W IUKJIe/TyTH
TpaHCCyJbpypanuy, TaKue KaK CepPHH, DJIHLWH, METHOHHH, S-aJeHO3WIMETHOHUH, H-
AlEeTIILHUCTeNH, OeTanH, TJIFOKO03a, [IMHK, MArHUH, Me/lb, KOOAJIbT, KaAMHUH 1 aneHo3unTpudocdar
MOTYT OBITh TOJE3HBI PU HUCTOIB30BAHUU CIIOCOOOB M KOMIO3HMLMUH 3asBUTENS, PACKPBITHIX B
HACTOSIIIEM JTOKYMEHTE. Y TaKHX WHIUBUIOB MOXET OBITh TUTIOTUPEO3, U Y HUX ObljIa BBIPAKEHA
HOpMaJibHas QyHKIHS ITUTOBUIHOM KeJle3bl C XUMUYECKOH TOYKHU 3PEHHUS B KPOBH, HO Y HUX BCE
eme ectb runotupeo3 B LIHC BcaencTere npoGieM ¢ pacmpeneseHneM, TPAaHCTIOPTUPOBKOH WITH

neiopupoBaHueM. B npyroli cutyannu y HHAUBHIA MOXKET He OBITh HU TUIIOTUPE03a B KPOBU, HU
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AHDS, HO y Hero ectb npoOJIeMBI C pacTpeieleHueM, TPAHCTIOPTUPOBKOH WITH 1eHOTUPOBAHHEM
rOPMOHA IUTOBUIHON KeJe3bl, XapakTepHbIX TodbKo 1yt LIHC mnm ronosHOro mosra. JlaHHbie
npoOJIeMbl pacTpeneNeHus], TPAHCIOPTHPOBKH MIIH TEHOIUPOBAHUS BO BCEX NPUBEICHHBIX BbIIIE
NpUMepax, MOTYT OBITb CBS3aHbI C T'€HETUUECKUMH MYTALMSIMH WM TOJUMOPPU3MAMH WU
onHOHYKJIeoTUAHBIMU monuMopdmmamu («SNP») B MCTS8, a Ttakke ¢ 00BIM IpyruM
pacmpenenuTeNeM WM TpaHCHOpPTepoM, (epMeHTOM wWid OeIKOM, YYacTBYIOIIUMH B
pacrpeneneHuy, TPAHCIIOPTUPOBKE WM JeHOJUPOBAHUM TOPMOHA IMUTOBHUAHOH JKENe3bl,
BKJIFOYast 0e3 OrpaHUueHus] ajJbOyMHH, TPAHCTHPETHH, IIIOOYJIMH ChIBOPOTKH, CBS3bIBAFOIIUIN
TUPOKCHH, TpaHcrnopTepbl MoHokapOokcuiara (Bkmouas MCT8 u MCT10), momumenTtuasbl,
TpaHcnopTHpyrouue oprannyeckue annousl (Bkmouass OATP1C1), TpancnopTepsl aMUHOKUCIIOT
| Tuna (Bxmouas LAT1 u LAT2), u pepments! netionunassl (Bkarouas D1, D2 u D3). Kpome Toro,
yKa3aHHbIE BbIIE WHIAUBUBI, ONIUCAHHbIE B HACTOSINEM JOKYMEHTE, MOTYT UMETh 1e(EeKThl HIIH
reHeTHYecKue  Mytauuy, Wi  noimumopdusmbl,  wam SNP,  cBs3aHHble €
merunenrerparuapodonarpenykrazoi (MTHFR) (wanmpumep, C677T wmmu A1298C), wunum
ne@UIUTBl WM TeHeTHYeckue MyTauuu Wi noiumopdusmbl mnmu SNP, cBsi3aHHbIE C
(pnaBUHANEHUHANHYKICOTUAOM (TIPU THIIOTUPEO3€ MPOUCXOOUT Ae(EeKTHOe IpeBpalleHue
pubodnaBuHa B ero kodepmeHT (raBUHATEHUHAUHYKIeOTHH, Biawssomuii Ha MTHFR), Bo
(maBUHMOHOHY KJ1€0THAE (TAaKUM 00pa3oM BIHsIS HAa MyTh TPAHCCYJIb(YpaLnn) (BKIKOUAs JTHOObIE
u Bce SNP, noauMopu3Mbl, MyTaLllK WK AeNelNH, CBsI3aHHbIe ¢ pubOQIaBUHKMHA30M (TaKxKe
U3BECTHOHN Kak (naBokuHaza) wiu FAD-cuHTa30i mim J0OBIMU APYTUMH (pepMEHTATHBHBIMU
peakIusAMHU, MPOTEKALUIUMH MEXy NpeBpameHneM pudodiaBuHa BO (IIABHHMOHOHYKJIEOTH]
BO (pylaBUHAIEHUHIMHYKJIEOTHT) WIM OTHOCSINUECS K LUKy ¢osara (pPeMETHINPOBAHHMS), WIH
LUKJTy METHOHWHA, WJIH LUKy TPAHCCYJIb(QYpPALMH, WIH OTHOCSLINECS K JFOOBIM MeTabOoIuTaM,
BEIIeCTBAM WK (pepMeHTaM, WK JPYTUM MPOLECCaM, OTHOCSIIUMCS K BBILICYKA3aHHBIM LIUKJIAM,
BKitouass Oe3 orpaHudeHuss auruapodonat, auruapodonarpenykrasy, Tterparuapodosar,
MeTHJIeHTeTparuapodomaTneruaporeHasy/MmeTeHuITeTparuapodoaaruukioruaposasy/popmunr
erparugpodonarcunTasy, S-popmunrerparuapodonar, S-popmumunorerparugpodomar, 10-
dopmunrerparuapodonar, 5,10-merenmnrerparuapodonar, 5,10-merunenrerparuapodonar, S-
MeTHATETParuapod onaT, JJoObie BATAMUHBI Ipy bl B (BKiIrOUas koOalaMiH U METHITKOOATaMUH
(B12), B1 (twamun), B2 (pubodnasun), B3 (auanumn), B-5 (mantoTeHOByr0 Kuciory), B-6
(MMPUIOKCHH WM MHpHIAOKcaIb-5’-¢pochar wim nupunokcamuHdpocdar), B7 (OuotuH) u BCe
¢dopmel ponara (B9)), Bce MeTabonuThl, BeuiecTa, KOGaKkToOpbl W/ UiaH (EepPMEHTBI, YIaCTBYIOIINE
B MerabonusMme BuTamuHa B2, B wacTtHOCTH, pubodyaBUH BO (hJIABHHMOHOHYKIJICOTH] 4Yepes3
pudodnaBuHKMHA3Y U (PIABUHMOHOHYKJIEOTHA BO (piaBUHANEHUHIUHYKIeoTua uepes FAD-
CHHTa3y ¢ Ko(aKTOpaMu LIMHKA, MarHus, kKobOajbTa, KagMus U aneHo3uHTtpudocdara miam B
oOpaTHOM (epMEHTATHBHOM TOPSIKE, B TOM YHCJIE Yepe3 HWIeHA CEMEWCTBA SKTOHYKJIEOTHIOB
nupodocdara/pocommscrepassl 1 (¢ HCMONB30BAaHMEM KallbLMsl B KadecTBE KO(akTopa) u
HU3KOMOJIEKYJIsIpHOTO (hocdoTuposunnporenHdpocdaTa), METHOHHHCUHTA3Y, METHOHHHCHHTA3Y
penyKTasy, CepHH, IIHLUH, CEpUH-TUAPOKCUMETHIITPAaHC(epasy, CHHTE3 Iy PHHOB, ITEPUHBI H UX

IIPOU3BOJIHBIE, ryaHo3uH-5'-rpudocdar, HEOITEePHH, ouontepuH (BKITFOUAst
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terparunpodbuontepus (BH4) u cBsi3aHHYI0 aKTUBHOCTB KO(AKTOPOB, CBSI3aHHYIO C (hepMeHTaMu
THAPOKCHIIA3bl APOMATHYECKUX aMHHOKHUCIIOT U HCIIOJNB30BAHKE B PA3JIOKEHUN U METaOOIN3Me
¢dennnananmnxa, TUPO3UHA U Tpunrodana S-ruppokcurpunrodana, L-nodpsr,
(b eHnnanaHuHr UAPOKCHIIA3H, TUPO3UHTUAPOKCHIIA3BI, TpUNTO(PAHTUIPOKCUIIA3HI,
apomarndeckoil L-amuHOZekapOOKCHIIa3hl, MENATOHHHA, MOHOAMHHOKCHAA3bI, KaTexon-O-
MeTuiTpaHcdepassl, 3-O-metmnnodsl, noamMuH-0eTa-ruAPOKCUIIA3HI, Menu,
(e TaHOIAMIHA, TUTHAPOKCU(DEHUITYKCYCHON KHUCIIOTHI, 3-MeTHpaMHHA, HOpMeTaHe(pHHa,
MeraHeppuHa,  3-METOKCH-4-THIPOKCU(DEHMITIUKONSA,  BAHWIMHMHUHAAIBHOH  KHCJIOTHI,
BAHUMOJIOYHOM KHCJIOTBI W B OWOCHHTE3€ HEHPOTPAHCMUTTEPOB (BKIJIKOYAsl CEPOTOHMH,
MEJIATOHUH, 10paMIH, HOPAAPEHAINH U apeHANINH), a TAK)KE €ro BJIMSHHE HA CHHTA3bl OKCUIA
azora u BH3 u BH2) (muruapoOuonrepuH), THMHUIUIATCUHTA3Y, [€30KCUYpUAuHMOHOpOoCharT,
Ne30KCUTUMUANHMOHOpOoChaT, XOJIUH, OerauH, JUMETUJITTIULINH, OeranH-
rOMOLIMCTEUHMETUATPaHCepasy, METHOHUH, S-aIeHO3UJI-METUOHUH (SAMe), S-
a/IeHO3WIITOMOLIUCTEMHIHIPOIIA3y, S-a1€eHO3UI-TOMOLIUCTENH, S-aIeHO3MIIMETHOHIH, METHOHUH-
aneHo3unTpancdepasy, 5-amuHOMMUA30J1-4-KapOoKcaMUIPHOOHY KI€OTHI,
anenosuntpudocdpar (AICAR), dopmun-AICAR, roMomucTenH, LUCTATUOHUH B-CHHTa3a,
LIMCTATUOHUH, LUCTATUOHUH y-NTHasy, TaypuH, cyiabdartH,O, umm ceszaHHbIe C (omaTom
pacrpeneNuTeNd WIN TPAHCIOPTEPbl WM PELENTOpbl WK IPOLECCHl, PEeryJIupyrolne
BHYTPUKJIETOYHbIE KOHLEHTpauuu (onaToB WiIM MNpoM3BOAHbIE (onaToB, BKIOuUass Oe3
orpanuueHusi peuentop ¢onara-anbda, MPOTOHHO-CBsi3aHHBIM TpaHcmopTep ¢omara (PCFET),
BOccTaHOBJeHHbIH TpaHciopTep ¢omnara (RFC1) u RBC-1, FRB (Takke nzBecTHsIi kak FR-2 wu

FOLR-2), AT®-3aBucumsiii FRI1-onocpenosanneni sumouuto3 ¢ PCFT, domummomnu-y-

Iy TaMaTKapOOKCUTIENTHAA3Y, TOJIUTITY TAMUIITETPAruApOQ ONIaT,
MOHOTJTy TAMHIITETparuapodonar, (b ONUIIIONUTITYy TAMATCUHTETA3Y,
(bONUIMONUTITy TAMATCHHTA3Y, U y-TIOyTaMaTruapoiasy, MIPENCTaBIISIOLIY IO coboi

JM30COMANIBHBIN  (pepMEHT Ui  paclieruieHust (OIMINoIuriyTaMaTta 10 MOHOIJIyTaMaTa,
BuTaMuHa D, wmonuOponTepuHa, NHUPPOJIOXMHOHA, XWHOHA, CEMHXWHOHA, THIPOXHHOHA,
tonaxuHoHa, (GnaBuH-N(5)-okcuaa, mupodocdara, kene3a, TPUMETUITIHUIMHA, IUCTAOHA,
TUpPaMUHA, TPAMUIIEKCOJIA, PONMHUHOPOJA, POTUTOTHHA, HHruOuTOopoB MAQO (BKIROHUas Oe3
OTPaHWYEHUS]  TPAHWILHUIPOMHUH, CEJETHWIMH H  (EHEeN3MH), aHTHUXOJUHEPTHYECKHX
JEKApCTBEHHBIX CPENCTB (BKIOYAast O€3 OrpaHWYeHUs TPHUreKCUPEeHUII, OEH3TPONUH U
ounepuneH), 0eH301Ma3eMMHOB (BKITIOUasi 0€3 OrpaHUYeHHs Kj100a3aM U TUa3enam) U KIOHUIUHA.
B nononHeHue K BRIIEU3IOKEHHOMY, B OTHOIIEHUH (POJIATOB MOJKET UMETh MECTO OJIOKMPOBAHUE
ayroantuten K FR1, mnu renernmueckue nedextel B reHax FOLRI1, u apyrue anturena wim
reHeTHYecKue e(eKThl KO BCEM PA3MUHBIM MEPEHOCYHKAM, PELENTOpPaM, PaclpeeTuTeNssM
¢domaToB WM TpoueccaM, pPEryJIHPYIOLIUM BHYTPUKJIETOYHBbIE KOHLEHTpPAluu (HONaToB.
JIOTIOTHUTETIBHBIE 3JIEMEHTBI, KOTOPbIe MOXKHO HAOJOAATh WM HU3MEPSTh B AMATHOCTHUECKUX
LIEJISIX, WIIA KOTOPbIE MOYKHO UCTIONIb30BATh B KAYECTBE JIEYEHUST B COOTBETCTBHH CO CIIOCO0AMH U
KOMITO3ULIMSIMH, H3JIOKEHHBIMH B HACTOSIIIEH 3asiBKE, BKIIIOYAIOT CJeAyromue: anbda-

aMI/IHoaI[I/IHI/IHOBI:Jﬁ NMOJIyaJlpACTUuA, TJHOKO3a, JIAKTAT, MOJIOUHAs KUCJIOTA, MUPYBAT, CHUAJIOBast
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KHCJIOTA, CYKIMHWIAAEHO3WH, TIIyTapoBas kuciora, kopepmeHT Q10, KapHHTHH, KpeaTHH,
TUMHUIMH/A€30KCUY pUANH, (pepMeHT TuMuanHpOochOopuIasel, rio0yInH, CBI3bIBAIOIIUI MOJOBbIE
TOPMOHBI, XOJIECTEPHH, ADP, N- ALETUILUCTEUH, KJIEMAaCTHH, AMMOHUI,
CYKIMHATAETHAPOTreHa3a, IUTOXPOMOKCHIA3a, IUTPATCUHTA34, LIUKJI JIUMOHHOHN KUCJIOTHI, CEJIEH,
CEJICHOTIPOTEeHHbI, LUCTAaTUH, LUCTaTUH C, rmanbHbI (QUOPHUIUIAPHBIA KHCIOTHBIH O€JOK,
JIETKUi Oenox HelpoduaameHnTa, (b opMIIITITUIITHAMUPHOOHY KJIIEOTH]I,
rnmunuHamuapudonykineotnn, MTHFD1 (Ha ytBepknennoe nasBanne HGNC), MTHFS (na
yTBepxkaeHHoe HazBanue HGNC), BoccranosnenHast ¢opma riyratuona (GSH), oxucnenHas
dopma rmyratmoHa (GSSG), aktuBHbie Qopmbl  kucaopopma (ROS), rmyraruos,
[Ny TATHOHIEPOKCHUA3a, TIyTAaTHOHAWUCYJIb(PUA, TIIyTaTHOHPEOYKTa3a, IIIyTaMaT, TIJyTaMHH,
IJIyTAMHUHCHUHTA3a, MUTOXOHIpPUAJIbHAS TIIyTaMUHA3a, d-KETOrNyTapaT, raMMa-aMHUHOMACIHsIHAs
kucnora (GABA), nusk, 3-P-rmunepar, 3-gpochormuueparaerunporenasa, 3-P-OH-nupysar, 3-
docdorunpokcunupysaTTpancumasa, 3-P-cepun u 3-¢pocdocepundocdarasa.

Taxkum 0Opa3om, BCe BhILIETIEPEUUCIEHHOE MOXKET BbI3BaTh AeuUuT (osara (U BCEX ero
IPOM3BOHBIX ) B FOJIOBHOM MO3T'€, B TKAHSIX rOJIOBHOTO Mo3ra, B [IHC, BHYTpUKIIETOYHO B KJIeTKe
U Hapywarb LUKJI ¢ojara, MyTb TPAHCCYIbQypalmuu M LUKJI METHOHHHA, M BCEX €ro
BCIIOMOT'aTEeNIbHBIX META0OJINTOB, BELECTB, (PepMEHTOB U KO(AKTOPOB, U KOTAA 3TO MPOUCXOIUT
B KOHKPETHBIX KJIETKaX, UX Pe3yJIbTaThl MOTYT ObITh CKPBITBIMH U JHATHOCTUKA U JIEUEHHUST MOTYT
ObITh 3aTpyAHEHBI. Hanpumep, B OTHOIIEHHH, B YaCTHOCTH, (posiaTa BCE 3TO MOXKET IPOUCXOAUTH,
naxe ecnu (onaT B CHMHHOMO3TOBOH JXMIKOCTH CHIDKEH WJIM MMEEeT HOPMAaJbHOE 3HAueHHE.
YuuteiBast, yro aedpuuut ¢omara B I[HC u TKkaHUM TONOBHOrO MO3ra MOXKET BO3HHMKATb
COBEPIIEHHO OTAENbHO OT JAeduuUTa B CIHMHHOMO3IOBOH  JKHIKOCTH, CYIIECTBYET
JOTIOJTHUTENbHASL TOTPEOHOCTh B PACKPBITHIX CHMOCO0AX M KOMITO3ULHSIX, MPUMEPOM KOTOPBIX
ciy»xat uaausuael, crpagaromue AHDS. Unnusuael ¢ AHDS ciyxaTt npumepoMm, eciu ypoBeHb
TOPMOHA IMUTOBUIHOM KeJIe3bl WK (PYHKLHUU IMUTOBUAHOH JKeJIe3bl MOXKET ObITh HOPMAJIbHBIM B
kpoBu, HO B LTHC runorupeos, BeigeneHHbli B rojgoBHOM mosre win [THC, MoxkeT BbI3bIBATH
npobsieMbl ¢ GoraToM. ITO TaKKe O3HA4YAeT, YTO MHAMUBHILL, He crpanatomue AHDS, Taxke
MOTYT HUMETh T'€HETHYeCKHe MyTaluuu Wiu mnonuMopdusmel, wiu SNP, win aHTHTeNa, Win
npolbJieMbl C peLenTopaMu, Wik NeUIUTHI, CBsI3aHHbIE ¢ MeTaboNM4YecKuM myTteM (osaTos,
kotopsle cneunuunsl 111 [IHC win ronoBHOro Mo3ra, B TO BpeMsi KaK B IPOTUBHOM CIIy4ae OHU
UMEIOT HOPMAJIbHBIE PE3YJIbTATHI AHAJIN3a KPOBH, TAK YTO OHH HY KAAKOTCS B JICYSHHUH, CTIOCO0ax
JIUAarHOCTHKH, a TaKXKe Crocof0ax W KOMITO3ULMSIX 3asBUTENs sl JieueHus. JlaHHble neuuuThl
MOTYT BO3HUKATh B KJIETKE M TKAHU T'OJIOBHOTO MO3Tra. [T0CKOIbKY OHU MOTYT BO3HHUKATh B TKAHSIX
TOJIOBHOT'O MO3ra, (hosiaT MOKET IMETh HOPMaJIbHOE 3HAYEHHE B CITMHHOMO3TOBOM KHIKOCTH, HO
KaK TOJIbKO (DOJIAT MOKUAAET CIIMHHOMO3TOBYIO JKHIKOCTh U TIOMA/IAeT B TKAHU TOJIOBHOTO MO3Ta,
BHYTPHKJIETOYHBIE TPOOJIEMbI MOTYT HapyIIaTh LUK (osiaTa, TEM CAMbIM BBI3bIBAsI CHUKECHUE
ypoBHst (omara B I[HC BHe CHUHHOMO3IOBOW KHIKOCTH. TakuMm o00pa3oMm, CIOCOOBI U
KOMITO3ULIH, PACKPBIThIE B HACTOSIIEM JOKYMEHTE, OTHOCSTCS K JIEYEHUIO KJIETOK M TKaHEH B
rooBHoM Mosre u IIHC, Bkmowass 0e3 orpaHMYeHUs CIEAyIOIIHe. TJHAJbHbIE KJIETKH,

ACTPOLUTHL, TJIUA BeprMaHa, OJIUTOACHAPOUUTDI, KIIECTKU-NIPEAIICCTBEHHUKU OJIUT'OACHAPOLNTOB,
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SMEHANMANIbHbIE KJIETKH, TAHULIUTBI, MUKPOTJIUS, paguaibHas INHs, HEHPOHBI, SMUTEIHAIbHbIE
KJIETKU, CTBOJIOBBIE KJIETKH, KPOBEHOCHBIE COCY JIbl, UHTEPHENPOHBI, MMPAMUIHbIE KJIETKH, KJIETKU
beua, nBurarenbHble HEHPOHBL, KieTkU [lypkunbe u TyuHble kieTky, kinetku Kaxansa-Petuuyca u
I1TBanHa, BKIFO4ast 6€3 OrpaHUYEHUs] TOJOBHOW MO3T, CTBOJ MO3Ta, MO3KE€YOK, KOPY TOJIOBHOTO
MO3ra, HEOKOPTEKC, aJUIOKOPTEKC, JIOOHYI0 J[OJIF0, BHUCOYHYIO JOJII0, TEMEHHYHO JOJIO,
3aTBUIOYHYIO JOJII0, LEHTPAJbHYIO JOJI0, JHUMOHYECKYI JOJNI0, OCTPOBKOBYIO IOJIO,
MPELIEHTPAbHYO0 U3BUIINHY, TOCTLUEHTPAIbHYIO U3BUJIMHY, CPEHUI MO3T, MOCT, IPOJIOJITOBATbIN
MO3T, JKEJyJJOUKOBYK) CHCTEMY, TaJlaMyC, 3MUTaJaMycC, LIUIIKOBUIHYIO JKeje3y, TMIoTajlamyc,
runous, cyoranamyc, TMMONYECKUE CTPYKTYPbI, MUHIAJIEBUIHOE TEJIO, TUIITIOKAMIL, KJIayCTPYM,
Oas3anpHble TAHIJINK, CTPUATYM, ONEAHBIN INap, YepHyr cyOCTaHIMI0, cyOTasaMudeckoe siipo,
CKOpJymy, Oas3anbHble OTAENbl IMEPEJHEr0 MO3ra, OKOJOXKENIyJOYKOBBIE OpPTaHbl, TBEPAYIO
MO3TOBYIO O00OJIOUKY, NAayTHHHYIO MO3TOBYIKO OOOJIOYKY, MATKYI0 MO3TOBYIO OOOJIOUKY,
NpEAeNbHYI0 TJIHI0, MpUJIekalnee sapo, OasanbHOE SAPO, NHArOHAJIBHYKO mojocy bpoka,
0€3bIMSAHHYI0 CYyOCTaHIIHIO, SIAPO MEIULIMHCKON MePeropo K1, HAMET MO3)K€UKa, BEPXHUE HOKKU
MO3KeUKa, CpeIHUEe MAasSTHUKM MO3)KEUKa, HIDKHHE MAasSTHUKHA MO3KeuKa, CKaT, OOoJblIoe
3aThIJIOYHOE OTBEPCTHUE, CIIMHHOW MO3T U COCYAUCTOE CILIETEHHE.

Panee Oblta HeM3BeCTHa B3aMMOCBS3b MEXIy BHYTPHUKJIETOYHBIM ypOBHEM (onara B
TKaHU TOJIOBHOTO MO3ra MHAUBHUIOB, cTpanaomux AHDS, u ypoBHeM ropMoHa LIMTOBUAHOM
JKeJe3bl BHYTPUKJIETOUYHO B TKaHU FOJIOBHOTO MO3ra TAaKUX WHAMBUJIOB B PE3yJIbTaTe U3MEHEHUs
TPAHCHIOPTHUPOBKKM TOPMOHA LIUTOBUAHOW >kene3bl, B uyacTtHoctu 13, B LIHC. Munusunei,
crpagatrome AHDS, umeroT nub0 HOpPMalbHYHO (QYHKIHK LIUTOBUIHOM KeJe3bl, JHOO
runeptupeo3 B kposu Bae LIHC; Tem He Menee, y uHIuBuaOB, cTpanaromux AHDS, nabmronaercs
BBIPQ)KEHHBIH TUIIOTUPEO3 B KJIETKaX TKAHU TFOJIOBHOTO MO3ra, B OCHOBHOM IO OTHOLIEHHUIO K
HEHPOHHBIM KJieTKaM. HecMOTpst Ha aHHBIN TIyOOKHH BHY TPUKJIETOYHBIN THIIOTUPEO3 B TKAHIX
TOJIOBHOT'O MO3Ta, Y UHAUBHAOB ¢ cuHApoMoM AHDS MoryT ObITh HOpMaJibHbIE YPOBHHU (OJIATOB
B kpou BHe [ITHC um naxke HOpMasibHble YPOBHU (OJIATOB B CIIUHHOMO3TOBOW JKHIKOCTH,
0co0eHHO B O0JIee MOJIOAbIE TOMIbI Pa3BUTHS. Takash KIIMHIHYECKasi KAPTHHA HOPMAJIbHOH (yHKIIMK
IIUTOBUAHON JKeNe3bl WM THIEePTHPe03a B KPOBU B COUETAHHUU C HOPMAJIbHBIMHM YPOBHSIMU
¢donaroB B kpoBu BHe [IHC, a Takke HOpPMaJbHBIMH YPOBHSAMHU (POJATOB B CIIMHHOMO3TOBOH
JKUJIKOCTH 3aIyThIBAIOT KIIMHUYECKYIO KAPTUHY, TaK KaK BbIpa)KEHHbBIN TUIIOTUPEO3 HA KJIETOYHOM
YPOBHE B TKaHsIX T'OJIOBHOTO MO3Ta MOXKET OCTaThCsl HE3aMEUEHHBIM WJIM HEIHArHOCTUPOBAHHBIM.
B pesynbrate passuBaercs nepuuuT Gonara u CBsI3aHHbIE C HUM HEOIArOoNpUsATHBIE MOCIEICTBHS,
CBsA3aHHbIE C BHUTAMUHAMH TIpymnbl B, ¢ kackagHbIM BO3JEWCTBUEM Ha CBs3aHHbIE NYTH,
NPUBOIALINE K W3HYPSIOIIUM HCXOAaM, HaOMIOTaeMbIM y WHAMBHIOB, crpamaroumx AHDS.
JlaHHOEe HEOXXHIAHHOE OTKpbITHE obecrneymyio Hactosmee u3loOpereHue. Bcenencraue
U30BITOYHOTO MOTpedIeHus (osaTa Ha KIETOYHOM YPOBHE B TKAHSIX FOJIOBHOTO MO3Ta C TEUEHHEM
BpEeMEHHU B OoJjiee MO3AHEM BO3pacTe y MHAMBHIOB, cTpamaromux AHDS, moryt HabmomaTbcs
npusHaku aedunnTa Gonata B CHMHHOMO3TOBON JKUAKOCTH.

IIpenocraBnenne uaamsunam, crpanaromnM AHDS, dapmauneTudeckoit koMmo3umuu

WM MUIIEBOW KOMITO3UIINH, COAepKalel onuH min Oonee ¢onatos, BuramuH B12, Buramun B6



18

win BUTaMuH B2, MOXeT Oka3aTh OJIarOTBOPHOE BO3AEUCTBHE U OOJIErYUTh HEOJNArOmpUsTHBIE
nocnencteus, cBsazaHHble ¢ AHDS. Kpome Toro, HexoTopele Ipyrue 3J€MEHTbl U Jpyrue
BUTAMHUHBI Tpynmnbl B, yka3zaHHble B HACTOSIIEM OIUCAHUH, TAaKXXE€ MOTYT OKa3bIBaTh
OJaroTBOpHOE BO3AEHCTBUE U 00JeryaTh HeONAronpusATHBIE MMOCHEeNCTBU, cBsizaHHble ¢ AHDS.
Hacrosiimee packpeiTie Takxke kacaercs Tex, kTo B xoxae jedeHus AHDS npunumaer ananor
rOPMOHA UTUTOBUAHOM JKeJIE3bl, IIATIEPOH TOPMOHA IIUTOBUIHOM JKeJIe3bl, TAPOMUMETUK TOPMOHA
IIUTOBUAHON >KEJIe3bl, TeHHYI0 TEparuid TOPMOHA IIMUTOBUIHOMN JKENE3bl, aHTUTUPEOHIHOE
JIEKAPCTBEHHOE CPEACTBO WM JIEKAPCTBEHHOE CPEACTBO HAa OCHOBE TOPMOHA LIMTOBUIHOMN
ene3bl. JlononHeHue onqHOro win Oosiee u3 anajiora ¢onata, ButamuHa B12, Buramuna B6 win
BUTaMHHA B2 BMmecTe ¢ aHajgoroM ropMOHa IIWMTOBUIHOW JKEJE3bl, ILIANEepPOHOM TOPMOHA
LIMTOBUIHOM >KeJe3bl, TUPOMUMETUKOM TOPMOHA IMMTOBUAHOM >K€Jie3bl, T'€HHOM Tepanuen
rOpMOHa IIUTOBUAHOW  JKENe3bl, AHTUTUPEOUIHBIM JIEKAPCTBEHHBIM CPEICTBOM WU
JIEKApCTBEHHBIM CPEICTBOM Ha OCHOBE I'OPMOHA IIUTOBUAHOHN KeJe3bl MOXKET O0ecrednBaTh
Oosee s3pdexTrBHBIE CpeACTBA MPENOTBPALICHUS W/ WK JieueHus nepuimra Gosiata U CBI3aHHbBIX
¢ HUM npobyiem. Kpome TOro, HEKOTOpbIE IpyrHe 3JIEMEHThl U BUTAMUHBI TPYMIbl B, yka3aHHbIe
B HACTOSIIEM JOKYMEHTE, TAaKXKe€ MOTYT OKa3bIBaTh OJIArOTBOPHOE BO3AEHCTBHE M OOJerdaTh
HeOaronpusiTHeIE MOCIenCTBUs, cBsizaHHble ¢ AHDS, B coyeraHMM ¢ mpUMEHEHHEM aHaJora
rOpMOHa IMUTOBUJHOM >KeNie3bl, IIANepOHAa TOPMOHA IIUTOBUIHOMN 3KeJe3bl, TUPOMUMETHKA
rOPMOHA IIUTOBUAHOW JKeJle3bl, TE€HHOW Tepalmuu TOPMOHAa LIUTOBUJIHOM  JKENEe3Hl,
AHTUTHUPEOUTHOTO JIEKAPCTBEHHOI'O CPEACTBA WIIH JIEKAPCTBEHHOIO CPEACTBA HA OCHOBE TOPMOHA
LIIUTOBUIHOMN >KeJIE3bI.

Hacrosiiiee u3o0OpereHre MOXKET MOMOYb MPENOTBPATUTH M B JAJbHEWIIEM ITOMOYb
IUATHOCTUPOBATh MPUYKMHY neduumrta oyiata ¥ CBSI3aHHOTO ¢ HUM neduuMTa Y WHAWUBHUIOB,
ctpanaromux AHDS, kak yTBep:KIaroT BeayIue UccienoBaresiu B oonactu aedunura ojara, a
takske nepumur MCT8 He cocpenoToueH Ha HeOCTaTKax, OTMEUEHHBIX B TJAHHOM JIOKYMEHTE, a
CKOpee COCpPEelOTOUeH Ha aHajore TOpPMOHA INUTOBUAHOW JKeNe3bl, MIalepoHe TI'OpMOHA
IIUTOBUAHOM >KEeJie3bl, THPOMUMETUKE TOPMOHA IIMUTOBHIHOMN KeJie3bl WJIM Te€HHOW Teparuu
rOPMOHA IIUTOBUIHOM JKE€JNe3bl, KOTOPble HE YCTPAHSIOT IOJUKHBIM O0pa3soM HEIOCTATKH,
OTMEYEHHBIE B JAHHOM JIOKYMEHTE, a Takke KackKamHble 3((EKThl U pe3yJIbTaThl, CO3/1aBAEMbIe
UMHU.

OueBuaHO, YTO HEOOXOIMMO YCTaHOBHTb B3auMOCBs3b Mexay AHDS wu
BHY TPUKJIETOYHBIM Aeumrom (ojata u poaCTBEHHBIX META0OJUTOB B TKAHSX FOJIOBHOT'O MO3Tra
IUI UX TIPENOTBPAIICHUS W JIeYeHHs. PacKpbITBIA MpeaMeT MpencTaBisieT cOOOH CrocoObl U
KOMITO3ULIMHK JJIs1 TIPEAyNpPEekKACHUs] W JIeYeHUs1 COCTOsiHUM, cBsidaHHbix ¢ AHDS, wu
MeTa0oMMuecKkux Ae(QUUUTOB, BbI3BAaHHBIX HMMH. Hactosmee wu300peTeHHE OCHOBAaHO Ha
oOHapy:keHuu Toro, uto npu AHDS y uanusunos B kpoeu BHe [[HC MokeT nposiBIsITHCS THOO
HOpMaJjbHast (DYHKLMSI IMUTOBUAHON >KeJe3bl, JIMOO THIEePTHPEO3, U B pe3yJjbrare TiyOoKui
TUTNIOTUPEO03, CYLIECTBYIOWUNA BHYTpukjaeTodyHo B [[HC B TkaHM TrOJIOBHOTO MO3Ta, SIBJSIETCS
HEO)KHJIAaHHBIM U OCTAeTCs HE3aMEUCHHBIM M HE TOMJICKUT JieueHH0. Kpome Toro, y AaHHBIX

WH/IMBUOB HE OOHAPY KUBAKOTCS OTKJIIOHEHUS B ypoBHE (¢onata B kposu BHe LIHC, 1 mo meHbIei
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Mepe B HEKOTOPBIX Clydasx B Oojiee MOJIOmOM Bo3pacte neduuut Qonara B CIHHHOMO3TOBOH
JKUJIKOCTH TAK)K€ MOJKET Ka3aThCsl HOPMAJIbHBIM. bosee Toro, paske eciy NpakTHKYIOLINE Bpadyn
3HAIOT, 4TO 4ejioBek cTpagaer AHDS Bcnencreue nedpunmra MCTS, npakTHKyOIUE Bpadl BCe
ele He 3HAIT WK He yaerstorT BHuManus aeuuuty B LIHC, cBazannomy ¢ ¢onatom. Ckopee,
JaHHbIE MPaKTHKYyoLIHe Bpauu jedatr AHDS ¢ ucrnonb3oBaHreM aHaiora ropMOHa HIUTOBHIHON
JKeNe3bl, INanepoHa TOPMOHA INMUTOBHUIHOHN >KeJe3bl, THPOMHUMETHKA TOPMOHA LIMTOBHIHOW
JKeJle3bl UM TeHHOH Teparuy rOpMOHA IMUTOBUIHON JKeJIe3bl, KOTOPBIE HE YCTPAHSIIOT JOJKHBIM
o0pa3oMm Jiexxainuii B OCHOBE (hoJiaT U CBS3aHHBIE C HUM e UIUTHL

Ilonynsauus nauueHToB

[Tatmentamu sBISIIOTCS T€, KTO cTpanaer AHDS, Taxxke usBectapM kak nepuut MCTS.
B HEKOTOpBIX [OMOJHUTENBHBIX BAapUAHTAX OCYLIECTBICHHs Yy TMALUEHTa MOXET ObITh
3a00neBaHNe, CBS3aHHOE C pacIpenesieHueM, TPAHCIIOPTUPOBKOH U 1eHOJUPOBAHHEM TOPMOHOB
IIUTOBHUIHON »Kene3bl B IeHTpaibHON HepBHOW cucteme («LIHC»), B uacTHOCTH, BKIIFO4ass Oe3
OrpaHUYEHUs TOJIOBHON MO3T U CTIMHHOM MO3T.

bepemenHble MaTepH U IIOABI

bepeMeHHble HHAMBUABI U, BEPOSATHO, CIIOCOOHBIE poauTh pebenka ¢ neduuntom MCTS
(TIOCKOJIbKY MaTepy MOTYT OBITh HOCUTENISIMH M MACHTU()HUIIMPOBAHBI KaK MHIAMBHIbBI, HECYINUE
mytanuro MCTS), unm yxe Obun upeHTuuIMpoBansl kak Hocutenu mwiona ¢ AHDS, takke
MOJXONAT B Ka4deCTBE IALIMEHTOB, YKA3aHHBIX B JAHHOM JOKYMEHTE, IMOCKOJIbKY JIEUeHHUE C
UCIIONIb30BaHNEM (hapMaLeBTHYECKON KOMITO3UIMU HJIH MHUIIEBOH NOOABKH, COAEPIKALIUX OIHO
wiu Oonee u3 onara, ButamuHa B12, Buramuna B6 wiu Butamuna B2, w/unmu onun wiu Gonee
U3 JAPYTUX 3JIEMEHTOB, PACKPBITBIX B JAaHHOM JOKYMEHTE, W/WIH JPyTrUe BUTAMHUHBI TPYIIIbI B,
MO’KHO BBOJUTH MAaTe€PH U MEPEHOCHUTH K IUIOAY uYepe3 IUIAleHTpaHblil Oaprep. [leficTBUTENBHO,
U3HYPSIIOIINE COCTOsIHMS, cBsi3aHHble ¢ AHDS, MoryT HauaTh pa3BUBATHCS BHYTPUYTPOOHO, U
nojiyyenue iedenus mionom ¢ AHDS nmpeanodrureibHO HauaTh KaK MOYKHO PaHbIIE.

ITnon

Bmecto neueHust MaTepu JUISL OCYINECTBJICHHUS TUIALICHTAPHOW Mepenadvu CrocoboB U
kommo3uiuii aist aeuernst AHDS, packpbIThIX B HACTOSIIEM TOKYMEHTE, CIIOCOOBI M KOMITO3HIIUU
IUTA JICYSHHsI, PACKPBIThIE B HACTOSIILEM JOKYMEHTE, MOTYT OBITh HEMOCPEICTBEHHO BBEICHBI
oAy JIF0OBIM CTOCOOOM, H3BECTHBIM B JAHHOM 00J1aCTH, U, CiieaoBaTesbHO, mioa ¢ AHDS takske
SIBJIIETCSI TIPEIMETOM Hacrtosimero uzobpereHusi. Takum 00pa3oM, B PacKpBITBIX B JaHHOM
JOKyMEHTE CIIoco0ax MalueHTOM MOXKET OBbITh TUIOA.

CrniocobbI penynpekaeHus

HecmoTpst Ha TO, YTO MHOTME W3 BApUAHTOB MPHUMEHEHHs (ojaTa B LEJIOM XOPOIIO
U3BECTHBI, ObLTM OOHAapy’keHbl HOBblE cocTosiHUS B oTHoumeHnd AHDS, koropeie TpeOyroT
UCTIONB30BaHUs (HONATOB WM APYTUX METabONMTOB, KaK yKa3aHO B HACTOSIIEM IOKYMEHTE,
KOTOpble TOAZEPKUBAIOT MeTadonuueckuii mnyTh (omata. Takum obOpasoMm, mnpenMeToM
HACTOSIIEro M300peTeHHsl SIBISIETCS PACKPBITHE CHOCOOOB W KOMITO3WLMHA JJISi BBEACHUS
(bapMaLIeBTHUECKOW KOMITO3UIMH WM TMHUINEBOH M00aBKH, COAEPKALINX OIHO WM Ooyiee U3

¢onara, Butamuaa B12, puramuna B6 win Butamuna B2, unauunam, crpagarommum AHDS, a
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TaK)Ke HEKOTOPbIE IPYTHE 3JIEMEHThI W/ WM IPYTHe BUTAMHHBI IPYyTIbI B.

Hexoropsle u3 nepBreix cuMnNTOMOB, cBsA3aHHbIX ¢ AHDS, cBsizanbl ¢ runoronueii. ITo mepe
MIPOrPECCUPOBAHMS COCTOSIHUSL MOSIBIISIIOTCST 3aA€pPKKA Pa3BUTHUS, CHACTUYHOCTb, AUCTOHHSA U
TSDKENasi yMCTBEHHAst OTCTANOCTh. [1o Mepe yxyamenus: coctossHus pusndeckne QyHKIHH PE3KO
YXYAIATCA. JTO JIMIIb HEKOTOPBIE U3 COCTOSHUMN, KOTOpPble MOTYT BO3HUKHYTb B pe3yJjbTaTe
AHDS. Ob6cyxnaeMble B TaHHOM IOKYMEHTE CIOCOOBI M KOMITO3UIIMK MOTYT IPENOTBPAIIaTh,
JIEYUTDb WJIK 00JIerdyaTh COCTOsIHUS, cBsizaHHbIe ¢ AHDS.

Beenenne papmanieBTHUECKONH KOMIIO3ULIMY WJIA TTUINEBON T0OABKH, COAEPKAIUX OITHO
wnu Oonee u3 gonara, Butamuna B12, suramuna B6 nnm Buramuna B2, a Takke 1pyrue 3J€MeHThI
U JpyTHe BUTAMHHBI I'PYNIbl B, MOKHO OCYIIECTBIATH JIOOBIM CIOCOOOM, y)K€ M3BECTHBIM B
nanHoM obnactu s nedenuss AHDS. Onun BapraHT OCyIIeCTBISHHS 3aKII0YAETCs BO BBEEHUU
(bapMaLeBTHUECKON KOMITO3UIIMM WJIM TMUINEBOM A00aBKH, COAEPKALIMX ONHO WM Oonee U3
¢onara, Buramuaa B12, Buramuna B6 wnm Buramuna B2 mromsm, crpamaromum AHDS. B
NPEANOYTUTEIbHOM BapUaHTE OCYLIECTBICHHS BOCCTAHOBJICHHbIH (hoNaT BBOAAT WHAWBUIAM,
crpagaromum  AHDS. Heorpanu4mBarommii CIHMCOK MPUMEPOB BOCCTAHOBJIEHHBIX (DOJIATOB
BKJIFOYAET CeAyIOLIHe: 10-popmunreTparuapodoauenas KHUCJIOTA, 5-
dopmunrerparuapodosmeBas Kuciora, S-popmumuHOTeTparuapodosmesas kuciora, 35,10-
MeTeHmITeTparuapodonuesas  kuciaora, S,10-merunrerparuapodonuesas — Kuciora,  S-
MeTmITeTparuapodoaueBast KUCIOTa U S-METUITETparuapodoar.

KonuuectBo ¢onata, BBOAMMOrO IOCPEACTBOM CIIOCOOOB M C HCHOJb30BAHHEM
KOMITO3ULIUI 1O HACTOSALIEMY H300peTeHHI0, OyJeT 3aBHCETh OT pa3Mepa, BO3pacTa M TSKECTH
cocrosiHust uHauBuaa. Kak mpasuio, or 30% no 5000% pexomennyembix HanpoHanbHbIM
WHCTUTYTOM 3JIpaBOOXpaHeHUsi, YmpaBieHueM numeBbix n00aBok (NIH) pexomenpauuii mo
IO3UPOBKe OyeT AOCTATOYHO. DTO TaKKe BEPHO NI BBeAeHMs BuTamuHa B12, Buramuna BO,
unu BUTamMuHa B2, a Taxke npyrux BUTaMHMHOB rpynnbl B u apyrux snemenros. Konuuectso
BUTAaMUHOB rpymnmnel B u npyrux snementroB cocrasiseT oT 30% no 5000% pexomeHayemoit
cytouHoit HopMmblI corstacHo USFDA.

B TspkenpIx ciydasix KOJNMYECTBO MOXKET ObITh yBean4YeHO. Jl03bI MOTYT OBbITh HIXKE
obmenpuHATeIX pekomeHnanmii NIH B ciydae mpoduiakTHdeckux Mep, WIH B Cliydae, €Clii
UHIMBUA YK€ MPUHUMAET NOOABKH, COAEpIKAIIHME BBIICIIEPEUHCICHHOE, WIH B CIyYae, €Clii
WHJUBU] SIBJII€TCS HEJOHOLIEHHBIM MIIAJIEHLIEM WJIU TOJIBKO YTO POAUBLINMCS HOBOPOXKIAECHHBIM.

B omHOM BapmaHTe OCYINECTBIICHHUS] KOJIUYECTBO (ojiaTa, BBOAHUMOIO C UCTIOIb30BAHUEM
crocoOOB U KOMIIO3UIINH, PACKPBITHIX B HACTOSIIEM JOKYMEHTE, MOXKET COCTABJISITh OT 0KoJio 0,2
MT 10 OKOJI0 15 Mr ¢onaTta Ha kr Beca (maipieHTa) B CyTku. B apyrux cnydasix Tpedyrorcs Oonee
BBICOKHE 103bI pojata oT 0koio 0,5 Mr 10 OK0JI0 3 MI/KI/CYTKHU Ut HOPMAJIM3AaLUY U Y CTPAHEHHUS
ypoBHeti ¢ponara B [[HC. Tem He MeHee, B IPyrux Clydasix, KOra MPUHUMAIOTCS PEBEHTUBHBIC
Mepbl, WIM KOTAa WHAMBHUJI SBJSETCA IUIOJOM, HEIOHOLIEHHBIM HOBOPOXKIEHHBIM WU
JOHOLIEHHBIM HOBOPOYKIEHHBIM, TO3UPOBKA MOXKET ObITh HU)KE, UEM YKA3aHO BBIIIE.

B HekOoTOpBIX BapHaHTax OCYILIECTBICHHsS KOJMYECTBO BOCCTAHOBJIEHHOTO (ponara,

BBOJUMOT'O C MCIIOJIb30OBAHUCM CIIoco0oB 1 KOMHOSI/IL[Plﬁ, PACKPBITBIX B HACTOAILIEM JOKYMEHTE,
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MOJKET COCTaBJIATh 0T 0koJ0 0,1 Mr 1o okono 1,0 Mr ¢onara Ha Kr Beca (HHAUBUIYYMa) B CYTKH.
B mpenmouturenbHOM BapHaHTE OCYINECTBIEHHsS KOJHYECTBO BOCCTAHOBJIEHHOTO (onarta,
BBOJIMOTO C MCTIOJIb30BAHHEM CITOCOOOB M KOMIIO3HIUH, PACKPBITBIX B HACTOSIIEM JJOKYMEHTE,
MOJKET COCTaBJIATh OT 0KoJ0 0,5 Mr 10 okoso 0,1 Mr ¢onara Ha Kr Beca (HHAUBUIYYyMa) B CYTKH.
B npyrux caywasx mis HopManmzaumu ypoBHs ¢onueBoi kuciotel B LIHC TpeOyrorcs Oonee
BBICOKHE J103bI (PONMEBOH KUCIOTHI, OT OKoJo 0,5 Mr 10 3 Mr/kr/cyTku. Tem He MeHee, B IPyTHx
Cly4asx, KOrja MPUHHUMAIOTCS MPEBEHTUBHBbIE MEPbI, WIM KOIZa WHIMBUJA SIBJSIETCS ILIOAOM,
HEJIOHOIIEHHBIM HOBOPOKAEHHBIM MJIM JOHOLIEHHBIM HOBOPOXKIEHHBIM, JO3UPOBKA MOXKET OBITh
HIDKE, YeM YKa3aHO BBILLE.

Uro kacaetcst S-mermnrerparuapodonara UM S-MeTHITETParuapodOIueBoi KUCIOTHI,
J03UPOBKA MOKET OBITh B inana3oHe ot okoso 400 Mkr 10 okojo 15 mr. B apyrux cnydasx, npu
Cepbe3HOM AeduuuTe, TO3UPOBKA MOKET MPEBBIIATD 15 MT.

Cnenyromue Tabmunbl npenocraBieHel NIH B kadecTBe peKkOMEHAyeMOW HOPMBI

notpedneHus gosara U APyrUx BUTAMHUHOB U MUHEPAJIOB.

Tabmua 1: [loctarounoe norpebienue GoaTta st MIIACHIEB
Bospact My:>KCKOro 1nosa 1 >KeHCKOro mosa
(MecsiLeB) (MKT/CyTKH)
0-6 65
7-12 80
Tabnuua 2: PekoMeHayemble MHIIEeBbIe HOPMBI (poaTta IJist JeTel U B3POCIIbIX
Bospact My:xcKkoro nona u bepemennbie Kopwmsimue
(;1eT) JKEHCKOT'O TI0J1a (MKT/CyTKH) (MKT/CyTKH)
(MKT/CyTKH)
1-3 150 H/ H/A
4-8 200 H/J H/A
9-13 300 H/J H/A
14-18 400 600 500
19+ 400 600 500
Tabnuua 3: Pexomenayemebie nuernueckue HopMbl (RDA) st Butamuna B12
Bospact My:kckoro Kenckoro bepemennsie Kopwmsimue
noJna nojua (MKr/CcyTKH) (MKT/CyTKH)
(MKr/CyTKH) (MKr/CyTKH)
Ot poxaenus 1o 6 0,4 0,4
MeCsLEB
Ot 7 no 12 mecsies 0,5 0,5
Ot 1 go 3 ner 0,9 0,9
Ot 4 no 8 ner 1,2 1,2
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Ot 9 no 13 ner 1,8 1,8
Crapuie 14 ner 2,4 2,4 2,6 2.8
Tabnuua 4: Pexomenayemebie nuernueckue HopMbl (RDA) s Butamuna B6
Bospact My x4uHbI Kenimunbl bepemennsie Kopwmsimue
(Mr/cyTkn) (Mr/cyTkn) (Mr/cyTkn) (Mr/cyTkm)
Ot poxaenus 10 6 0,1 0,1
MeCsLEB
7-12 mecsuen 0,3 0,3
1-3 ner 0,5 0,5
4-8 ner 0,6 0,6
9-13 ner 1,0 1,0
14-18 ner 1,3 1,2 1,9 2,0
19-50 ner 1,3 1,3 1,9 2,0
Crape 51 roga 1,7 1,5

Tabnuua 5: Pexomennyemble nuetnueckue HOpMbl (RDA) nnst pubodnaBuna (BuTaMuHa

B2
: Bozpact My K4nHbBI KeHiunbl bepemennsbie Kopwmsimue
(Mr/cyTKm) (Mr/cyTKn) (Mr/cyTKn) (Mr/cyTKn)
Ot poxxaenust 1o 6 0,3 0,3
MmecsieB™
7-12 mecsieB™ 0,4 0,4
1-3 ner 0,5 0,5
4-8 ner 0,6 0,6
9-13 ner 0,9 0,9
14-18 ner 1,3 1,0 1,4 1,6
19-50 ner 1,3 1,1 1,4 1,6
Crapuie 51 roga 1,3 1,1
Tabmuna 6: PekoMmeHayemoe nocTaTodHOEe TMOTpedNieHue JIsi  MJIaJeHLEB |

pPEeKOMEHyeMbIe THINEBble HOPMBI »Kejne3a it mianeHieB (oT 7 no 12 mecsies), neredl u

B3POCJIbIX
Bospact My :x4uHBI Camku bepemennsie Kopwmsimue
(MKr/CyTKH) (MKT/CyTKH) (MKr/CcyTKH) (MKT/CyTKH)
MananeHiis 0,27 0,27
Ot 7 no 12 mecsues 11 11
Ot 1 no 3 ner 7 7
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Ot 4 no 8 ner 10 10
Ot 9 no 13 ner 8 8
Ot 14 o 18 ner 11 15 27 10
Ot 19 o 50 ner 8 18 27 9
Crapuie 51 roga 8 8
Tabnuna 7: [locrarounoe norpednenue (Al) aus xamprys
Bospact My K4uHBI Camku bepemenneie Kopwmsimue
(Mr/cyTkn) (Mr/cyTkn) (Mr/cyTkm) (Mr/cyTkm)
Ot poxxaenus 1o 6 210 210
MeCsLEB
Ot 7 no 12 mecsues 270 270
Ot 1 no 3 ner 500 500
Ot 4 no 8 ner 800 800
Ot19 no 13 ner 1300 1300
Ot 14 no 18 ner 1300 1300 1300 1300
Ot 19 no 50 ner 1 000 1 000 1 000 1 000
Crapie 51 roga 1200 1200
Tabnuua 8: Jlocrarounoe notpednenue (Al) Buramuna D
Bospacr My K4uHbI Camku bepemennbie Kopwmsimue
(MKr/CyTKH) (MKr/CyTKH) (MKr/CcyTKH) (MKT/CyTKH)
Ot poxnenus no 13 5 (200 En.) 5(200En.)
Jer
Ot 14 o 18 ner 5 (200 En.) 5(200En.) 5(200 En.) 5(200En.)
Ot 19 o 50 ner 5(200 En.) 5(200En) 5(200 En.) 5(200En.)
Ot 51 no 70 ner 10 (400 En.) 10 (400 En.)
Crapie 71 roga 15 (600 En.) 15 (600 En.)

PexomeHnnyemoe KOIM4YeCTBO IPYTUX 3JIEMEHTOB Il BBEJIEHUS COCTaBIIsAET OT okoso 30%
1o okojo 5000% pexomeHayeMol CyTOYHON HOpMBI, Hanpumep, oT 100% no okono 2500% unu
ot okoso 150% no okono 1000% pexomeHnyemol CyTOYHONH HOpMBL MeHblNe KOJIHYeCTBa
MOryT OBITb  HEOOXOmWMBI B MNPOQMIAKTHYECKHX  CIydasx WJIH B CIyYasx
HEIOHOIICHHBIX/HOBOPOKACHHBIX. HecMOoTpss Ha TO, 4YTO [aHHBIE JHANa30Hbl MOXHO
UCTIONIB30BATh B KQUECTBE OPHEHTHPA, HAWITYULISH MPAKTHKOHN JJIsl Bpaya sSIBISIETCS ONpeeIeHNe
KOJIMYECTBA B 32aBUCUMOCTH OT BO3PACTa, BECA U TSHKECTU COCTOSTHUS.

Ilockonbky  Hacrosimee H300peTeHHME MpPEAHA3HAUYeHO JUId  JIEYEeHus  IUIOAA,
HETOHOIIEHHOTO HOBOPOKAEHHOTO WJIN IOHOIIEHHOTO HOBOPOKAEHHOTO, KOTOPBIH TAK)KE MOXKET

noJjiy4datb AOCTATOYHOEC MHINCBOC AOMOJIHEHHUE W3 APYIUX HCTOYHHUKOB, YUYHUTbIBAass TEKYILICC



24

COCTOSIHHE 37IOPOBbsSI TAKOTO WHAMBHIA, CJIEAOBBIE KOJMYECTBA OAHOrO Wi Oosee (onaTos,
ButamrHa B12, BuramuHa B6 wiu ButamuHa B2 MokeT OBITH JOCTATOYHO ISl JIEYEHUS
coctosiHuH, csizaHHbIX ¢ AHDS. BakHbIM siBNsieTcst onpeneneHne oOmero KoJIn4ecTna JaHHbIX
BUTAMHMHOB U3 BCEro MULIEBOrO pallMOHA MAaTepU U MULIEBOTO palOHAa HOBOPOXKAEHHOIO Cpasy
NIOCJIE€ POXKIEHHMS MIPU OTIPEEeNIEHIH HAIIEKAIINX KOJIUYECTB, KOTOPBIE TOJIKHBI OBITh BBEIEHBI B
COOTBETCTBUH C JAHHBIM BAPUAHTOM OCYIIECTBIIEHHSI HACTOSIIErO H300PETEHHS.

Y4uuTeIBas, YTO SJKEHINMHBI SBIAIOTCA HocutensMu wmyTtammu MCTS, OepemeHHas
JKEHIIIMHA MOKeT nepenath reHerrnueckuii Aegext MCT8 miony. OnuH BapuaHT OCYLIECTBIICHUS
PaCKPBITOrO MpeaMeTa 3aKII0UAETCs B BBEACHNH (PapMalleBTHUECKON KOMITO3UIIUH WITH MTUIEBON
no0aBKkH, conepkaiux onHo mwin bojnee u3 gomara, BuramuHa B12, suramuna B6 win Burammna
B2 nanHbIM OepeMeHHBIM KEHIIMHAM JIs TPOXOXKIEHUS Yepe3 IUIAlleHTapHbIM Oapbep K IUIOAY.
B npyrom BapuaHTe OCylIeCTBIEHHs] JAHHOE BBEJCHNUE TAK)KE MOXKET ObITh CBS3aHO C BBEIEHUEM
OJTHOTO MJIH OoJiee U3 APYTUX 3JIEMEHTOB W/HIIM OAHOTO WK OoJee U3 APYriux BUTAMUHOB TPYIIIIBI
B, xoTOpBIE MOYKHO BBOAUTH MOCPEACTBOM JIFOOOT0 Crocoda, yke H3BECTHOTO B TAHHOH 001acTH.

VYuurbiBas, 4T0 y MHAUBHAOB, cTpagaroimux AHDS, Moxer HaOmoaaTeCst rUnepTUpeos B
kpoBu BHe [IHC, MOXHO NpUMEHATH BBEJEHHE AHTUTUPEOUIHBIX JIEKAPCTBEHHBIX CPEACTB.
AHTUTHPEOUTHOE JIEKAPCTBEHHOE CPEACTBO MPEACTABIseT COOOH aHTArOHHCT TOPMOHA,
BO3JIEHCTBYIOIINI HA TOPMOHBI IIUTOBUAHOMN skeJie3bl. [IpuMepbl BKIIIOYAOT NMPONMWITHOY PALINIL,
MeTHMa30J, KapOuMas3oJ1, MepxJopaT Kajnus U Honua Kanus. ITockonbKy Jroau, NpUHIMArOIINe
AHTUTUPEOUJHOE JIEKAPCTBEHHOE CPEACTBO, MPEAPACHOOXKEHbl K Pa3sBUTUK) COCTOSHUM,
CBSI3aHHBIX CO CHIDKEHHEM ypOBHs (ojiaTa, B OJHOM BapUAHTE OCYIIECTBJICHUS HACTOSINErO
n300peTeHns] TPEeANIoKeHa KOMIO3HLIUS, KOTOpasi CONEPXKUT aHTUTHPEOUIHOE JIEKapCTBEHHOE
CPEINCTBO B COYETaHMM C ONHUM win Ooyiee onaramu, ButamMuHoM B12, Buramuuom B6 wmu
BUTaMMHOM B2. BBeneHHne NaHHBIX MUTATENbHBIX BELIECTB BMECTE C JIEKAPCTBEHHBIM CPEACTBOM
NPEAOTBPATUT BO3HUKHOBeHHME aedpuiura ¢oyata wWiId yCTpaHUT nepunut Qomara.
IIponuntnoypauun  sABJIAETCS  PACHPOCTPAHEHHBIM  AHTUTUPEOUIHBIM  IMPENapaToM.
[TponmunTroypalul MpencTaBisieT cCOOOH THOAMHIHBIA MpenapaTt, UCTIONb3YEMBIN IS JICUSHHSI
runeptupeo3a (Bkimouas Oone3Hb ['peliBca) MOCPEACTBOM CHUKEHHSI KOJIMYECTBA TOPMOHA
IIUTOBUIHON JKEJIE3bl, MPOAYyLUpPYyeMOro mutroBuaHou xene3oi. PTU uarubupyer depment
TUpeonepokcuaasy. [IponuiTuoypal OTHOCHTCS K mpenaparam kiacca D nmpu 6epemeHHOCTH.
Knacc D o3Havaer Hamu4ue MOJIOKUTENBHBIX JOKA3aTENbCTB PUCKA AJI YEIOBEUECKOro IIIOAA.
Ilo cocrosamo Ha 2009 r. YmpaBineHue no CaHUTAPHOMY HAA30py 3a Ka4eCTBOM IHUIIEBBIX
MPOAYKTOB M MEIUKAMEHTOB BBIYCTUJIO MPEAYNPEXACHUE B OTHOLIEHWM HCIOJIb30BAHUS
NPONIITHOY Palliiia BCJIEACTBHE HEOIaronpusATHOTO MOPAKEHUS TIEUEHH, KOTOPOE OH BBI3bIBAET.
Ilonp3a nust MaTepu MOKET NEPEBELINBAThL PUCK I TUIOAA B OMACHBIX JUIS XKU3HHU CUTYyaLUsIX.
[TepeuunbM 3¢ dexToM TpaHcIutaueHTapHOro npoxoxkaeHus PTU Ha ruion siBsieTcst pa3BUTHE
JIETKOTO TUIIOTHUPE03a, KOTAa MpenapaT UCTIoNb3yeTcst Onke K cpoky. OOBIYHO 3TO MPOXOAUT B
TE€YCHHE HECKOJIbKUX JHeH Oe3 jeueHus. | MmoTupeoniHoe COCTOSIHUE MOKET HaOI0IaThCs KaK
300 Yy HOBOPOXKACHHBIX U SIBISIETCS CJIEICTBHEM TOBBIIIEHHUS YPOBHS THIIOPU3APHOTO

TUPEOTPOINHNHA TIJIOAA. B OOHOM BAapHUAHTE OCYLHCCTBJIICHUSA KOMIIO3HWLUWA MPOMUITUOYpaLniIa U
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onHoro uiu bonee (osaros, Buramunaa B12, Buramuna B6 win ButamuHa B2 npenHa3sHaveHa s
npreMa JFOAbMH, KOTOPBIM HEOOXOIUMO MPUHUMATh AHTUTHPEOHUTHOE JISKAPCTBEHHOE CPEACTBO.
MeTnmason npeacTasisieT coOOH ele OJHO PacIPOCTPAHEHHOE AaHTUTHPEOUTHOE JIEKAPCTBEHHOE
cpencTso. B mpyrom BapuaHTe OCYIIECTBJICHHUS KOMITO3UIUSI METHMAa30Jia U OAHOTO Win Ooee
¢donaros, Buramunaa B12, suramunaa B6 win Buramuna B2 npenHazHadeHa Uit mpueMa JIF0IbMH,
KOTOPBIM HEOOXOIMMO TPUHUMATh AHTHTUPEOUTHOE JIEKapCTBEHHOE CpencTBO. Hacrosimee
n300peTeHne He OrPaHIMYEHO KOHKPETHBIMHU YTIIOMSIHY TBIMUA aHTUTHPEOUAHBIMH JIEKAPCTBEHHBIMU
CPeNCTBAMH, CKOpee KOMITO3HIUS JTFOOOr0 aHTUTHPEOUIHOTO JIEKAPCTBEHHOTO CPENCTBA MOXKET
OBITh COemUMHEHa C OmHUM wWin Oojyee Qonatamu, BUTaMuHOM B12, BHTamuHOM B6 wmu
BUTAMUHOM B2. B npyroMm BapuaHTe OCYIIECTBIIEHHS JAHHOE BBEACHHE TAK)KE MOXET ObITh
CBSI3aHO C BBEIEHHEM OIHOrO WM 0ojiee U3 APYTHX SJEMEHTOB W/WJIM OIHOTO WU Ooyiee W3
OPYTUX BUTAMUHOB IPynmbl B, KOTOpbIe MOKHO BBOIUTH MOCPEACTBOM JIFOOOrO criocoda, yike
M3BECTHOT'O B JaHHOH 00JacTy.

CrniocoOb! neuenust

MHorue BapuaHTbl OCYLIECTBIIEHHsS HACTOSLIETO H300peTeHuss TpeOyroT BBEISHHUS
¢donaTtoB miaM BOCCTAHOBJIEHHBIX (oymaroB. PonaThl BBOAAT Ui JedeHus aedpunmra ¢oara,
BbizBaHHOrO AHDS. B oxgHoM BapuaHTe JiedueHus: (osiMeBas KUCJIOTa MPENCTaBNsET COOOH
BBOIUMBIN (onaT. Ponmuesass KUCIOTA HE SIBISETCS OUOJOTHUECKH AKTUBHOMW, HO SIBJISIETCS
5(G(EeKTUBHBIM  CPEACTBOM JIEUE€HHs MHOTHX JIHOfAeH, oOlajaroImuM — CHOCOOHOCTBIO
npeoOpa3oBbIBaTh (HOIHEBYIO KHCIOTY B €€ MPOU3BOAHBIE TeTparuapodosara.

B HekoTOpBIX clydasx JieueHue (OJUEBON KHCIOTON He SIBJISIETCS JOCTATOYHBIM,
MOCKOJIbKY (pOJIMEBAsT KHUCIOTA HE SIBJISIETCS OHOJOTMYEeCKH akTHBHOU ¢opmoii ¢onata. Y
HEKOTOPBIX WHAMBHUIOB BO3HUKAIOT TPYOHOCTU C BOCCTAHOBJICHHEM (DOJIMEBON KHCIIOTHI B €€
Oonee OWONOrMYECKH AKTHUBHYIO (OPMy, TMOITOMY HEOOXOOUMO MPEAOCTABUTh IaHHBIM
WHAWBUIAM BOCCTAHOBJIEHHBbIH (onar. [IpeAmodTUTeTbHBIM BApPUAHTOM OCYIIECTBIICHUS
HACTOSIIEr0 M300peTeHUsl SIBJISIETCS] BBENEHUE BOCCTaHOBJIIEHHOro (ojara. IlogcumraHo, 4TO
BBEJIEHUS] BOCCTAHOBJIEHHOTO (hojlaTa MOCTATOYHO ISl TPEIOTBPAIICHHS U JIeYeHHs] OOJIbIIOro
npoueHTa JoneH, crpagaromux AHDS. Tem He MeHee, CyleCTBEHHBINH MPOLIEHT WHAMBUIOB
JOOJKHBI ~ TIO-TIPEXKHEMY  TOJIy4aTh  S-MeTUNTeTparuapo(ONMeByr0  KUCJIOTY WU S-
MeTuireTparuapodosaT My  aneKBaTHOTO TPENyNpeKAeHHUs W/WIM JISYeHUs COCTOSHHUIA,
BbI3BaHHBIX aedururom ¢onara Beneacrsue AHDS. 3To Hanbosiee npenrnodTuTe IbHbINA BAPHAHT
OCYUIECTBJIEHUS] HACTOSIIETO u300peTeHus. JlelicTBUTEIBHO, JaXkKe eCJIH YPOBEHb ()o1aTa B KPOBU
WHAWBHUIA U YPOBEHb B IIepeOPOCTTMHAILHON JKUAKOCTH B HOPME, BCE €Ille MOKET CyIeCTBOBATh
nepuuT ¢GosaTa Ha BHYTPUKIETOYHOM YPOBHE B TKAHSX T'OJIOBHOTO MO3Ta, KOTOPBIH TpedyeT
HanOosee OWMOJIOTMUECKHU AKTUBHOW M TMPOHHUIIAEMOH U KJIETOK (opmbl ¢osata, KOTOPOH
sBisieTcst S-metunrerparunpodonar. Kpome Toro, HeCMOTpsi Ha TO, YTO B HEKOTOPBIX CIIyYasix
nedenue (onaramMu MOKET OBbITh JOCTATOYHBIM IJisl JieueHus aedunmra GoyaToB, B IPYyrUX
Cly4asix BBEJEHHE ONHOro wiu Ooyiee u3 ButamuHa B12, Butamuna BO, Buramuna B2 w/wmu
OIHOTO WK O0Jiee OPYTUX 3JIEMEHTOB W/WJIU OTHOTO WJIH OoJiee NPYruX BUTAMHHOB TpymIbl B

ABJIACTCA HGO6XOI[I/IMI:>IM.
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Komnozuuun

HekoTopsle n3 pacKpbITIX KOMITO3ULMH conepskar (onat B KoinudecTse, 3hpexTuBHOM
st nevenust AHDS. @onart siBisieTcst HE3aMEHUMbBIM BOJIOPACTBOPHUMBIM BUTAMHUHOM TPyl B,
KOTOPBI E€CTECTBEHHBIM OOpa30M CONEPKUTCS B THINE. B pe3yjbrare MaHHBIX BaXKHBIX
MeTabOIMUECKUX ASHCTBUI HECKOJIbKO MUIIEBBIX MPOU3BOAHBIX (DOjaTa MPOM3BOAATCS B BHIE
numeBblx A00aBok. HecMorps Ha TO, 9TO OONBIIUHCTBO TMPOU3BOAHBIX  CHOCOOHBI
npeoOpa3oBbIBATECST B MeTa0ONMYecKu akTHUBHYIO Qopmy (6S)S-merunrerparunpodonar,
(depMeHTaTUBHAST KWHETHKAa TAKOro MPeoOpa3oBaHHUs MOXKET PE3KO pPa3IMyaThCs, a TaK¥kKe
CKOPOCTh abcopOumu, ¥ WMEHHO JaHHbIE Pa3jINudsl BAKHBI JUISI ONPENCNICHUS HepapXuu
s¢¢pexkruBHoctn.  Takum  obpasom, L-dpomar  (5-mermnrerparuppodomar wm  S-
MeTmireTparuapodoueBas KUCIOTAa) W €ro IMPOU3BOAHBIE MOTYT OBITh MPEANOYTHTENbHEe
OPYTUX BOCCTAHOBJEHHBIX (ojaroB (BKIOYas (POJIMHOBYIO KHCJIOTY) Omaromaps ero
(bepMeHTaTUBHOI KUHETHKE U MPEUMY LECTBAM NPeoOpa3OBaHHUsL.

®Do1aThl MPEeACTABISIOT COOOH rpyIy NTePOryTaMaTHBIX KHUCJIOT, KOTOPbIE CTPYKTYPHO
U (YHKIHOHAJIBHO HM3MEHSIOTCS TPH BOCCTAHOBJICHHM (MIPUCOEIUHEHHE BJIEKTPOHOB) WU
okucineHnu (yaaleHUH 3JEeKTpOHOB). Y soneii (osiaTel jierde BCEro BCACHIBAIOTCS B BUAE S-
metrunTeTparuapodonata, U 3To ocHOBHas Gopma ¢onata B KpoBOTOKe. [[pyrue mpou3BOgHbIE
THAPOJIM3YIOTCS B TOLIEH KUIIKE U MEYEHU 10 AKTUBHON (POPMBI C ITPOMEIKY TOUHOH CTAOMIIbHOM
dopmoii (5,10-merunenrerparuapodonar). 5-Merunrerparuapodonar SIBJIIETCSI
npeobnanarommeii ¢popmoii (osata B KPOBOTOKE U SIBJISIETCS THUIOM (pojiaTa, KOTOPBI MOXKET
peoaoJieBaTh reMarodHuedanuyeckuii Oaprep u remarosHuedanudeckuii 6aprep. Metabosum
S5-merunrerparuapodosiaTa Ha BHYTPUKJIETOYHOM ypPOBHE B TKAHSIX TOJIOBHOI'O MO3ra UIpaeT
BAXKHYIO pOJIb BO MHOTMX METa0OJIMYECKUX TMPOIECccax, MPOUCXOMIIINX B KIETKE U
OMpENENIEHHbIX OpTraHe/UlaXx KJIETKH, MO3TOMY S-METHITETparuapodosiaT MMeeT pelnaroee
3HAYEHUE NI PA3BUTHS TOJIOBHOTO MO3Ta M HOPMAJIbHOTO TICUXUYECKOTO 30POBBSI.

B packpbIThix KOMMO3ULIUSIX (HOJIAT MOMKET MPUCYTCTBOBATh B KOJUYECTBE OT OKOji0 200
MKT 10 0K0JIO 15 mr, ot okosio 200 Mkr 10 okosio 400 MKr, oT okoJio 190 MKr 10 okojio 390 MKT,
oT 0k0J10 210 Mk 10 0k0J10 410 MKT, OT okoJi0 400 MKT 10 oKkoyi0 800 MK, OT 0K0J0 390 MKT 1O
oko0J10 790 MKT, OT 0k0J10 410 MKT 70 0K0JIO 810 MKT, OT OKOJIO 1,2 Mr 10 0KOJIO 1,9 MT, OT OKOJIO
2,0 Mr 10 oko00 2,9 Mr, ot 0koj10 3,0 Mr g0 0k0J0 3,9 Mr, oT 0koji0 4,0 Mr 40 0KoJi0 4,9 mr, OT
okouio 5,0 Mr 110 okoJio 5,9 mr, ot okoJio 6,0 Mr 10 oko10 6,9 Mr, oT okoJsio 7,0 Mr 10 okono 7,9
Mmr, oT okoso 8,0 Mr g0 okoJio 8,9 mr, ot okojo 9,0 mr 1o okono 9,9 mr, ot okoso 10,0 Mr g0
okouo 10,9 mr, ot okoso 11,0 mr 1o okoso 11,9 mr, ot okono 12,0 mr 10 okosio 12,9 Mr, OT 0K0JI0
13,0 mr no okosno 13,9 mr unm ot okono 14,0 mr o okosio 15,0 mr. Kpome TOro, packpoiTeie
KOMIO3ULIMU MOTYT conaep:katb okoyio 190 mkr, 200 mkr, 210 Mmkr, 390 mkr, 400 mkr, 410 Mkr,
790 mxkr, 800 mkr, 810 Mkr, 990 mkr, 1 mr, 1,1 mr, 1,2 mr, 1,3 mr, 1,4 mr, 1,5 mr, 1,6 mr, 1,7 mr,
1,8 mr, 1,9 mr, 2,0 mr, 3,0 mr, 3,5 mr, 4,0 mr, 4,5 mr, 5,0 mr, 5,5 mr, 6,0 mr, 6,5 mr, 7,0 mr, 7,5 mr,
8,0 mr, 8,5 mr, 9,0 mr, 9,5 mr, 10,0 mr, 10,5 mr, 11,0 mr, 11,5 mr, 12,0 mr, 12,5 mr, 13,0 mr, 13,5
mr, 14,0 mr, 14,5 mr wiu 15,0 mr ¢onata, npudem r000€ U3 YKA3aHHBIX 3HAYEHUH MOXKET

(hOpMUPOBATH BEPXHIOK WJIM HUKHIOK KOHEYHYIO TOUKY JHANa3oHa.
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B packpbIThIx koMnosuuusx BuTaMuH B12 MOxeT mpHUCYyTCTBOBAaTH B KOJIUYECTBE OT
okoJio 200 MKT 10 0k0Ji0 3 Mr, OT 0K0Jio 200 MKT 10 0k010 500 MKT, OT 0k0Ji0 190 MKT 10 OKOJIO
490 mxkr, ot okosio 210 Mkr 110 okojio 510 mkr, ot okonio S00 Mkr 710 okojio 1 mr, oT okojio 490
MKT 710 0K0JIO 990 MKT, oT okojio 510 mkr mo okoso 1,1 mr, or okoso 1 Mr go okoiio 1,5 mr, ot
ok0J310 900 MKr 1o okoJo 1,4 mr, ot okoJio 1,1 mr go okoso 1,6 mr, ot okojio 1,5 mr go okoo 2,0
MT, OT 0k0Ji0 1,4 Mr g0 okosio 1,9 mr, ot okoo 1,6 mr 10 okoJio 2,1 Mr, oT 0koJio 2,0 M 4O OKOJIO
2,5 mr, ot okoso 1,9 Mr 110 okojio 2,4 Mr, ot 0koJio 2,1 Mr 70 0koyio 2,6 MI, OT OKOJIO 2,5 MT A0
okoio 3,0 mr, oT okoJo 2,4 Mr 10 OKOJIo 2,9 MTI uiau oT oKkoJio 2,6 mr g0 okosio 3,1 mr. Eine
JOIMOJIHUTENBHO PACKPBITEIE KOMIO3ULIMM MOTYT coaep:kaTh 0koio 10 450 mkr, 500 mkr, 550 MkT,
950 mkr, 1 mr, 1.1 mr, 1.4 mr, 1.5 mr, 1.6 mr, 1.9 mr, 2.0 mr, 2.1 mr, 2.4 mr, 2.5 mr, 2.6 mr, 2.9 wmr,
3,0 mr wim 3,1 mr Butamun B12, mpuuem mro0oe U3 yKa3aHHBIX 3HAUEHUH MOKeT (OopMHUpPOBaTh
BEPXHIOK WJIM HW)KHIOK KOHEYHYIO TOUKY AUAIa30OHa.

B packpbITbIX KOMIIO3ULMAX BUTAMUH BO MOXKET IPUCYTCTBOBATH B KOJUYECTBE OT OKOJIO
100 Mkr no okojio 3 mr, ot okojio 200 Mkr g0 okojio SO0 Mkr, oT okosio 190 Mkr 10 okosio 490
MKT, OT 0K0J10 210 MKr 1o okosio 510 Mkr, ot okojio S00 Mkr 10 okoso 1 mr, oT okoJsio 490 MKr
110 0k010 990 MKT, OT 0k0J10 510 MKT 10 0k0s10 1,1 Mr, OT 0Kk0JIO0 1 MI 1O OKOJI0 1,5 MT, OT OKOJIO
900 mkr 10 ok0:10 1,4 Mr, ot okosio 1,1 Mr 1o okosio 1,6 mr, ot okoJio 1,5 Mr 10 okoj10 2,0 Mr, OT
okouio 1,4 mr o okoso 1,9 mr, ot okojio 1,6 mr 1o okoso 2,1 mMr, ot okojo 2,0 Mr 70 OKoJIo 2,5
MT, OT OKOJ10 1,9 Mr 10 0k010 2,4 MT, 0T 0K0J10 2,1 MTI 10 0KOJIO 2,6 MT', OT OKOJIO 2,5 MI" 4O OKOJIO
3,0 mr, oT oKk0sO 2,4 Mr 10 OKoJIO 2,9 Mr uinu ot 0kojo 2,6 mr a0 okono 3,1 mr. Kpome Toro,
PaCKpBITbIe KOMIO3ULIMK MOTYT coaepkaTh 0kojio 100 mkr, 150 mkr, 200 mxkr, 300 mkr, 500 MKT,
550 mxkr, 950 Mkr, 1 mr, 1,1 mr, 1,4 mr, 1,5 mr, 1,6 mr, 1,9 mr, 2,0 mr, 2,1 mr, 2,4 mr, 2,5 mr, 2.6
mr, 2,9 mr, 3,0 mr, wiu 3,1 Mr Butamunra BO, npuuem j1r000€e M3 yKa3aHHBIX 3HAYEHUH MOKET
(bOpMUPOBATH BEPXHIOK HJIM HIKHIOK KOHEYHYIO TOYKY auanasoHa. Kpome TOro, pacKkpbITbie
KOMIIO3ULIMK MOTYT coAep:kaTh 0koJio 5 mr, 10 mr, 15 mr, 20 mr, 25 mr, 30 mr, 35 mr, 40 mr, 45
mr, 50 mr, 55 mr, 60 mr wiu 65 mr ButamuHa BO, npudem mro0oe 13 yKa3aHHBIX 3HAYEHHUI MOKET
(hOpMUPOBATH BEPXHIOK WJIH HIKHIOK KOHEYHYIO TOUKY THANA30Ha. B paCKPBITHIX KOMITO3HIIUSX
BUTaMHH B6 MOXET NpUCyTCTBOBATH B KOJMYECTBE OT 0KOJIO 20 Mr 10 okojo 62 mr. Kpome Toro,
PACKpPBITbIe KOMIO3ULIUM MOTYT COAEPKAaTh OKOJIO 22 wmr, 27 mr, 32 mr, 37 wmr, 42 mr, 47 mr, 52
Mr, 57 mr uiau 62 Mr BuTamuHa B6, mpudem ro0oe 13 yka3aHHBIX 3HAYEHUH MOKeT popMUpoBaTh
BEPXHIOK WJIM HU)KHIOKO KOHEUHYIO TOUKY AUAra3oHa.

B packpbIThIX KOMIO3ULMAX BUTAMUH B2 MOXET NpUCYTCTBOBATh B KOJIMYECTBE OT OKOJIO
100 mxr g0 okono 3 wmr, oT okojio 200 Mkr g0 okoso S00 mkr, oT okoio 190 mkr mo okono 490
MKT, OT 0KoJio 210 mkr g0 okono 510 Mkr, oT okojo 500 Mkr 1o okoyio 1 mr, oT okosio 490 Mkr
1o okoJio 990 Mkr, oT 0k0y10 510 MKT 10 okoJjio 1,1 mr, oT okoso 1 Mr o okoJo 1,5 mr, OoT 0K0JI0
900 Mxr mo okoio 1,4 mr, ot okoio 1,1 Mr o okojio 1,6 mr, ot okoso 1,5 mr 1o okojo 2,0 Mr, oT
okono 1,4 mr o okono 1,9 mr, ot okono 1,6 mr 10 okono 2,1 mr, ot okojio 2,0 Mr 10 0KOJIO 2,5
MT, OT OKOJi0 1,9 Mr 10 oko0J10 2,4 MT, 0T 0Kk0J10 2,1 MT 10 0KOJIO 2,6 MT, OT OKOJIO 2,5 MI" 1O OKOJIO
3,0 mr, oT 0KOJI0 2,4 Mr A0 OKOJIO 2,9 Mr uiau OT OKoJo 2,6 Mr a0 okoJio 3,1 mr. Kpome toro,

PaCKpBITbIE KOMIO3ULIMU MOTYT coaep:kaTh 0kojo 100 mkr, 150 mkr, 200 mxr, 300 Mkr, 500 MKkT,
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550 mxr, 950 MKr, 1 Mmr, 1,1 mr, 1,4 mr, 1,5 mr, 1,6 mr, 1,9 mr, 2,0 mr, 2,1 mr, 2,4 mr, 2,5 mr, 2,6
mr, 2,9 mr, 3,0 mr, win 3,1 mr Butamuaa B2, npuuem 1r060e U3 yKa3aHHBIX 3HAYEHUH MOJKET
(bOopMUPOBATh BEPXHIOK HJIM HIDKHIOK) KOHEYHYIO TOYKY auanasoHa. Kpome Toro, pacKpbITbie
KOMIO3HULIMK MOTYT coAep:kath 0koJio S5 mr, 10 mr, 15 mr, 20 mr, 25 mr, 30 mr, 35 mr, 40 mr, 45
mr, 50 mr, 55 mr, 60 mr wiu 65 mr Butamuda B6, mpudem moboe 13 yKa3aHHBIX 3HAYSHUH MOYKET
(bOpMHUPOBATH BEPXHIOK WJIM HUKHIOK KOHEYHYIO TOUKY JHAIa30Ha.

OnuH BapuaHT OCYLIECTBIICHUS IPEACTABIISIET COO0H KOMITO3ULIUIO, COAEPIKAIIYIO aHAJIOT
rOPMOHA LUTUTOBHUIHOM JKeJIe3bl U OAHO WiH Oosee u3 omnara, Buramuna B12, suramuna B6 wmu
BUTaMMHAa B2. AHamor ropmMoHa IIMTOBHIHOW JK€NE3bl MOXET NPEACTaBIATh COOOH
JIEKapCTBEHHOE CpencTBo, omobpeHHoe s yedennss AHDS. HeorpanuumBarommii Crivcok
BKJIFOUaeT nudontupornponuoHoByro kuciotry (DITPA), TerpalionTHpOyKCYCHYIO KHCIIOTY
(TETRAC) wu Ttputiontupoykcycnyto kuciaory (TRIAC wmm tuparpukon wumm Teatrois).
KnemacTuH MOXHO NPUMEHSTh B COUYETAHUM C AHAJOTaMU TOPMOHA IIUTOBUIIHOMN JKEJE3bl.
KonunuecTsa aHanora ropMOHa IIUTOBUIHOMN JKeJIe€3bl OJUKHBI MPEACTABISTh COOOH KOMUYeCTBRa,
KOTOpbIe HA3HAYUT Bpay, COOTBETCTBEHHO COCTOSHHIO maiuenrta. KonmuectBo domara moxer
COCTaBJSITh MO MeHblield mepe 30% wnnu Oonee oT oObIMHO pekomeHnayemoi Hopmbl NIH, B
3aBUCHMMOCTH OT TOTO, Kakuhe JOMOJHUTENIbHbe T00ABKM MOXKET NPUHUMATH MAIHEHT.
KonmuecrBo Butamuna B12 moxeT cocTaByisaTh no Menbliei Mepe 30% wu Oonee OT 0OBIMHO
pekomenayemoii Hopmbl NIH, B 3aBUCUMOCTH OT TOTO, KaKHe JOTOJHUTEbHbIE TOOABKU MOKET
npuHUMaTh nanueHT. Konnuectso ButamuHa B6 moxer coctaBnsaTh 1o MmeHbiueil mepe 30% wnu
OoJiee oT OOBIMHO pekoMeHIyeMol HopMbl NIH, B 3aBHCHMMOCTH OT TOTO, KaKHe JOMOJHUTETbHbIE
n00aBKH MOKET MPUHUMATh naireHT. KonudecTBo BuTamrHa B2 MoskeT COCTaBJISITh 1O MEHBIIIEH
mepe 30% wnm 6ojiee OT OOBIYHO pekoMeHayeMou HopMbl NIH, B 3aBUCMOCTH OT TOT'O, Kakue
JOTIOIHUTEJIbHBbIE JOOABKH MOXKET MPUHUMATh MAlMEeHT. B 3aBUCUMOCTH OT Takux (haKTOPOB
MOJKET OTPeOOBATHCS YBEJMYEHHE UM YMEHbIIEHUE TO3UPOBKHU. JJaHHYIO KOMITO3ULIUIO MOKHO
BBOJIUTB JIFOOBIM HEOOXOIUMBIM CIIOCOOOM, U3BECTHBIM B TaHHOM 00j1acTi. KoMOuHalmst aHajora
rOpPMOHA LTUTOBHUIHOM JKeJie3bl U OMHOTO Uitk OoJiee u3 ojara, Butamuna B12, Buramuna B6 vmu
BUTaMUHA B2 MOKET ClyskuTh [Is1 0OecrnedeH sl TAKMMH TUTATeIbHBIMU BEIIIECTBAMY WHIWBH/IA,
crpaparomiero AHDS, u moanepxku MeTabONMYeCKHX IyTeH, CBSI3aHHBIX C AeQHUIUTOM,
CBsS3aHHBIM C HHUM. B Ooiee mpenmnodTUTEIbHOM BapHAaHTE OCYIIECTBJIEHUS HACTOSIIETO
uzobpereHusi GojaT B KOMIIO3ULIMM aHAJOra TOPMOHA IIMTOBUIAHOW KeJie3bl JTOJKEH
MPenCTaBIsSITh COOOH BOCCTAHOBJIEHHBIH (onaT. KomniecTBO BOCCTAHOBIIEHHOTO (hojlata MOKET
COCTaBJIATh MO MeHblied Mepe 30% wuim Oonee oT 0ObuHO pexomeHayemor NIH Hopwmbl
(honreBOl KUCIOTHI, B 3aBUCUMOCTH OT TOTO, KaKUe JOTIOTHUTEIbHBIE TOOABKH MOXKET PUHUMATh
nanueHT. B 3aBuCHMMOCTH OT Takux (DaKTOPOB MOKET MOTPeOOBAThCS YBEIUYCHHE WU
yMeHbIIeHne 103UpOBKU. [10CKOIBPKY BOCCTAaHOBJIEHHBIE (hOTAThI OoJiee OUOIOrMYECKU aKTUBHBI,
BOCCTaHOBJIEHHbIE (honaTel Oonee 3¢hHeKTUBHBI PH JIEUEHUH CBSA3aHHOTO C (ponatamu nedumra
B TKaHsx royioBHoro mo3ra B [{HC. B Oonee mpenmodTuTeIbHOM BapUaHTE OCYIIECTBICHUS
HACTOSAIIEro n300peTeHus GoyaT B KOMITO3UIIMN aHAJIOTa TOPMOHA LIUTOBUIHON KeJie3bl OyneT

NPEACTABISTh COOOH S-MeTUATEeTparuapoONUeBY0 KUCIOTY WU S-MeTunrerparuapodonar.
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KonmuectBo S-terpamernnreTparuapooareBoil KUCIOTBHI HIM  S-MeTuiareTparuapodonara
MOJKET COCTABIIAThH MO MeHblIel Mepe 30% wmnu Gonee ot 0ObuHO pexomenayemoi NIH Hopmbl
i (ponneBoil KUCIOTBHL. B 3aBHCHMOCTH OT TOro, Kakue IOIMOJHHUTENbHbIE HOOABKH MOXKET
NPUHUMATh MAILUEHT, MOXeT MOTPeOOBaThbCs YBEJIWYEHHE WM YMEHBbIIEHHE O3HUPOBKH B
3aBHCHUMOCTH OT Takux (akTopoB. B npyrux BapuaHTax OCYIIECTBJIEHHUS HACTOSIIETO
n300peTeHust OUH Wiu Oosee IpyTruX 3J€MEHTOB W/HIIN OJUH WU Oojiee BUTAMHHOB Ipymibl B
MO>KHO HCIIOJIb30BaTh B KOMIIO3ULIMHM, KaK OMNHMCAHO B HacTosAlleM AokyMmeHTe. Hampumep,
KOMITO3UIIMS, conmepskamasi ogHo win Oosnee w3 ¢onara, suramuHa B12, Butammaa B6 wmu
BuTamMuHa B2, MokeT ObITh NpencTaBieHa B KOMOMHALIMM C aHAJIOTOM T'OPMOHA IMUTOBHUIHOMN
JKeNe3bl, 1 OJHUM WJIM Oojiee M3 APYrHUX 3JEMEHTOB W/WIM OJHUM WM Oojee M3 BUTAMUHOB
rpynnsl B. B apyrom npumepe KOMIo3uLMsI MOKET COAEPKaTh aHAJIOr TOPMOHA IUTOBUAHOMN
JKeJe3bl U TOJbKO OAMH WK OoJiee U3 IPYyTrux 3JIEMEHTOB W/WIM OAMH UK OoNiee U3 BUTAMUHOB
rpymnmnsl B.

OnuH BapuaHT OCYLIECTBICHHS MPEACTAaBJIAET COOOW KOMITO3ULMIO, COAEPIKALIYIO
IIarepOH TOPMOHA IUTOBUIHOM KeJie3bl M OHO Wi Oosiee u3 ¢onara, BuramuHa B12, Butamuna
B6 nnn Burammua B2. IllanmepoH ropMoHa IIUTOBUIHOW JKeNe3bl MOXKET MPENCTABIATh COOOH
JIEKApCTBEHHOE CpencTBo, omobOpenHoe mnsi jedenus AHDS. HeorpaHu4mBaroumuii Crucok
BKIIOUaeT penundyTupar, 4-peHnIMacisaHyo KuciaoTy u ¢enmnOytupar Harpus. KonndecTtsa
IIanepoHa rOPMOHA IUTOBUIHOMN JKeNe3bl JOJDKHBI MPEACTAaBISTh COOOH KOINYECTBa, KOTOPbIE
Ha3HAYMUT BPad, COOTBETCTBEHHO COCTOSHUIO NauuenTta. KonudecTBo ¢onara MOXKET COCTaBIIATh
no MeHblel mepe 30% wnu Gosiee OT 0OBIMHO pekoMeHayemoi Hopmbl NIH, B 3aBUCUMOCTH OT
TOT0, KaKHe JIONOJIHUTENbHBIE TO0OABKH MOKET MPUHUMATH nanueHT. KommuecTBo Butamuna B12
MOJKET COCTaBJISITh MO MeHbIueil Mepe 30% wu Oosee 0T 00bIMHO pekoMeHayemoi Hopmbl NIH,
B 3aBHCHMOCTH OT TOrO, KakKue JONOJHHUTEJIbHbIE JOOABKHM MOXET NPUHHMATh MAILUEHT.
KonmudectBo ButamuHa BO MokeT cocTaBisiTh 1Mo MeHblneir mepe 30% wuau Oojiee OT OOBIMHO
pekomeHnyemoii Hopmbl NIH, B 3aBUCHMOCTH OT TOTO, KaKHe JOTOJHUTEbHbIE TOOABKU MOKET
npuHUMaTh nanueHT. Konnuectso Butamuna B2 mMoxer coctaBnsaTh 1o MeHblueil mepe 30% unu
Oonee oT 0OBIYHO pekoMeHyeMou HopMbl NIH, B 3aBHCHMOCTH OT TOTO, KaKHe JOMOJHUTETHHbIE
n00aBKH MOKET MPUHUMATh MALEeHT. B 3aBUCUMOCTH OT TakuX (pakTOpPOB MOKET MOTPeOOBaTHCS
yYBEJIMYCHUE WJIM YMEHBIICHHE IO3UPOBKU. J[aHHYI0 KOMIO3HMLHI MOXKHO BBOAWTH JFOOBIM
HEOOXOIUMBIM CHIOCOOOM, M3BECTHBIM B HaHHOW obOmactu. KoMOuHamus mamepoHa ropMoHa
IIUTOBUIHOW >KeNle3bl W OmHOro wiu Oojnee u3 ¢onara, BurtamuHa B12, Buramuna B6 wmu
BUTaMHHA B2 MOXeT CIy>kuTh Au1st 0OecrieueHust TAKUMH MTUTAaTEIbHBIMH BEIIECTBAMH UHINBU/A,
crpaparomero AHDS, u moanepxku MeTaboONMYecKHX IyTeH, CBSI3aHHBIX C Ae(QHUIUTOM,
CBSI3aHHBIM C HUM. B Oonee mpeanmoyYTHTENbHOM BapHAHTE OCYLIECTBICHHS HACTOSIIErO
n3o0pereHust ¢osaT B KOMIIO3MIMM IIANlepOHA TOPMOHA LIMTOBHIHOW JKENe3bl IOJDKEH
MPENCTaBISITh COOOH BOCCTAHOBJIEHHBIH (onaT. KomndaecTBO BOCCTAHOBIEHHOTO (hojlata MOKeT
coCTaByATh MO MeHblIiell mepe 30% wumm Oonee oT 0ObuHO pexkomeHayemor NIH Hopwmbl
(onueBoli KHCIIOTBI, B 3aBUCUMOCTH OT TOTO, KAKHE TOTIOJTHUTENIbHbIE TOOABKA MOJKET IPUHIMATh

nanueHT. B 3aBucmMocTH OT Takux (AKTOPOB MOXKET MOTpeOOBaThCA YBENIWYCHUE WIIN
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yMeHbIIeHne 103upOBKU. [10CKOIBKY BOCCTAHOBJIEHHBIE (hOIAThI OoJiee OMOIOrHYECKU aKTUBHBI,
BOCCTaHOBJIEHHbIE (honaTel Oonee 3 PeKTUBHBI PH JIEUEHUH CBA3aHHOTO C (pojatamu nedunmra
B TKaHsx rosoBHoro mosra B LIHC. B Oonee mpeamodruTenbHOM BapHaHTE OCYINECTBICHUS
HacTosIero n3oopeTeHus Goat B KOMIIO3UIUH [IANIEPOHAa TOPMOHA IMUTOBUIAHOM XKene3bl Oy aeT
NPEACTABIATh COOOH S-MeTUNTEeTparuapoONUeBY0 KUCIOTY WM S-MeTwireTparuapodonar.
KonmuectBo S-terpamernnreTparuapooareBoil KUCIOTBHI WM S-MeTuiTeTparuapodonara
MOJKET COCTaBIIATh MO MeHblIe Mepe 30% nnu Gonee ot 0ObuHO pekomenayemoi NIH Hopmbl
s (ponmueBoil KUCIOTHL. B 3aBHCHMOCTH OT TOro, Kakue IOTMOJHHUTENbHbIE HOOABKH MOKET
NPUHUMATh MAILUEHT, MOXeT MOTPeOOBAaThbCs YBEJNWYEHHE WM YMEHbIIEHHE O3HPOBKH B
3aBHCHUMOCTH OT Takux (akTopoB. B apyrux BapuaHTax OCYLIECTBJIEHHUS HACTOSILIETO
n300peTeHNs] MOXKHO MTPUMEHSTh OIMH WU OOJiee U3 APYTUX 3JIEMEHTOB WM BUTAMHHOB TPYIIIIBI
B. Hanmpumep, komno3uiwsi, coaep:kaias oqHo uiu donee u3 ¢onara, ButamuHa B12, Buramuna
B6 umn Burammna B2, moxer ObITh mpejacTaBiieHa B KOMOWHAILMK C IIANIEPOHOM TOPMOHA
IIUTOBUIHON JKeJIe3bl, U OJHUM WU OoJiee U3 APYTHX 3JEMEHTOB W/MJIM OIHUM Win Oonee w3
BUTAaMUHOB rpynnsl B. B apyrom npumepe KOMNO3HULMsA MOXKET COAEPKATh IIANEPOH FOPMOHA
IIUTOBUIHOM JKeJIe3bl ¥ TOJIBKO OAMH MK OoJee U3 APYTHX 3JIEMEHTOB W/HIIH OJMH WU Oosee u3
BUTAaMUHOB Ipynmsl B.

OnuH BapuaHT OCYLIECTBIEHHS MPEACTAaBJISAET COOONW KOMITO3HILMIO, COAEPIKALIYIO
TUPOMHUMETHK T'OPMOHA IIMHUTOBUAHOW JKeye3bl M OJHO i Oonee u3 Qonarta, BuramuHa B12,
ButamMrHa B6 wnu BurammHa B2, TupomuMmeTuk ropMOHa IIUTOBUAHOW KEJNE€3bl MOKET
NpPeACTaBIsITh COOOH JIEKAPCTBEHHOE CpencTBo, onobpeHHoe nnsi  Jjedenus AHDS.
HeorpannumBaromuii CUCOK BKJIOYAaeT 3MpoTupoM, coberrpoM U Sob-AM2. Kosmuectsa
TUPOMHUMETHKA TOPMOHA IIUTOBHIHOW >KeJe3bl JOJDKHBI TPENCTaBIATh COOOW KOJNUYECTBa,
KOTOpbI€ Ha3HAYUT Bpay, COOTBETCTBEHHO COCTOSHHIO maiueHnrta. KommuectBo domara moxer
COCTAaBJIATh MO MeHblued Mepe 30% wunam Oonee OoT OOBIMHO pekoMeHayemoii Hopmbl NIH, B
3aBUCHMOCTH OT TOrO, KAaKHe JOMOJHUTEJIbHbIE IO00AaBKM MOXKET NPUHUMATH MAIHEHT.
KonudectBo ButamuHa B12 MoskeT cocTaBisiTh mo MeHblne Mepe 30% wiu 6osee OT 0OBIMHO
pekomennyemoii Hopmbl NIH, B 3aBUCHMOCTH OT TOTO, KaKHe JOTOJHUTENbHbIE TOOABKU MOKET
npuHUMaTh nanueHt. Konnuectso ButamuHa B6 Moxer coctaBnaTh 1o MmeHblueil mepe 30% unu
Oonee oT OOBIMHO pekoMeHIyeMoi HopMbl NIH, B 3aBHCHMOCTH OT TOTO, KaKHe JOTOJHUTETbHbIE
n00aBKHM MOKeT MPUHUMAThH naiuedT. KonumdecTBo BuTamuHa B2 MokeT COCTaBJISITh 1O MEHBIIIEH
mepe 30% wnm Gosee OoT 0OBIMHO pekoMeHayeMoi HopMbl NIH, B 3aBUCHIMOCTH OT TOTO, Kakue
JOTIOTHUTENbHbIE TOOABKH MOKET NMPHUHHMATh MALUEHT. B 3aBHCHMOCTH OT TakuX (HaKkTOpPOB
MOJKET MOTPeOOBATHCS YBEIMUEHHE WIIH YMEHbIIEHUE JO3UPOBKH. J{aHHYI0 KOMIIO3ULIUIO MOYKHO
BBOIMUTH JIFOOBIM HEOOXOMMMBIM CIOCOOOM, H3BECTHBIM B AaHHON oOjacth. KomOuHaiws
TUPOMHMETHKA TOPMOHA [IIUTOBUIHON JKeJe3bl U OHOrO Wi Oojee u3 ¢onara, Butamuaa B12,
BuTaMuHa B6 miam ButamuHa B2 MOKeT CHy:KUTh M OOECTeueHUs] TAaKUMH MHTATEIbHBIMU
BellecTBaMH HHIUBHUA, cTpanaromero AHDS, n nmoxnep:xku MeTabomuuecKux myTeH, CBI3aHHbIX
¢ aepuuMUTOM, CBSA3aHHBIM C HUM. B Ooyiee NpeAnoOYTUTENILHOM BapHAHTE OCYINECTBJICHHUS

HaCTOAIICIrO 1/1306peTeH1/1$1 (1)OJ'IaT B KOMIIO3UIMKU TUPOMUMETHKA rOPMOHA LLIPITOBI/II[HOﬁ JKEJIC3bI



31

TOJDKEH TPEICTAaBIATh COOOH BOCCTAHOBJIEHHBIH (onat. KonndecTBo BOCCTaHOBIIEHHOTO (onara
MOJKET COCTABIIAThH MO MeHblIel Mepe 30% wmnu Gonee ot 0ObuHO pexomenayemoi NIH Hopmbl
(b onueBoli KHCIIOTBI, B 3aBUCUMOCTH OT TOTO, KAKHE JOMOJHUTENIbHbIE TOOABKU MOKET IPUHIMATh
nanueHT. B 3aBucmMocTH OT Takux (AKTOPOB MOXKET MOTpeOOBaThCA YBENIWYEHHE WU
yMeHbIIeHne 103upOBKU. [10CKOIBKY BOCCTAaHOBJIEHHBIE (hOIAThI O0Jiee OUOIOrHYECKU aKTUBHBI,
BOCCTaHOBJIEHHbIE (hosaTel Oonee 3 PeKTUBHBI PH JIEUEHUH CBSA3aHHOTO ¢ (ponatamu nedumra
B TKaHsAX rosoBHoro mosra B LIHC. B Oonee mpenmodruTenbHOM BapHaHTE OCYINECTBICHUS
HACTOsIIEero n3o0pereHus Gonat B KOMIO3UIIMM THPOMUMETHKA TOPMOHA LITUTOBUIHOM JKeJIe3bl
Oymer  mpexncraBiATh  cobol  S-mermnrerparuapooNMEBYyr0  KHUCIOTY — WIM  S-
merunterparuapogonar. KonndectBo S-rerpamerunterparuipodonueBOi KUCIOTHI WM S-
MeTuaTeTparuapodonaTa MOXKET COCTaBIATh MO MeHbined Mepe 30% wumm Oonee OT OOBIMHO
pexomennyemoir NIH Hopmbl mist (onmeBod KHUCIOTBL. B 3aBUCHMOCTH OT TOro, Kakue
JOTIOTHUTENbHbIE TOOABKU MOXKET NPUHUMATh MAILUEHT, MOXKET NOTPeOOBaThCS YBEIHUEHHE WIH
YMEHBIIIEHHE JO3MPOBKM B 3aBHCUMOCTH OT Takux (akrtopoB. B napyrux BapmanTtax
OCYLIECTBJICHUs HACTOSILEr0 M300peTeHUS MOXKHO INMPHUMEHSATh OAMH HIIM Oojiee U3 JAPYIHX
3JIEMEHTOB WJIM BUTAMUHOB rpymnsl B. Hanpumep, kommosuims, coneprxaiuas OgHO uiu Oosee
u3 (onata, BuramuHa B12, Butamuna B6 wnu Butammuna B2, moxeT ObITbh mpencTaBiieHa B
KOMOMHAIINH ¢ KOMIIO3ULMEH THPOMUMETHKA TOPMOHA IUTOBUIHOH JKeJIe3bl, 1 OTHUM Wi Oosee
U3 JPYIHX 3JEMEHTOB M/WIN OJHMM Wiu Oojiee W3 BUTAMUHOB rpynnsl B. B npyrom mpumepe
KOMITO3ULIUST MOKET COAEPKATh KOMIIO3UIIUIO TUPOMHMETHKA FOPMOHA IIUTOBUIHOM KeJe3bl U
TOJIbKO OZMH WK OoJiee U3 IPYyTHUX 3JEMEHTOB W/WIM OUH WK 0ojiee U3 BUTAMUHOB Ipymibl B.
OnuH BapHaHT OCYIIECTBJICHUS, PACKPBITHIA B JAHHOM JIOKYMEHTE, MPENCTaBIIeT COOO0MH
KOMITO3ULIUIO, CONEPIKAINYI0 TeHHYIO TePAIUI0 TOPMOHA IIUTOBHIHOM JKeJIe3bl M OJTHO Win OoJee
u3 ¢onara, BuramuHa B12, ButammHa B6 wnm ButammuHa B2. I'eHHast Tepamusi rOpMOHa
LIUTOBUIHOMU KeJie3bl MOKET MPEACTABIIATh COOOH JII000e IEKaPCTBEHHOE CPEICTBO HITH CIIOCO0,
onobpennsbie s neueHust AHDS. HeorpaHnumBaromnii CliucoK BKIIFOUAET TEHHYIO TEPAIUIO Ha
OCHOBE aJieHoaccouupoBaHHOro Bupyca 9 (AAV9). KonuyectBa wim ¢crnocod JOCTaBKU Te€HHOMH
TEpaIruy rOpMOHA IUTOBHIHOMN JKeJIe3bl MOTYT MPEACTABISATh COOOM KOJMUECTBA HIIH CIIOCOOBI,
KOTOpbIE€ TMPONUCBHIBAET JIEYAIU Bpad COOTBETCTBEHHO COCTOSHMIO mnaunueHta. KommuuecTso
¢onaTa MOKET COCTaBJISITH 1O MeHbLIeH Mepe 30% mm OoJiee OT OOBIYHO PEKOMEHTY EMOH HOPMBI
NIH, B 3aBUCUMOCTH OT TOTO, KaKue IOTOJIHUTENbHbIE NOOABKH MOXKET NMPHUHUMATh MAIHEHT.
KomuuectBo ButamuHa B12 mMoskeT cocTaBisiTh mo MeHbIned Mepe 30% wnu 6osee OT 0OBIMHO
pexomeHnyemoii Hopmbl NIH, B 3aBUCHMOCTH OT TOTO, KaKHe JOTIOJIHUTENbHBIE TOOABKH MOKET
npuHUMaTh nanueHT. Konnuectso Butamuna B6 Moxer coctaBnaTh 1o MeHblueil mepe 30% unu
Oonee oT OOBIMHO pekoMeHTyeMoi HopMbl NIH, B 3aBHCHMOCTH OT TOTO, KaKHe JOTOJHUTETHHBIE
n00aBKHM MOKET MPUHUMATh naiuedT. KonmdecTBo BuTaMuHa B2 MOkeT COCTaBIISITh IO MEHBIIIEH
mepe 30% wunm 6osee OT 0OBIMHO pekoMeHayeMoi HopMbl NIH, B 3aBUCHIMOCTH OT TOTO, Kakue
JOTIOTHUTENbHbIE TOOABKM MOJKET NMPHUHMMATh MalUeHT. B 3aBHCHMOCTH OT TakuxX (HaKkTOpPOB
MOKET MOTPeOOBaThCS YBEIMUEHHE WIH YMEHbIIEHUE JO3UPOBKH. J{aHHYI0 KOMIIO3ULIUIO MOYKHO

BBOJIUTD JIFOOBIM HEOOXOUMBIM CITOCOOOM, M3BECTHBIM B JaHHOH 00nacTu. KomOuHaIus reHHOM
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Tepanuy TOPMOHA INMUTOBUAHON Keje3bl U ONHOro wiu Oosee u3 (onara, BuramuHa B12,
BuTaMuHa B6 miam ButammHa B2 MOKeT CHyKUTh s OOECTieueHUs] TAKUMH MMHTATEIbHBIMU
BellecTBaMH HHIUBUA, cTpanaromero AHDS, n moxnep:xku MeTabomuuecKkux myTeH, CBI3aHHbIX
¢ aepuUUTOM, CBSA3aHHBIM C HUM. B Ooylee NpeAnOYTHUTENILHOM BapHAHTE OCYIIECTBJICHHUS
HACTOSIIIEro n300peTeHus GposaT B KOMIIO3ULH F€HHOW Tepaniy TOPMOHA IIUTOBHIHON JKeJIe3bl
Oyner mpencTaBisaTh coOOH BOcCTaHOBIEHHBbIN (onat. KommuecTBo BoccTaHOBIEHHOTO (hosara
MOJKET COCTABIIATh MO MeHblIel Mepe 30% wmnu Gonee ot 0ObuHO pekomenayemoi NIH Hopmbl
(b onueBoii KHCIIOTBI, B 3aBUCUMOCTH OT TOTO, KAKH€ JOMOJIHUTENbHbIE TOOABKU MOKET IPUHIMATh
nanueHT. B 3aBucumoctu OT Takux (AKTOPOB MOXKET MOTPeOOBaThCA YBENIUYEHUE WU
yMeHblIeHne 103upoBKU. [10CKOIBKY BOCCTaHOBJIEHHBIE (hOIaThI OoJiee OUOIOrMYECKU aKTUBHBI,
BOCCTaHOBJIEHHbIE (hosaTel Oonee 3 PeKTUBHBI IPH JIEUEHUH CBSA3aHHOTO ¢ (pojatamu neduimra
B TKaHsAx ronoBHoro mosra B IIHC. B Oonee mpeamodruTenbHOM BapHaHTE OCYINECTBIICHUS
HACTOSIIEro n300peTeHus GposaT B KOMIIO3ULIMH F€HHOHW Tepaniy FrOPMOHA IIUTOBUIHON JKeJIe3bl
Oymer  mpencraBisiTb  coboit  S-mermareTparuapogOIHEeBYIO KACIOTY  WMIu  5-
metmrerparunpodornar. KommuectBo S-terpamernnreTparuipodoIMeBOd KHCIOTHI WIH S-
MeTmiTeTparuapodoaaTa MOXKET COCTaBJIATh MO MeHbiueil mepe 30% wmm Oonee OT OOBIMHO
pekomennyemoii NIH Hopmbl 11st (OSMEBON KHCIOTHL. B 3aBHCHMOCTH OT TOrO, Kakue
JOMOJHUTENbHbIE JOOABKH MOXKET MIPUHUMATD MALEHT, MOKET NOTPeOOBATHCS yBEINUEHHE WITH
YMEHbIICHHE JO3UPOBKM B 3aBHCUMOCTH OT TakuxX (hakropoB. B jpyrux BapuaHTax
OCYILECTBJIEHUsS] HACTOSIIETO HM300pETeHUsT MOKHO MPHUMEHSTh OIUH WJIM OoJiee M3 JPYrHX
3JIEMEHTOB WJIM BUTaMUHOB Tpymmbl B. Hanpumep, komnosuims, coaepskaiiasi OJHO Win Ooee
u3 (Qonara, ButamuHa B12, Buramuua BO wiu BuramunHa B2, moxer ObITh NpeacTaBjeHa B
KOMOMHAIIMY C TEHHOHW Tepanuel TOpMOHa IIIUTOBUIHON KeJie3bl, M OHUM WK OoJiee U3 IPyrux
3JIEMEHTOB W/MJIM OAHUM MK Oojiee U3 BUTAMUHOB Trpymmbl B. B apyrom npumepe KoMmo3uwust
MOJKET COZepPKaTh T€HHYIO TEPANUI0 TOPMOHA IUTOBUIHOM KeJie3bl U TOJIBKO OJUH WK OoJiee 3
APYTUX 3JIEMEHTOB W/ OAVH Win OoJiee U3 BATAMUHOB IpymIibl B.

OnuH BapuaHT OCYINECTBJICHUS], PACKPBITHIA B TAHHOM JIOKYMEHTE MPEACTABISET COOOM
KOMITO3UIIUIO, COAEP ALY aHTUTHPEOUIHOE JIEKAPCTBEHHOE CPENCTBO M OAMH MM Ooyiee U3
OPYTUX DJJIEMEHTOB W/WJIM OOWH Wik Oojiee BHUTAMHHOB TIpynmnbel B. AHTHTHpeoumHOE
JIEKApCTBEHHOE CPEIICTBO MOXKET MPEACTABISITH COOOMH JTI000€ JIEKApCTBEHHOE CPECTBO, KOTOPOE
OBLIO OTOOPEHO IS JICUEHUsI TUIIEPAKTUBHOCTHU LTUTOBUIHOM JKEJIE€3bl WJIH TIOAABIEHHS (PyHKIIUN
IIUTOBUAHON >Keje3bl WM CHI)KEHUS YPEe3MEPHOTO YPOBHS 'OPMOHOB IIMTOBUIHON JKeJe3bl.
HeorpannunBaromuii CiMCOK BKITFOYAET MPOMIITHOY PALIIII, METUMA30J1, KapOuMa3oJl1, mepXxJiopar
Kanus 1 Hoaun kaiust. KonndecTsa aHTUTHPEOUIHOTO JIEKAPCTBEHHOTO CPEACTBA OYAYT TAKUMH,
KakKhe Bpad Ha3HA4YUT B 3aBHCUMOCTH OT COCTOsIHUS ManueHTa. KonnuecTBo Jpyrux 3J1€MeHTOB
W/WJTM BUTAMHUHOB TPyTIbl B MOXKeT ObITh TOCTATOYHBIM J1Jisi OOJIErdeHHs] CAMIITOMOB MAIUEeHTa,
YTO MOXKET OBITh ONpPENeJIeHO NOCPEACTBOM YBEJIWYEHHS JO3HUPOBOK JIO TMOJYyYECHHUS
HEOOXOUMOr0 pe3yJibTaTa.

B npyrom BapuaHTe OCYIIECTBIEHHs, PACKPHITOM B JAHHOM JOKYMEHTE, MpPEICTaBlIeHA

KOMIIO3ULUs, COACpKalas JCKAPpCTBEHHOE CPEACTBO HA OCHOBEC T'OPMOHA IIUTOBUIHOMN JKeJIe3bl U
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onuH wiM Ooyiee IPYTrUX 3JIEMEHTOB W/WIM OAWH WKW Oojiee BUTAMHMHOB TIpymmbl B.
JlekapCTBEHHOE CPENCTBO HA OCHOBE FOPMOHA LITUTOBUIHOM JKeJIE3bI MOXKET MPEACTABISTH COOOH
mo0oe JIeKapCTBEHHOE CPEACTBO HJIM TOPMOH, ONOOPEHHBIE I JIEYeHHs HEAOCTATOYHOU
(YHKIIMM IIUTOBUOHON JKEJE3bl, WJIM KOTOPBIE SBIAIOTCS €CTECTBEHHOH 3aMeCTUTENbHON
Tepanuel IUTOBUAHOW >KEJEe3bl, TAKOM KAaK BBICYLIEHHBbI TOPMOH ILIUTOBHUAHOW JKEJE3bl, W
KOTOpBI B MHOM Cllydyae He sIBJIA€TCS aHAJOTOM INOPMOHA IIMTOBUAHOMN JKeJNe3bl, LIariepOHOM
rOpMOHA IIUTOBUAHOMN >KeJe3bl, THPOMHUMETUKOM TOPMOHA LIUTOBMJHOM >Keje3bl WM IeHHOMN
Tepanuel TIOpMOHA IMUTOBHAHOM >keye3bl. HeorpaHW4uBarOIMA  CHHUCOK  BKJIIOYAET
JIEBOTUPOKCHH, JIEBOTUPOKCHH HATPHS, TUOTUPOHUH HATPUS, JTUOTPUKC, THPOTIIOOYJINH, TOPMOH
IIUTOBUIHON Kene3bl (HampuMep, BBICYLIEHHBII TOPMOH LIMTOBHIHOM >KeNe3bl), TUPOKCHH,
TPUHOATUPOHUH, U OHU MOTYT MPOAABATHCS MO TOPTOBBIMHU HA3BAHUSMM JIEBOKCHUJI, CUHTPOUS,
Jleso-T, yautpous, 1€BOTPOU, JIEBOKCHUH, JIEBOJIET, HOBOTUPOKC, TPHOCTAT, LIUTOMEI U TUPOJIAP.
Omnpenenenne «JI€KapCTBEHHOE CPEACTBO HA OCHOBE TIOPMOHA LIUTOBUIHOW JKENE3bD» TaKkKe
BKJIFOYAaeT KOMOMHALIMU BBILIETIEPEUNCIEHHbIX, TaKHe Kak, Hampumep, cmecu T4/T3, a taxke
CPEeACTBA C MEIJICHHBIM BBICBOOOKIEHHUEM, KOHTPOJIUPYEMbIM BBICBOOOXKIEHHEM, OTCPOYEHHBIM
BBICBOOOJKIEHHEM  WJIM  aHAJOTHUYHBbIE  BEPCHUH  BhIlIenepeudncieHHoro.  Komndecrsa
JIEKaPCTBEHHOI'O CPENCTBa Ha OCHOBE I'OPMOHA LIMTOBUIHOW 3KEJE3bl JOJIKHBI MPEACTABIATH
co0oi1 Kon4YecTBa, KOTOpbIe HA3HAUUT Bpad, COOTBETCTBEHHO COCTOSTHUIO narueHTa. KommuecTso
APYTHX 3JIEMEHTOB /MM BUTAMHHOB Ipymnmnbl B MOXeT ObITh HOCTATOYHBIM Ul OOJIEr4eHusI
CHMIITOMOB MAIMEHTa, YTO MOXKET OBbITh OINpPEAETIeHO MOCPEACTBOM YBEIHUYEHUS HO3UPOBOK /IO
NOJIy YeHUsT HEOOXOIUMOTO pe3yJIbTaTa.

Crioco06s!I tocTaBKu

IIpumMeHeHHe pPACKPBITBIX KOMIIO3UIMIA 1IN VIVO MOXKHO OCYINECTBJISTh JIFOOBIM
MOJXOALINM CIIOCOOOM U METOJMKOW, KOTOPBIE B HACTOSIIEE BpeMs WK B OyAyIeM U3BECTHBI
CHeLHaINCTaM B TaHHOH obnacTi. Hampumep, pacKpbITble COEIUHEHHSI MOTYT OBITh ITOJTy4€HbI B
¢usnonornueck win (papMaleBTHYECKH MpUeMiIeMOl (opMe M UX MOXKHO BBOIUTH JIFOOBIM
NOJXOMALINM CIOCOOOM, M3BECTHBIM B JAHHOW OOJIACTH, BKIIFOYAs, HANPHMEp, MEPOPAbHBIMH,
Ha3aJIbHBIN, PEKTAJIbHBIN, MECTHBIN U TAPEHTEPATbHBIN CTIOCOOBI BBEIIEHHS. B KOHTEKCTE TaHHOTO
JOKYMEHTa TEPMUH «IIapEeHTEPAJIbHBII) BKIIOUAET MOAKOXKHOE, BHY TPUKOXKHOE, BHYTPUBEHHOE,
BHYTPHMBIIIEYHOE, BHYTPHOPIOIIMHHOE W BHYTPUIPYIHMHHOE BBEIEHHE, HAIpPUMEpP, IyTeM
UHDBEKLUH.

BBeneHue ONMUCAHHBIX COEOUHEHUH WM KOMIIO3MLMNA MOXKET NPEACTaBIATH COOOM
OJIHOKpPAaTHOE BBEJEHHE WM BBEACHHE C HENPEPbIBHBIMU WU OTAENbHBIMH HMHTEPBaJaMHU,
KOTOpbIE MOTYT OBITh JIETKO OIpPEeNIeHbl CIICLUAINCTOM B TAHHON O0JIACTH TEXHUKH.

Komnosuuuy, packpbiTble B HAacTOALIEM JOKYMEHTE, TakKe MOXKHO BBOJUTH C
UCTIOJNIB30BAHUEM JIMTIOCOMHOIM TEXHOJIOTHH, KaICyJ C KOHTPOJUPYEMBIM BbICBOOOKIEHHEM,
TabJIETOK, MUTIOJIb U UMIUIAHTATOB, UMILIAHTHPYEMBIX HACOCOB U OHOPAa3yiaraéMbIX KOHTEHHEPOB.
OTH crnocoObl AOCTaBKHM MOTYT NMPEHMYINECTBEHHO OOECIeYMBaTh MOCTOSHHYIO JO3UPOBKY B
TEYEeHHE JUTUTEIBHOTrO nepuoaa BpeMeHn. CyIiecTByeT He0OXOOUMOCTh B HAIMYUH KOMIIO3ULIUH

C KOHTPOJIUPYEMBIM BBICBOOOKIIEHUEM MPHU HCTIOIB30BaHUH (pojiaTta, BuTamuHa B12, BuramuHa
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B6 w/unm ButammHa B2 y manmeHTOB, MPUHUMANOIIUX JIEKAPCTBEHHOE CPEICTBO HA OCHOBE
TOPMOHOB LIUTOBHIHON KeJie3bl, 4To0bl (ojar, Butamud B2, B6 w/mmu B2 BhicBOOOKIATUCH
yepes 4-6 4acoB nocie BEICBOOOKISHHS MperapaTa Ha OCHOBE rOPMOHA LITUTOBUIHOM skene3bl. B
KOMOMHUPOBaHHON TalNeTke CHadaja BBICBOOOXKIAETCS TMpermaparT Ha OCHOBE TOPMOHA
IIUTOBUIHON >KeJe3bl, COOTBETCTBYIOIIUNA €ro HOpMajibHOMy mpodimo abcopbumu, a 3aTteM
yepe3 4-0 4acoB mocie 3Toro BeICBOOOXkmaroTcst (orar, Buramun B2, B6, w/mmu B2, Takke
CYLIECTBYeT HEOOXOIMMOCTh B KOMIIO3UIMH C KOHTPOJHPYEMBIM BBICBOOOKIEHHEM,
cozep Kalei OnuH 1iu Oosiee IPyTUX 3JIEMEHTOB WM OJUH WK O0oJiee BUTAMUHOB Irpy bl B.

CoenuHeHnss TakXke MOXKHO BBOAUTH B (opMe UX MPOU3BOAHBIX COJEH WU
KPUCTAILTHUECKIX (hOPM.

Komno3uuuu, onvucanHble B JAHHOM JOKYMEHTE, MOTYT OBbITh COCTABJIEHbI B COOTBETCTBUH
C M3BECTHBIMU CHIOCOOaMHM IMONy4YeHHsl (papMaLeBTUUECKU MpuemMiieMblx koMno3uuuid. CocTaBel
noApoOHO OMUCaHbl B Psfieé UCTOYHHMKOB, KOTOPBIE XOPOLIO M3BECTHBI M JIETKO AOCTYITHBI
crieuagcTaM B JaHHOI obnactu. Hanpumep, B kuure Remington’s Pharmaceutical Science E.W.
Martin (1995) ommcanbl cocTaBbl, KOTOPbIE MOXKHO HCIOJNb30BaTh B CBS3H C PACKPBITBIMU
cnocobamu. B oOmem, omucaHHble B JaHHOM JOKYMEHTE COCOHHEHHs, MOTYT OBITh
IPUTOTOBJIEHBI TAKUM 00pa3oM, 4To0b!I 3P (PekTHBHOE KOTMYECTBO COSTMHEHHS ObLIO OOBETUHEHO
C TOAXOAALIMM HOCUTeNeM st olOnerdeHust 5((EeKTUBHOTO BBEOCHUS COEIUHEHUS.
ITpumeHsieMble KOMIO3HIIMH TAK)K€ MOTYT HAXOAUTHCS B pa3nuuHbIX (popmax. K HUM oTHOCATCH,
HaTpuMep, TBEpPAbIE, TMOJYyTBEPAbIE U KUIKUE JIEKAPCTBEHHbIE (POPMBI, Takue Kak TaOJeTKH,
MWIIOJIH, TOPOLIKY, JKUJAKHE PAaCTBOPbI WM CYCIEH3Us, CYNIO3UTOPHH, HWHBEKLUHUOHHBIE WU
UH(Y3HOHHBIE PAcTBOPBIL, U crpen. lIpeanoururenbHas Gopma 3aBUCUT OT MPEAIOIaraeMoro
crioco0a BBEIEGHUS] M TEPANEBTUYECKOTO MpUMeHeHus:. KoMno3uumm Takke OOBIYHO BKJIFOYAKOT
oObryHBIE (PapMaLIeBTUYECKH TpPUEMJIEMbIe HOCUTENTH U pa30aBUTENH, KOTOPbIE W3BECTHBI
CrieaiucTam B qaHHoU obnactu. [Ipumepsl HocuTeNnel win pa3daBUTENeH ISl UCTIOIB30BAHUS
C COEOUHEHMSIMH BKJIIOYAOT 3TAHOJ, IUMETWICYJb(OKCH], TJIULEPUH, OKCHI aJFOMHHHS,
KpaxMmaJ, (U3NOJIOTHUECKUN pacTBOP W OSKBUBAJEHTHbIE HOCUTENM M pasdasurenu. s
o0ecrieueHHst BBEIEHHS TAKUX 103 I HEOOXOIMMOTO TEPANEBTHYECKOTO JICUEHHsI ONIICAHHBIE B
JAHHOM JIOKYMEHTE KOMITO3ULIMK MOTYT MPEUMYLIECTBEHHO coziepxkaTh oT okouo 0,1% mo 99%,
a ocobenno or 1 mo 15% mo macce or oO0Imero KoJu4ecTBa ONHOrO Wi Oonee u3
paccMaTpUBAEMbIX COEIMHEHHH B pacyeTe Ha MacCy BCEl KOMITO3UIMH, BKJIFOYAsi HOCUTENb WU
pa3baBUTEND.

IIpenapatsl, MOIXOASIUE TSI BBEAEHHS, BKIOYAIOT, HAPUMEDP, BOIHBIC CTEPUIIbHBIC
UHBEKLIMOHHbIE  PACTBOPBI, KOTOpPBIE MOTYT COZAEPKaTb AHTUOKCHIAHTHI,  Oydeps,
OaKTepHOCTaTUYECKHE CPEACTBA M PACTBOPEHHBIE BEILECTBA, KOTOPBIC AENAIOT KOMIIO3HLIUIO
HU30TOHHYHON C KPOBBIO MPEANOJIaraéMoro PELHIMEHTa;, W BOAHbIE M HEBOIHBIE CTEPHIIbHBIE
CYCIIEH3UH, KOTOPbIe MOTYT BKJIIOUaTh CYCIEHAMPYIOLINE CPEACTBA U 3arycTutenu. IlpenapaTsl
MOTYT OBITh NPEACTABICHbI B BUAE KOHTEHHEPOB C OJHOKPATHOW NO30H WJIM MHOTOKPATHOH
I030H, HapuMep 3are4yaTaHHbIX aMIyJl U (PJIaKOHOB, U MOTYT XPAaHUTBCA B CyOIMMHUPOBAHHOM

(MopUIMZUPOBAHHOM) COCTOSIHUH, KOTOPOE Tepel MPpUMEHEHHeM TpeOyeT TOJMbKO M00aBIIeHUs
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CTEPHJIBHOTO JKUJIKOTO HOCHUTEJIS, HAIPUMEP BOIBI Ul MHBEKLMA. PacTBOPBI Ayl MHBEKIUH U
CYCIIEH3UH UII HEMEIJICHHOTO NMPHEeMa MOKHO MOJy4aTh M3 CTEPWIBHOTO IMOPOINKA, TPaHyIL,
tabnetok u T. n. Crenyer NMOHUMATh, YTO B JONOJIHEHHE K WHIPEIUEHTaM, KOHKPETHO
YIOMSIHYTBIM BBIIIE, KOMIIO3MLIUH, PACKPBITBIE B HACTOSIIEM JOKYMEHTE, MOTYT BKJIIOYATh
ApyTHe CPeNCTBa, OOLIETIPUHATHIE B JAHHON 00JIACTH, C yUE€TOM THUIIA PACCMATPHBAEMOTr'0 COCTABA.
TepaneBTudyeckoe MPUMEHEHHE PACKPBITHIX KOMITIO3ULUI MOXKHO OCYIIECTBJISITH MOCPEICTBOM
T000r0 MOAXOAAIIEro crnocoda U METOIUKY JIEYEHHUS, H3BECTHBIMU B HACTOSINEE BPEMsl WM B
Oyay1ueM crierpaiicTaM B TaHHOH o0nactu. Kpome Toro, KOMIo3uIuy, pacKphIThbie B HACTOSIIIEM
JOKyMEHTE, UCTIONB3YIOT B KaU€CTBE MCXOAHBIX MATEPUAJIOB MJIM MPOMEKYTOUHBIX MPOIYKTOB
1T IOy Y€HUS APYTUX TOJIE3HBIX COSTUHEHNH 1 KOMITO3ULIUH.

Komno3uuuu, packpbiTble B HACTOSIIEM JOKYMEHTE, MOJKHO BBOIUTH HAPYKHO B OZIHO
wii Ooyiee aHATOMMYECKUX MECT, MHBELUPOBATh HJIM HAHOCUTb HAPY’KHO, HEOOS3aTENbHO B
KOMOMHAIMHU ¢ (papMaLleBTUYECKU MIPUEMIIEMbIM HOCUTENIEM, TAKUM KaK MHEPTHBII pa30aBUTENb.
KoMno3uuuuy, onucaHHble B JaHHOM JIOKYMEHTE, MOTYT BBOIUTHCS CHUCTEMHO, HaIlpUMep
BHYTPUBEHHO WJIM IEPOPAJbHO, HEOOsS3aTeNbHO B KOMOHMHAMu C  (apMareBTHYECKH
IpUEeMJIEeMbIM HOCHTENIEM, TaKMM KaK WHEPTHbIH pa30aBUTENb, WIM YCBAUBAEMbIH CheIOOHBIH
HOCHTENb IS epopabHON nocTaBKU. OHUM MOTYT OBITh 3aKJIFOUEHBI B TBEPIbIC MM MSTKUE
JKEJIATUHOBBIE KaICyJbl, MOT'YT OBbITh CHPECCOBAaHBI B TAONETKH WM MOTYT OBITh BKJFOUEHBI
HETOCPEACTBEHHO B IUILY palloHa nauueHTa. /[ nepopajpHOro TepaneBTUUeCKOro BBEACHUs
aKTHBHOE COEMHEHNE MOJKHO KOMOMHHMPOBATH C OHUM HITH O0JIee SKCLIUITHEHTAMHU U IPUMEHSTh
B BHJE MPOIVIAThIBAEMbIX TaOJETOK, OYKKaJbHBIX TAaOJETOK, MACTUJIOK, KarCyJj, SJUKCHUPOB,
CyCIIeH3UH, CUPOTOB, Badelb, a9PO30JbHBIX a3P030Jieii U TOMY MOTOOHOTO.

TaOneTku, MaCTHIIKK, MWIIOJH, KAmCyJbl U TOMY HOAOOHOE TaK»e MOTYT COAEepKaTb
CJeAyIolIee: CBA3YIOIINE, TAKHE KaK TParakaHTOBasl KaMelb, apaBHIICKasi KAMeIb, KyKypy3HbIH
KpaxMajl WM JKeJNATHH, SKCLUUITHEHThbI, Takue Kak (ocdar auKanbLus, Ae3HHTErPUPYIOIIEe
CPEICTBO, TAaKOE KaK KyKYpPY3HBIH Kpaxmal, KapToQeNbHbI KpaxMmal, aJlbTMHOBAas KUCJIOTa U
TOMY MOAO0HOE, CMa3bIBAOIIEE BEIIECTBO, TAKOE KAK CTEapaT MarHus, U MOXeT ObITh 100aBIeH
MOJCJNAIIMBAIOLINIA areHT, TaKOW Kak caxaposa, (PpykTo3a, JakTo3a WM acrhapTaMm, WIN
apoOMaTH3aTOop, TAKOH KaK MepevHasi MsiTa, BAHTEPIPEHOBOE MACJIO HJTH BUIITHEBBIA apOMaTH3aTOP.
Korna enuHudHas jnekapcTBeHHas popMma MpeacTaBisieT COOOH KarcyJy, OHA MOXKET COIEPKaTh,
MIOMUMO MaTEPHAaJIOB BBILIEYKA3aHHOTO THIIA, KHUIKUHA HOCUTEb, TAKOH KaK PACTUTEIbHOE MACIIO
WIN TIONMATHJIEHTINKOJb. PazHooOpasHble npyrue mMarepuajibl MOTYT MPHCYTCTBOBATH B BHIE
NOKPBITUH WM WHBIM 00pa3oM MomuduuupoBaTh (pu3nyecKyro (opMy TBEpAOH €IUHHIHON
nekapcTBeHHOH (opmbl. Hanmpumep, TabneTku, MWIFOIM MM KarCyJibl MOTYT OBITh MOKPBITHI
JKEJIATHHOM, BOCKOM, LIEJUIAKOM HJIM CaxapoM U TOMY MOomoOHBIM. CHPOI W 3JIUKCHUP MOTYT
COIepKaTh AKTHBHOE COENUHEHHE, CaXxapo3y WIM (PPYKTO3y B KA4eCTBE IOACIAIIHBAIOIIETO
areHTa, MEeTWJI- 1 IPONMMINapadeH B Ka4eCTBE KOHCEPBAHTOB, KPACUTENb M apOMATU3ATOD, TAKHe
KaK BUIIHEBBIA MJIM alleJIbCHHOBBIN apomarn3atop. KoneuHo, moboii MaTepuan, UCTIONb3yeMbIi
IIPY IPUTOTOBJIEHUH JIFOOOH €TMHUYHON JO3UPOBAHHON (POPMBIL, TOJDKEH OBITh (hapMaleBTHIECKH

NPpUEMIIEMBIM W MO CYHECTBY HCTOKCUYHBIM B HCIIOJIB3YEMbIX KOJUYCCTBAX. KpOMe TOro,
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AKTUBHOC COCAUWHCHHE MOXCT OBITb BKJIFOYEHO B rnpemnaparbl U YCTpOfICTBa C 3aMEaJICHHBIM
BBICBOOOKIEHHEM.

KOMHOSI/ILII/II/I, ONMUCAHHBIE B JAHHOM JOKYMCHTC, BKJIHOYas q)apMaLIeBTI/ILIeCKI/I
MPUEMIIEMBIC COJIH, TUAPATHI WJIW UX aHAJIOTH, MOXXHO BBOAUTH BHYTPUBEHHO, BHY TPHUMBILICYHO
WA BHY TPUOPIOMIMHHO My TeM HH(Y3UN WM HHBEKLUH. PacTBOPBI IEHCTBYIOLIETO BEIECTBA WITH
€ro coyieli MOryT ObITh NMPUTOTOBJICHBI B BOJE, HEOOS3aTENIbHO CMEIIAHHOH C HETOKCUYHBIM
NMOBEPXHOCTHO-AKTUBHBIM BCHICCTBOM. I[chepcym TAKXKXEC MOIryT OBITH MNPpUTOTOBJICHBI B
TIIMOEPUHE, JKUAKUX TMMOJIMITUIICHIJIMKOJAX, TPUAOCTHUHE U UX CMECAX, U B MacCJjax. B 00ObIYHBIX
YCJIOBUAX XPaHCHHSA W HUCIHOJb30BAHHs 3THU Ipenaparbl MOIyT COACPKATb KOHCEPBAHT IJIA
MPEeNOTBPALIEHHs] pOCTa MUKPOOPTaHU3MOB.

dapmarieBTHUYECKHE JIEKApCTBEHHbIE (POPMBI, OAXOASAIINE I UHBEKINH Ui UHPY3UH,
MOTYT BKJIIOYaTb B cebst CTCPUIIbHBIC BOAHBIC PACTBOPBI UJIKM AUCIICPCHUU, WU CTCPUJIbHBIC
NOPOLIKY,  CONIEep’Kallhe  aKTHBHBI  MHIPEAMEHT, KOTOpble  NPHUCIIOCOONEHBl  AJs
HKCTEMITOPAJIBHOTO TIPUTOTOBJICHUS] CTEPHUIIBHBIX MHBEKIIMOHHBIX WJIN UH(Y3HOHHBIX PACTBOPOB
WIN UCTIEPCU, HEOOsI3aTeNbHO WHKAICYJIUPOBAHHBIX B JIMIIOCOMbL. KOHEUHas jexkapcTBeHHAsI
¢dopma noKHA ObITE CTEPHIIBHOM, JKUIKOH M CTAaOMIIBHOMN B YCJIOBHSAX MPOU3BOJICTBA M XPAHEHUS.
JKunkuit HoCUTENb WK HeCcy1Iast cpefia MOTyT OBITh pACTBOPUTENIEM WITH )KUAKOH ANCTIEPCUOHHON
Cpenoil, BKJIOYAKOINeH, Hampumep, BOAY, OTAHOJ, TMOJHON (HampuMmep, TIJIULEPUH,
NPOMWIEHIIUKOb, JKUIKHE TOJUATUIEHITIMKOIN U TOMY IMONOOHOE), PacTUTENIbHbIE Macia,
HETOKCHYHbIE TJIMLEPUIIOBbIE CIIOXKHBIE 3(upbl M ux mnoxxopsamue cmecu. Iloaxomsimyro
TEKy4eCTh MOXHO TOAJEPKUBATh, HANpUMep, NyTeM OOpa3OBaHHs JIUIIOCOM, IyTeM
nojnep:kaHusi TpeOyeMoro pasmepa 4acTUL[ B Ciy4ae AHMCIEPCUH WIM C HCIOJb30BAHHEM
MOBEPXHOCTHO-aKTUBHBIX BCIIECTB. Heo6s3aTenbHo MpeaOTBpaliCHUC I[GI\/‘ICTBI/ISI
MHUKPOOPTAaHU3MOB MOXKET OBITb BBI3BAHO pa3iUIHbIMU OPYTHUMU aHTI/I6aKTepI/IaJIbeIMI/I u
NPOTHBOTPUOKOBBIMU ~ CPEACTBAMH, Hampumep mnapabeHamu, XJopOyTaHONoM, (eHomoM,
COpOMHOBOH  KHCJIOTOH, THUMEpOCaJoM W TOMy MOXOOHBIMH. BO MHOTUX clyd4asx
NPEATIOYTUTENIHO BKJIIOYaTh M30TOHUMYECKHE CPENICTBA, HAIPUMED caxapa, Oydepbl HiTl XJIOpHL
HaTpus. HpOJ’IOHFI/IpOBaHHOG IIOIJICIIEHUE MHBECKIIMOHHBIX KOMHO3I/IL[PII>1 MOJKET OBITb BBI3BAHO
BKJIFOYEHHEM CPEACTB, KOTOPbIE 3aMeIISIFOT a0COpOLMI0, HAPUMEP MOHOCTEapaTa aTFOMHHUS U
JKeJIaTHHA.

CTepI/IHbele PacTBOPBI AJid I/IH’beKLII/Iﬁ FOTOBAT MyTEM BKIIFOYCHHUA COCAUHCHUA 150050051
cpeacrea, OMHCAHHOIO B HJaHHOM JOOKYMECHTE, B Tpe6yeM0M KOJIMYECTBE B IIOAXOIAIICM
pacTBOpUTENEC C PpPa3IUYIHbIMU APYTUMHU UHIPEAUCHTAMU, TMEPCUUCIICHHBIMU BbILIEC, TIIPU
HEOOXOIMMOCTH € TocleAyromeld crepuim3anuedl ¢uiabrpanmei. B ciydae CcTepuibHBIX
MOPOLIKOB AJIA NPUTrOTOBJICHUSA CTEPHUIIBHBIX pPaCTBOPOB IJIA I/IH’beKL[I/Iﬁ NPpEATIOYTUTCIIbHBIMU
criocobamu MPUTOTOBJICHUA ABJIAIOTCA BAaKyyMHas CylLIKa U MECTOAHUKHU J'II/IO(I)I/IJ'II/ISaLII/II/I, KOTOPBIC
AAOT TOPOUIOK aKTUBHOI'O UHI'PEAUECHTA IJIFOC mr000it I[OHOJIHI/ITeJ'IbeII\/'I JKeJlaeMBbIi KOMIIOHECHT,
MPUCYTCTBYIOIINHN B 3apaHee CTEPHIIBHO OT(PUIBTPOBAHHBIX pacTBopax. JlJiss MECTHOTO BBEICHUS
COCAUHEHUA U CPEACTBA, OMMUCAHHBIE B JAHHOM JOKYMCHTE, MOTYT NPUMEHATHCA B BUAC Y KUAKOCTU

HJIN TBEPAOrO BEIICCTBA. OI[HaKO, KakK IMPaBUJIO, XKEJIATCIbHO BBOAUTH UX MECTHO B KOKY B BUAC
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KOMITO3UINI B KOMOWHALUU C AEPMATOJIOTUYECKH MPUEMIIEMbIM HOCHUTENIEM, KOTOPBIH MOKET
ObITe TBEPABIM WM KkUAKUM. COEIUHEHUs], CPEICTBA U KOMITO3UIUH, OMHCAHHBIE B JAHHOM
JOKYMEHTE, MOTYT HAHOCHTBCSI MECTHO Ha KOXKY CyOBeKTa Uil yMEHbIISHUs pa3Mepa (4TO MOKET
BKJIIOUATH TMOJIHOE YIAJCHHE) 3JI0KAYECTBEHHBIX MJIM NOOPOKAUYECTBEHHBIX OMYyXOJICH, WIIH JIJIst
nedenus yaactka nHpeknun. CoequHeHNs U CPEICTBA, OMMCAHHBIE B JAHHOM JOKYMEHTE, MOTYT
OBITH HAHECEHBI HETTOCPEICTBEHHO Ha YYaCTOK POCTA W y4acToK nHpekuu. [IpenmnodrureibHO
COEIMHEHUs U CPEICTBA HAHOCST HA yYaCTOK POCTA WJIM MH(PEKINU B pernapare, TAKOM Kak Masb,
KpeM, JIOChOH, PacTBOp, HACTOHKa WM TOMy monoOHoe. Takxke MOTYT MPUMEHSTHCS CUCTEMBI
JOCTaBKH JIEKAPCTB JJISI JOCTaBKH (PapMaKOJIOTHUECKUX BEIIeCTB B KOXKHbIE HOBOOOPA30BaHUS,
Hanpumep, onucanuble B nateHte CIIIA Ne 5,167,649.

Ilogxonsiuue TBepAbIE HOCUTEIM BKJIKOUYAIOT TOHKOIUCIIEPCHBIE TBEPIbIE BEIIECTBA,
Takue KakK TaJibK, T[JIMHA, MUKPOKPUCTAJUIMYECKAsl LEJUIF0JI03a, JHOKCHA KPEMHHS, OKCHUJA
amOMUHHUS U ToMy nogoOHoe. IToaxopsiue XunKue HOCUTEIN BKIJIIOYAKOT BOAY, CIIUPTHI WU
TJIUKOJTH MJTH CMECH BOJA-CIIUPT/TJIMKOJIb, B KOTOPBIX COEIUHEHHSI MOTYT OBITh PACTBOPEHBI WITH
aucreprupoBaHbl Ha 3((EKTUBHBIX YPOBHSX, HEOOS3aTENIbHO C MMOMOIIBI0 HETOKCHYHBIX
MOBEPXHOCTHO-AKTUBHBIX BELIECTB. AABIOBAHTHI, TAKUE KAK APOMATU3ATOPbI U AOTIOTHUTEIbHbIE
AHTUMHUKPOOHBIE CPENCTBA, MOTYT ObITh AOOABIEHBI JJIsl ONTHMHU3ALMH CBOWMCTB JJISI TAHHOTO
npuMeHeHus. [lonydyeHHble KuaKue KOMIIO3ULIMU MOTYT HAHOCUTBCS C IOMOLIBIO BIIUTHIBAIOIINX
can(eToK, IPUMEHSTHCS I MPOMUTKYA OUHTOB M APYTHX MOBSI30K, WIH, HAMPUMED, PACTIBUIATHCS
Ha MOPAKEHHBIN YUaCTOK C UCMOJIb30BAHUEM HACOCHBIX UJIM a3PO30JIbHBIX PACHbUIUTENEH.

3arycTurenu, Takue Kak CHHTETHYECKUE MMOJTMMEPDI, )KUPHBIE KUCIIOTHI, COJIA U CIIOKHBIE
3(UpBl  KUPHBIX KUCJIOT, JKUPHbIE CIOHUPTHL, MOAU(DHUIMPOBAHHBIE LEJUIFOJO3bI WU
MOIU(ULIMPOBAHHBIE MUHEPAJIbHbIE BEIIECTBA, TAKKE MOTYT MCIOIb30BATHCS C SKUIKAMHU
HOCHUTEJISIMU JUIsi OOpa3OBaHUsl JIETKO HAaMa3bIBAIOIIUXCS TACT, Tejiei, Mas3eil, MbUT U TOMY
nonoOHOTO, JJIsl HEMOCPEACTBEHHOTO HAHECEHUST Ha KOXKY TOJIb30BaTe s, [IprMephl MOIXOASIINX
IePMATOJIOTHUECKUX KOMITO3ULIUMA, KOTOPbIE MOTYT MPUMEHSTHCS JUIsl JOCTaBKH COCIMHEHHS B
koxy, onricanbl B mateHTe CIIIA Ne 4,608,392; B matenTe CIIIA Ne 4,992,478; B marente CIIIA
Ne 4,559,157; B marente CIIIA Ne 4,820,508. Tlonxoasituue 103MPOBKU COSTUHEHUN U CPEACTB U
(hapManeBTHUECKUX KOMIIO3UIIHMM, OMUCAHHBIX B TAHHOM JIOKYMEHTE, MOTYT OBbITh ONpeneeHbI
MyTeM CpaBHEHHs MX IN VItro aKTUBHOCTU U In VIVO aKTHBHOCTH HAa MOJENSIX HA JKHBOTHBIX.
Crnoco0Obl skcTpanonsauuu 3G(GEeKTHBHBIX 103 y MBIIIEH W APYTUX SKHUBOTHBIX HAa 4YeJIOBEKa
WU3BECTHBI B JAHHOU 00J1aCTH TeXHUKHU, HanpuMmep, cM. mateHT CIITA Ne 4,938,949

Takxke omucaHbl (papMaleBTHYECKHUE KOMIIO3HMIIMH, KOTOPBIE COAEpKAT COENUHEHUE,
OMKCAHHOE B JAHHOM JOKYMEHTe, B KOMOUHALIMY ¢ (DapMalleBTUYECKH MPUEMIIEMbIM HOCUTENIEM.
[IpennoyTHTeIPHBIM ACTIEKTOM SIBJITIOTCS (DapMalleBTUYECKHEe KOMITO3ULIUH, TPUCTIOCOOIEHHBIE
IJIsl TIEPOPAIbHOTO, MECTHOTO WJIM TApEeHTEPANIbHOTO BBEIAEHUS, COAEpIKAIIUe HEKOTOpOoe
KOJIMYECTBO COCTAaBJISIFOIIEro coenuHeHus. J[o3a, BBOAMMAs MALMEHTY, OCOOEHHO YeJIOBEKY,
JOJI’KHA OBITh JOCTATOYHOM JJIsl TOCTHIKEHUST TEPAIEBTUYECKOTO OTBETA Y MAI[UEHTa B Pa3yMHbIE
cpoku 0e3 JIeTaTbHOW TOKCHYHOCTH M MPEANOYTUTENIbHO HE BBI3bIBATH MOOOUYHBIE 3(H(HEKThI HITH

ocJIoskHeHus 6oJiee mpremieMoro ypoBHs. CrieuaiucT B JaHHOM 00J1aCTH TEXHUKH IMONMET, 4TO
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J03UPOBKa OYyIET 3aBUCETh OT MHOXECTBA (PaKTOPOB, BKJIFOUASI COCTOSIHUE (COCTOSIHUE 3/10POBBSI)
CcyOBEKTa, Maccy Teja CyOBeKTa, BUA NMapauIeIbHOTO JICUCHUsS], €CITH TAKOBBIE HMEIOTCS, YaCTOTY
JICUEHUs], TEPATIEBTHUECKUIN UHAEKC, a TAKKE OT TSHKECTH M CTaIUU MATOJIOTHUE€CKOTO COCTOSHUS.

YacroTta 103upoBaHus

YacroTa no3upOBaHUs PACKPBITBIX KOMITO3ULIUN BKJIFOYaeT Oe3 OrpaHUYeHUs 110 MEHbIIEH
Mepe OKOJIO OJHOTO pasa Kakable 7 THEH, OAHOrO pas3a Kaxible 6 AHEH, OJHOrO pa3a Kaxable 5
JHEH, OHOTO pasa Kaxzaple 4 MHsA, ONHOrO pas3a Kaxzaple 3 OHs, OMHOrO pas3a Kaxable 2 JHS WIN
€XEeTHEBHO. B HEKOTOPBIX BapuUaHTaxX OCYLIECTBJEHHS UHTEPBAJI MEXAY KaXXIAbIM BBEIECHHUEM
COCTaBJISIET MEHEee HEJeNIH, HalpuMep, MeHee OKoJIo Jirodoro m3 6, 5, 4, 3, 2 nHeit wiu 1 nus. B
HEKOTOPBIX BapHaHTaX OCYIUECTBJIEHUS 4YacTOTa JO3UPOBAHHUS PACKPBITBIX KOMIO3ULIUN
BKJIFOUAET 0e3 OrpaHUYeHUs TI0 MEHbLIEH Mepe OOUH pa3 B CYTKH, JIBa pa3a B CyTKH, TPU pasa B
CYTKU WJIHM YEThIpE pa3a B CyTKU. B HEKOTOPBIX BapuUaHTaxX OCYIIECTBJICHHUS MHTEPBA MEXKAY
Ka)KIIbIM BBEJIEHHEM COCTAaBJISIET MeHee OK0JI0 48 4acoB, 36 4acoB, 24 yacos, 22 yacos, 20 4acos,
18 yacos, 16 yacos, 14 yacos, 12 yacos, 10 yacoB, 9 yacos, 8 yacoB, 7 4acoB, 6 4aCOB WJIH S5 YaCOB.
B HexkOTOpBIX BapuaHTaxX OCYLIECTBJEHHUS HHTEPBAJI MEXKIY KaXJAblM BBEJECHUEM COCTABIISIET
MeHee O0K0JI0 24 4acoB, 22 yacos, 20 4yacos, 18 yacos, 16 4acos, 14 yacos, 12 gacos, 10 yacos, 9
4acoB, 8 4acoB, 7 4acoB, 6 4acoB, WM 5 4HacoB. B HEKOTOPBIX BapHaHTaX OCYLIECTBJICHUS
UHTEPBAJ MEXKIy KaXKIbIM BBEICHHEM SIBJIIETCS] MOCTOSHHBIM. BBelneHHe Takke MOKET ObITh
HETIPEPbIBHBIM U PEryJIMPOBATHCS AJIsl OAAEPKAHUS YPOBHS COSUHEHUS B TFOOOM HEOOXOTUMOM
1 YKa3aHHOM JIHAIa30He.

Beenenue packpbiTOil KOMIO3MIIMKA MOKET OBITh MPOIJIEHO HA JIMTENbHBIA MEePHO
BPEMEHH, HAIPUMEP, OT OKOJIO MeCslia WM MEHee IO OKOJIO Tpex JeT wiu Oonee. Hampuwmep,
PEeKUM TO3UPOBAHUS MOXKET ObITh PACIIUPEH B TeUeHHUE Tiepuoaa okojo 2, 3, 4,5, 6,7, 8, 9, 10,
11, 12, 18, 24, 30 u 36 MmecsueB. B HEKOTOpBIX BapuUaHTaX OCYINECTBIIEHUS B rpaduke
JIO3UPOBAHUS MIEPEPHIB OTCYTCTBYET. B HEKOTOPBIX BapHaHTAaX OCYIIECTBICHUS HMHTEPBAJ MEXKIY
KypPCOM BBEJICHHSI COCTABIIICT HE OOJIee HelemH.

ITPUMEPHI

Crenyrooume npuMepbl WUTOCTPUPYIOT MEAUIIMHCKUE COCTOSIHHS, MPEICTABIEHHBIE Y
uHaBUIOB, crpanaromux AHDS, u cMemanHbIi XapakTep pe3yJbTaToB UX JaOOPaTOPHBIX U
nuarHoctudeckux uccienosanuil. Kak ykasano B Tonduti D, Vanderver A, Berardinelli A, et al.
MCTS8 Deficiency: Extrapyramidal Symptoms and Delayed Myelination as Prominent Features.
J. Child Neurol. 2013;28(6): 795-800, koTopasi BKJIFOYEHA B HACTOSIIIUN JOKYMEHT NOCPEICTBOM
CCBUTIKA BO BCEW CBOEH MOJIHOTe, ObUI OMHCAaH aHAJN3 KIMHUYECKOrO Cliydasl MalnueHTa 3,
crpaparomiero AHDS («ananmu3 kiamHH4eckoro ciydast Ne3y»). B pesynerate mHammuus AHDS,
aHanmu3 KiuHU4eckoro ciydas Ne3 nHa ocHoBanun AHDS wumen rnyOokuii rumotupeos
BHYTpuyTpoOHO B ero [THC B TkaHM MO3ra, OTHAKO €ro aHAJN3bI (PYHKIMH ITUTOBUIHOM KeJIe3bI
B kpoBH (3a npexnenamu LITHC) nokasanu HopManbHbINA ypoBEeHb cBOOOAHOTO T3, OTHOCHTEIBHO
HU3KUH ypoBeHb cBoOonmHoro T4 (3,4 mmonsw/n, HOpManbHbIE 3HaueHust 5,9-11,6 mmonw/n) u
HOpManbHbIl ypoBeHb TTI'. JlelicTBUTENBHO, aHANU3 KIMHUYECKOro ciydast Ne3 mpencTaBiieH

KJaccuueckuMu npusHakamu AHDS, ¢ ki1MHMYECKOM KapTUHOM OTHOCUTEIBHO HOPMAasbHOMN
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¢byHKIMU UTOBUAHON skene3bl B KpoBH BHE LIHC, HO (0 HE3HAHUMIO MPAKTHKYIOLINX Bpavei)
BblpakeHHbIM runotupeo3oM B IIHC B Tkanu ero rojosHoro mosra. Muorma mpu AHDS y
WHIMBUIOB OOHAPYKUBAETCS ake KIIMHUYECKasl KapTHHA runeptupeosa B kposH (BHe LIHC) npu
OJHOBPEMEHHOM Haimnuuu riyOokoro runorupeo3a B IIHC B TkaHAX rojoBHOro mosra (CM.
ucropun Oone3Hn mauueHta 1 u manueHrta 2 B cratbe Tondutl, y KaXkaoro u3 KOTOPbIX ObLT
BBICOKHI ypOBeHb CBOOOAHOro T3 B KpPOBH, CBHIETENbCTBYIOIIMN O Ooyiee BBIPpAsKEHHOH
KJIMHUYECKON KapTHHE THIIEPTUPE03a, IPU OJHOBPEMEHHOM HAJMYHH ITyOOKOr0 TMIOTHPE03a B
MHC B TKaHU TOJIOBHOTO MO3Ta).

AHanmu3 KIuHU4YecKoro ciydast Ne 3 mposiBUICS B BO3pacTe 3 MECALIEB C MOBBIIICHHBIM
TOHYCOM H 3aJIep>KKOH pa3BUTHsA. 3asBUTENb OTMeUaeT B Oosee paHHelH 3asBke 3asButens, WO
2011/006147 Al, uro y nauueHTa B npumepe Ne2, ymOMSHYTOM B HEM, Takxe HaOJOJaIHCh
NPOSIBJIEHUs] IPOOJIEM C TOHYCOM U 33€p>KKH Pa3BUTHUs IPUMEPHO B TOM K€ BO3pAaCTe, MOCIHe
NEPEHECEHHOro IIIyOOKOro IMIIOTUPeOn3a B yTpoOe MaTepH, a Takke aHAJIOTHYHbIE TAKOBBIM B
aHanu3e KIMHU4Yeckoro ciydas Ne3, ogHako runotupeos3 B mpumepe Ne2 ucxonun U3 KpoBH (BHE
ITHC), a ve u3 IIHC, kak B ciyuae aHaju3a KIMHUYECKOTO ciydasi Ne3. ['myOokuii runotupeos y
nauuenTta u3 npumepa Ne2 ObuT BbI3BaH BHYTPHYTPOOHO BCJIEACTBUE TOTO, YTO MaTh MALIUEHTA 3
npuMepa Ne2 mpuHUMasa 4pe3MEPHOE KOJINYECTBO AHTUTUPEOUAHOTO JIEKAPCTBEHHOTO CPEICTBA.
I'nmyGokuii runotupeos y nauueHra u3 npumepa Ne2 mpoospKaics ¢pasy Mocie posKIAeHHs 10 TeX
HOp, TIOKa y manueHTa u3 npuMepa Ne2 He Obuta JOCTUTHYTa HOPMasibHas QYHKIMS IIUTOBUIHOM
JKeJie3bl ¢ XMMHUUYECKOH TOUKM 3peHHst Oyaromapsi BBEJEHUIO JIEBOTUPOKCHHA. Y MAIMEHTa U3
aHanM3a KJIUHUYeCKoro ciydas Ne3 TmpoOrpeccMBHO pa3BWiIach KJIMHMYECKas KapTHHA,
XapaKTEepPU3yIOUIasCs CHacTUYECKON JUCTOHUEH, MHUMHUYECKMMH TpUMacamMH, CTOMKUMH
HEOHATAJbHBIMU pedexcamu, 3anep:Kkoil KOrHUTHBHBIX (yHKImi. [TomoOHbIM oOpasoMm, y
narnueHTa u3 npuMepa Ne2 HaOIOAIHCh Te JKe KIMHUYECKUE MPOSIBJIEHHS U IPOTPECCUPOBAHHE,
HECMOTpsl Ha TO, YTO y nanueHTa u3 npumepa Ne2 otoOpakanach HOpMajibHas (GyHKLUsS
IIUTOBUAHON >KeJe3bl C XMMHUYECKONH TOUKHM 3PEHHs] U OTCyTCTBOBaJla KJIMHUYECKas KapTHHA
TUIOTUPE03a B KPOBH, U B CHJTy 3TOTO TaKe OTCYTCTBOBAJIa KIIMHUYECKasi KAPTUHA THIIOTHPE03a
B [IHC. Tem He meHee, kak ormederno B WO 2011/006147 Al, y nmarmenTa u3 npumepa Ne2 B
KOHEYHOM MTOTre ObUI IMAarHOCTUPOBaH AeuuuT nepedpocnuHanbHOro ¢ojara B Bo3pacte 5,25
JIeT, TOCKOJBKY OCTaTOYHBIA nepuuuT Qorara, BbI3BAHHBIN Oojiee PaHHUM THIIOTHPEO3OM B
CIIMHHOMO3TIOBOM XKMAKOCTH nauueHTa u3 npumepa Ne 2, Bce emte ocrasaics. Ilocne BbsiBneHus
nedpuuTa uepedpocnuHANBHOrO (onata M TMOJYYeHHs] TAlMeHTOM u3 mnpumepa Ne 2
BOCCTaHOBJICHHOTO (honaTa, MayeHT u3 npuMepa Ne 2 ObICTpO OTpearupoBaj, B KOHEYHOM HTOTE
C yCTpaHEHHEM y TMaunueHTa u3 npumMepa Ne 2 TOHyca, 3a4€pKKH Pa3BUTHUS, CHACTUYECKOU
IUCTOHUH, MUMUYECKHX TPUMAC, MPodIieM ¢ pedyiekcamMmu U 3aep>KKOH KOTHUTUBHBIX (PYyHKLIUH.

Hecmotpst Ha To, uTo B cTarbe Tonduti He ykas3bIBaeTCs TOYHOE BPEMsl, KOTAa aHAJIH3
KJIMHUYECKOro ciydast Ne 3 moaBepraiicsi aHaIn3y CIIMHHOMO3TOBOH JKUIKOCTH, B craThe Tonduti
yKa3blBaeTCs, YTO UCIBbITAHHE NPOBOAMIN B Bo3pacTe 4 jeT wiu miajaue. B To ke Bpems ans
NAalMeHTa W3 aHajin3a KIMHWYeCKoro ciydast Ne3 ObLIO BBINOJHEHO MHOXECTBO AHAJIN30B

CITMHHOMO3TOBOI KUJIKOCTHU, B TOM YUCJIC B OTHOIICHUH (1)0J1aTa B CIIMHHOMO3TOBOM JKHUIKOCTH.
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Tem He MeHee, aHaIN3 CITMHHOMO3TOBOH JKUIKOCTH MALMEHTa U3 aHAJIN3a KJIMHUYECKOTO CIIydast
Ne3, Bkmrovaromuii Qomar, ObU1 HOpMaJIbHBIM. [[aHHBIE pe3yJbTaThl €Ie OOJbIIe 3aMyThIBAIOT
KJIMHUYECKYI0 KapTUHY MHAuBHUIA, cTpanaromero AHDS. Uro kacaercs aHanmn3a KIMHUYECKOTO
ciydas Ne 3, manMeHT 13 aHaIN3a KIMHUYECKOro cirydast Ne3 rmokas3asn OTHOCHTEIBHO HOPMAaJIbHY O
(YHKIMIO IIUTOBUIHON >KeJe3bl B KPOBH, UYTO HE MO3BOJISIET MPAKTHKYIOLIEMY Bpady OKUAATH
riyOokoro runorupeo3a B [IHC B Tkanu romosroro mosra. Kpome toro, naxxe korma aHain3
CIIMHHOMO3TOBOH JKUIKOCTH TPOBOMWJIA JJIsl BBIIBJICHUS AaHOMAQJIUH B CIIMHHOMO3TOBOH
JKUJIKOCTH, PE3yJIbTaThl JAHHBIX aHAJIN30B OCTABAJINCH HOPMAJIbHBIMU.

Tem nHe MeHee, 3asBUTENb WACHTU(PUIMPOBAN HHAUBUAOB, crpamarommx AHDS, B
MOJIPOCTKOBOM BO3pAacTe, y KOTOPBIX NEWCTBHUTENbHO HaOmomaercs paedumur ¢onara B
CIIMTHHOMO3TOBO JKMAKOCTH. DTO CBA3aHO C TEM, YTO B 0OJIE€e MOJIOZIOM BO3PACTe Y WHANBUIOB,
crpagaromnx AHDS, neduuur ¢donaros, passuarouuiicss BHyTpukierodyHo B [IHC B TkaHu
TOJIOBHOI'O MO3ra, HE TOCTUTAeT TOUKHM OTPaKE€HHUs] B CIMHHOMO3roBoi >xuakoctd. Ho mo mepe
B3pOoCyeHHss MHAMBUAA, cTpanatomero AHDS, u mo mepe Toro, kak moTpeOHOCTH KJIETOK
MO3rOBOM TKaHW BO BHYTPHKJIETOYHOM (hojiaTe JOCTHIAIOT CTAAHH U30OBITOUHOrO MOTPeOIeHUs
¢onaTa, MOXKeT BO3HUKHYTh AehuUUT (ojaTta B CIMHHOMO3TOBOM *kuAKocTU. K coxaneHuo, ¢
TOYKH 3PEHHs] AUATHOCTUKYU U JJAOOPATOPHBIX UCCIENOBAHUM, 3TO NEHCTBUTEIBHO MOXKET OBbITh
CJIMLIKOM ITO3/1HO, YYUTBIBAs, UTO BCJIEACTBUE N3Hypsitoliero xapakrepa AHDS B ouenb Mosonom
BO3pacTe OONBUIMHCTBO AMATHOCTUYECKUX U JIAOOPATOPHBIX HCCIENOBAHUI M BMELIATEIbCTB
MPOBOJSITCSI B PAHHEM BO3PACTe, MPH 3TOM AeUIUT (ojIaTa B CIUHHOMO3TOBOH KUIKOCTH MOXKET
HE TPOSBIATLCS. ECIU pe3ysbTaThl aHAJIM30B CIIMHHOMO3TOBOM JKUAKOCTH OYAyT MOJyYEeHbI C
HOPMAJIbHBIMHU 3HAUEHUSIMH JUTs (posiaTa, MPaKTHUKYIOIUI Bpad MCKIFOYHUT JAHHBIH OEPUIUT U
nepeiier K IpyruM TUArHOCTUYECKHM M JJaOOPaTOPHBIM MOAXOAAM M BMEIIATEIbCTBAM, TAKUM
00pa3oMm, CyIecTBYeT MOTPEOHOCTh B CIIOCO0AX M KOMITO3ULIUSX, OMTUCAHHBIX 3asIBUTENIEM.

ITaument w3 npumepa 2 OEMOHCTPUPOBAJ] MHOTHME W3 Te€X K€ TMPOSBICHUNH W
NPOTrPeCCUPOBAHIE CUMITOMOB, UYTO U Y MHAUBUAOB, cTpanaromux AHDS. ITpu kmaccuyeckom
neduuute repedpanbHOro (osaTa y MHOTHX TAKUX WHIAMBUIOB MPOSIBISIFOTCS MHOTHE M3 TEX JKE
MPOSIBIEHUIT U MPOTrpecCUpOBaHMsl CUMITOMOB, YTO U Yy HUHAMBHUIOB, cTpagaroimux AHDS. B
cilydae manueHta u3 mnpumepa Ne2 W B ciydae HHIUBHIOB C KJIACCUYECKUM Je(QUIIUTOM
uepebpanbHoro ¢onara aepuuur ¢oyata B CIUHHOMO3TOBOW KUAKOCTU OdeBHIeH. JleueHue
BOCCTaHOBJICHHBIM (POJIaTOM 0O€CIeYnBao yCTPAaHEHUE CUMITTOMOB Y TIAIIMEHTA U3 puMepa Ne2.
IMpu knaccudeckoM neduiute 1epedpanbHOro ¢GojiaTa BOCCTAHOBJICHHBIN (POJIAT YCTPAHSIET WU
CYLIECTBEHHO OOJIErdaeT CUMITOMBI, OT KOTOPBIX CTPAJaOT JaHHbIE HHAMBHIBL YUYUTHIBAS
nepuut donara B [IHC B Mo3roBoil TkaHu WHAMBHIOB, crpamaromux AHDS, onu Takke
HY KIAI0TCS B CITOCOOaX M KOMIO3ULIMSIX, ONTMCAHHBIX 3asBUTENIEM B JAHHOM JIOKYMEHTE.

KOHKPETHBIE BAPUAHTHI OCYIIIECTBJIEHUA

B HacrosimeMm MOKyMEHTE B ONPEAEICHHOM BapHAaHTE OCYINECTBJICHHUS PACKPBIT CIIOCO0
JiedeHust HHAuBUAA ¢ neunnrom nepenocunka Mmonokapookcmiara 8 (MCT8) (cunapom AnaHa-
XepHaoHa-/laanym), BKIIOUAKOIINKA BBEACHWE WHAWBUAY KOMITO3HIMH, COAepIKamed S-

MeTHUITeTparuaApodosaT win S-MeTUNTeTparuaApooIueBy0 KHCIOTy. BBeneHHasT KOMITO3UIHUS
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MOJKET NPEACTABISTh COOON (papManeBTHYECKy0 KOMITO3ULMIO WM MUIIEBYI0 100aBKy. Kpome
TOr0, Cocod MOXKET BKJIIOUATh BBEACHHE BUTaMuHA B6, Hanpumep, BuramMuH B6 moxer ObITh
BbIOpAaH W3 TPYIIIBI, BKIIOYAKOLIEH MUPUAOKCATb, TUPUAOKCOJ, MUPHIOKCHH, MHPUIOKCAMUH,
nupuaokcaMuH(ochaT U MIPUAOKCHHA THAPOXJIOPHI. B KOHKpeTHBIX mpumepax BUTamMuH BO
npeacTaBisier co0oi nmupuaokcaib-5'-pocdar. B HOMONHUTENBHBIX MPUMEPAX CIIOCOO MOXKET
JOTIOTHUTEPHO BKIIOYATh BBEICHNE BUTaMiHA B2, Hanpumep, npu 3ToM BuTaMuH B2 BeIOpaH u3
IpyTIbI, BKJIFOUAIOLIEN pubodnasuH, (TaBHHMOHOHY KJIEOTHU/T (FMN),
¢nasunapennnaunykneotusn (FAD) u nurunpo-dpnasunanenunaunykiueorun (FADH,).

B cnepyromux npumepax crnocod MOXKET AOMOJHHUTENBHO BKJIIOUATh BBEACHUE aHAJIOra
rOPMOHA INUTOBHIHOW S>KeJe3bl, IIarnepoHa TOPMOHA IIMTOBUIHOW JKeJe3bl, TUPOMHMETHKA
rOPMOHA IIUTOBHUIHOMN JKeJIe3bl WJIM T€HHON Tepanuy rOpMOHA IUTOBHIHON JKeJIe3bl.

B cnepyromux npumepax crnoco® MOXKET AOMOJHHUTENBHO BKJIIOUATh BBEACHUE aHAJIOra
rOPMOHA INUTOBMIHON S>KeJe3bl, IIarepoHa IOPMOHA IIMTOBHIHOW >KeJe3bl, TUPOMHMETHKA
rOPMOHA IUTOBUIHOMN >KeNe3bl WM MeHHOH Tepanmuy OPMOHA IIUTOBUIHOMN JKENEe3bl, MpHYeM
aHaJIOr TOPMOHA LITUTOBUAHOM JKeje3bl, [ANepOH rOPMOHA IIUTOBUIHOMN XKeJe3bl, THPOMHMETHK
rOpMOHA LTUTOBUAHOM KeJe3bl HJIM T€HHAasl Tepanusi TOPMOHA IUTOBUIHOMN JKeJe3bl BHIOPaHBbI 13
Ipymnmel, BKJrouarouied auiionruponpornuonosas kuciora (DITPA), rterpaiionTupoykcycHas
kucnora (TETRAC), tpuiiontupoykcycHas kuciora (TRIAC mnu tuparpukon uinm Teatrois),
bennnOyTupar, 4-peHUIMaCITHYIO KUCIOTY, PeHMIOyTHPAT HATPHsl, TeHHAS TePAIisl HA OCHOBE
azieHoaccouunpoBaHHOro Bupyca 9 (AAV9), smpotupom, codetupom miu Sob-AM2.

B npyrux BapuaHTax OCYLIECTBJIEHHs PACKPbITA KOMITO3ULIMS, COAeprKaias (a) aHaJIor
ropMOHa  IUTOBMAHOW  skenessl u  (b)  S-merunrerparmnmpodonar  wim - S-
METHIATETParuApoONIMEBYI0 KUCIIOTY. B KOHKPETHBIX pUMepax aHaJor FTOPMOHA IUTOBUIHON
JKeJe3bl MOXET TPEeNCTaBiIsATh coOoi amitonTuponponuoHoByro kucioty (DITPA) wmm
tpuitoaTupoykcycHyro kuciory (TRIAC wnu tpuarpukon win Teatrois).

B npyrux npumepax KOMIO3HMLMS MOXKET JONOJHUTEIBHO COAEpKaTh BUTaMUH BO,
HarpuMep, P 3TOM BUTaMUH B6 BBIOpaH M3 rpyMIibl, BKIFOYAOIIEH MUPUAOKCAIb, TUPUITOKCOI
U MUPUIOKCHH, OOJiee KOHKPETHO, BUTaMUH B6 mpencrasiser coboi nupumokca-S'-gocedar.

B npyrux npumepax KOMIO3MIMS MOXKET IONOJHUTEIBHO COAEpKaTh BUTAaMUH B2,
HampuMep, TpH OSTOM BUTaMUH B2 BbiOpaH U3 Tpynmbl, BKIIOYAOLIeH pudodIaBuH,
(bTaBUHMOHOHY KJICOTH]T (FMN), (1aBUHAIEHUHINHY KJIEOTU] (FAD) u

auruapoduasuHageHuHnHykiIeotus (FADH,,.
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®OPMYJIA U3OBPETEHUSA

1. Criocob neuennst nHANBUAA ¢ AeUIUTOM nepeHocunka MoHokapOokcunara 8 (MCTS)
(cungpom Annana - XepHaoHa - [lannw), BKIIOYAOIIWK BBENEHUE WHAWBHUAY KOMITO3HUIIHH,
cozepKameit S-MeTunTeTparuapoQoIaT Wik S-METUATETPAruaApOPOIUEBYIO KUCIIOTY.

2. Cnoco0 1o 1. 1, JOMOJHUTEILHO BKIKOYAOIIUI BBEAEHNE BUTaMiHA B6.

3. Cnoco® mo m. 2, B KOTOpOM BHUTaMHH B6 BbIOpaH W3 TIpymmbL, COCTOALIEH W3
NUPUAOKCANSL, TMHUPHUIOKCOJNA, MHUPHIOKCHHA, NMUPHIOKCAMUHA, NUpPUAOKcaMuHa Qocdata u
NUPUAOKCHHA THIPOXJIOPHUA.

4. Cnoco0 mo 1. 2, B KOTOpOM BUTaMuH B6 npencrasnser codoli nupugokcains 5’ -pocdar.

5. Cnoco6 no mo0omy u3 mit. 1-4, JOMOIHUTENBHO BKIIIOYAIOINNN BBeIeHHe BUTaMuHa B2.

6. Cnocod mo m. 5, B xoTopoM BuUTaMHH B2 BbIOpaH W3 Ipymmbl, COCTOALIEH W3
pudodnasuna, prasuamoHonykneoruna (FMN), pnaBunanennanunykiaeoruna (FAD), muruapo-
¢nasunanennnaunykieoruna (FADH,).

7. Cnocob mo nmrobomMy w3 mm. 1-6, HOMOJHUTENBHO BKIIIOYAKOINNIN BBEACHHE aHAJIOra
rOPMOHA INUTOBUIHON S>KeJe3bl, IIanepoHa IOPMOHA IIMTOBUIHOW >KeJe3bl, THPOMHMETHKA
rOPMOHA LIUTOBHUIHOMN »KeJIe3bl WIIM T€HHON Tepanuy rOpMOHA IUTOBUIHON JKeJIe3bl.

8. Cnocob mo mrobomy u3 mmn. 1-7, MOMONHUTENHHO BKIIFOYAIOLINI BBEIECHHE aHAJOra
rOPMOHA INUTOBUIHON S>Keje3bl, IIarnepoHa IOPMOHA IIMTOBUIHOW >KeJe3bl, TUPOMHMETHKA
rOPMOHA IUTOBUIHOMN >KeJe3bl WM MeHHON Tepanmuy OpPMOHA IUTOBUIHOMN >KeJe3bl, MpHUYeM
aHaJIOT TOPMOHA LIUTOBUAHOM Jkeje3bl, [ANepOH rOPMOHA IIUTOBUIHOMN XKeJle3bl, THPOMHUMETHUK
TOPMOHA LIMTOBUIHOMN »KeJIe3bl WJIA TeHHAs TePAIusi TOPMOHA IIUTOBHIHOM JKeJIe3bl BBIOPAHBI U3
IPYNIbI, COCTOSINENH M3 AUAOATHPONPONHOHOBOU KucIoThl (DITPA), TerpaiionTupoyKCyCHOMH
kuciotsl (TETRAC), tpuitontupoykcycHoit kucinotsl (TRIAC wnu tuparpukon, uim Teatrois),
¢denundyTupara, 4-peHnnamaciasiHoil KUcHoThl, (peHmnOyTupaTa HATpuUsi, T€HHOH TepamuH Ha
OCHOBE aJIeHOACCOLMUPOBAaHHOTO BUupyca 9 (AAV9), smporupoma, cobetupoma miu Sob-AM2.

9. Kommno3unus, comep:kamasi (a) aHaJOr TOPMOHA IMUTOBUIHOHN keie3bl u (b) 5S-
METHIATETPAruApodoNaT Uik S-METHITETPAruapo(OIHeBYIO KUCIIOTY.

10. Komnozuiusi no n. 9, B KOTOPOH aHaJOr TOPMOHA LIIUTOBUIHOM KeJI€3bl MPEACTABIISIET
coboii nuiiogrrponponuonoByto kuciory (DITPA) unu Tputionrupoykcychyro kucioty (TRIAC
WJIA THPATPUKOI, Wit Teatrois).

11. Komno3uuus no odomy u3 mi. 9-10, ZONOJHUTENBHO CoeprKalias BUTAaMUH B6.

12. Komnozunwmst mo n. 11, B kotopoii ButamuH B6 BeIOpaH M3 TPyIIIbL, COCTOALICH M3
MUPUAOKCAIIST, MTUPUAOKCOIIA U MTUPUAOKCHHA.

13. Komnozunust no 1. 11, B koTopoii BuTamuH B6 npencrasisier coboi mupumokcans 5’ -
docdar.

14. Komno3unuus no aodomy u3 mi. 9-13, ZONOJHUTENBHO Coepskalas BUTaMuH B2.

15. Komnozunwmst mo n. 14, B koTopoii BuTaMuH B2 BBIOpaH M3 TPYIIBL, COCTOALICH M3
pudodnasuna, prasuamMoHonykneoruna (FMN), pnaBunanennanunykineoruna (FAD), muruapo-
¢dnasunanenunauHykiaeoruaa (FADH,,.

I1o noBepenHoCTH
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