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1.MeTtoxosorus

MeTtoabl, MCTIOJIL30BaHHbIE /Il COOPa/cesIeKIIUM 10KA3aTeJIbCTB
JlokazaTenbHON 0a30i A peKOMEHJAIMIl SBJISIFOTCS MOUCK B AJIEKTPOHHBIX 0a3zax JaHHBIX
PubMed u Medline./lanapie KIMHUYECKHE PEKOMCHIAIIMM ITOATOTOBICHBI HAa OCHOBaHHUH
MEXIYHAPOJHBIX KIMHUYCCKUX PEKOMEHIAIMN MO TUATHOCTHKE M TAKTHKE BEJCHUS OOJE3HU
Humanna-ITuka tun C (Niemann-Pick type C), pazpaboTaHHBIX IpyIIIOi SKCIIEPTOB MO OOJIE3HU
Humanna-Iluka tun C, a Taxke 0030pa MyOJHMKaluid KIMHUYECKHX HccienoBanuil.l' myOuna
MOKCKa COCTaBMIIA 5 JIeT.
Mertoapbl, UCTIOIB30BAHHBIE JJISI OIIEHKM Ka4yeCTBA U CHJIBI JOKA3aTeJIbCTB: OI[EHKA 3HAYUMOCTH B
COOTBETCTBUU C PEUTHUHIOBOM CXEMOM [JIi OLUEHKM CHJIBI PEKOMEHAAIMW: METa-aHAJIU3bI
BBICOKOTO KayecTBa, CHCTEMaTU3UPOBAHHBIE 0030PbI PaHIOMU3UPOBAHHBIX KOHTPOIUPYEMBIX
UCCJICIOBAaHUM ¢ HU3KUM PHCKOM CHCTEMATHYECKUX OIIMOOK. YpOBEHb J0Ka3areabHOCTH 1++ -
1+. Cuna pekoMeHnanuii oreHuBanack mo Oxkcdopacko mkane - tun A. JIJis OleHKH Ka4ecTBa,
CHWJIBI JIOKA3aTeILCTB U POPMYITUPOBAHUS PEKOMEH AN HCIIOIB30BAJICS KOHCEHCYC KCIIEPTOB.
Wuaukaropsl modpokadectBenHoil mpaktuku (GoodPracticePoints-GPPS)  6asupoBanuch Ha
KIIMHUYECKOM OIIBITE paboyel rpymisl Mo pa3paboTke peKOMEHJaIHil.
OKOHOMHMYECKUH aHaIM3 H MyOJuKanuu 10 (HapMaKOdKOHOMHKE HE AaHAIU3UPOBAIUCH.
Banuauzanus pekoMenaauuii 6asupoBangach Ha BHyTpEHHEH sKcIiepTHOH onieHke. KommeHnTapuu,
MOJIyYE€HHBIE OT YKCIIEPTOB, CUCTEMATH3UPOBAINCH U 00CYKIANKUCh MpeAceaaTeNieM U YWieHaMU
paboueii rpynmsl. [IpoekT pekoMeHaaIuii OblT pelieH3uPOBaH HE3aBUCUMBIMU IKCIIEPTAMHU.
Jns OKOHYATENBHOW peJaKkIMM W KOHTPOJISI KayecTBa PEKOMEHJAIMH OBbLUTA TOBTOPHO
MPOPEICH3UPOBAHBI WICHAMH paboueil TPy, KOTOPhIE MPHUIILINA K BBOY, UTO BCE 3aMEUaHus U
KOMMEHTapUU TPUHATHI BO BHUMAaHHUE, PHCK CHUCTEMAaTHYECKHX OIIMOOK MpH pa3paboTke
pEeKOMEHIaluii CBEIEH K MUHUMYMY.

OcHOBHBIE PEKOMEHJIAlIMK, YPOBHU JOKA3aTEIbHOCTH U HWHIUKATOPHI JTOOPOKA4YeCTBEHHOU
MPAKTUKHU TPUBOJATCS 110 X0y U3JI0KEHUS TEKCTa PEKOMEHIallhi.

BricokoTexHonormuHas momoins 6omsHbM ¢ HIIC npenycMaTprBaeT Hamu4re moArOTOBICHHOTO
Bpaua B o0jacTu MuUarHocTHUKu U JyedeHus OonbHbIX ¢ HIIC, 3nHanme moOGouyHBIX 3>(deKToB
MAaTOTeHETHYECKOW Tepanuu, METOABl WX YCTpPaHEHHs, TOATOTOBIEHHOTO CpeaHEero
MEAHMIIMHCKOTO TEPCOHAaa, BO3MOXKHOCTH BBIMIOJIHEHUSI KOHTPOJBHBIX TECTOB, TEXHOJIOTHIO
BCIIOMOTaTEJIbHON TEpANU

2. Onpenenenue, NPUHIUIBI AMATHOCTHKHU Y €Tel M B3POCTBIX.......o.ouvuininennnen...



bonesns Humanna-IIucka, Tun C— peakoe nporpeccupyrouiee HeMpoaereHepaTuBHOE
3a0oJIeBaHUE C renaToCIICHOMEraluei, OTHOCAIIEeCs K Kaccy JIM30COMHBIX O0se3He
HAaKOILJICHUs1, BBI3BAHHOCHAPYIICHUEM PETYJIALMN BHYTPUKIETOYHON TPAHCIIOPTUPOBKHU
(trafficking) mumuoB. Xapaktepu3syeTcs HeOIAroNpUsATHBIM IIPOTHO30M IIPH OTCYTCTBHUHU CBOE
BPEMEHHO HAYaTOT0 aJIEKBATHOTO CHEIM(PUICCKOTO JIeueHus (CyOocTpaT-peaylupyromas Tepamnus).
bonesnp Humanna-Iluka tunm C (HII-C) - penkoe HacneACTBEHHOE HEHWPOBHUCIEPAIBHOE
3a0osneBanue, Bbi3biBaeMoe MmyTtanusiMu B rene NPC1 (B 95% cinyuaeB) uiu B rene NPC2 (B okoso
5% ciyuaeB), yTO BEJIET K HApYLIEHHUIO BHYTPUKJIETOUHOIO TPAHCIIOPTA JIMIIUJOB U HAKOIUIEHUIO
XOJIECTEPHUHA U TIMKOCHUHTOJIMITUIOB B TOJIOBHOM MO3T€ U APYTUX TKaHAX. 3a00eBaHUE HOCUT
HMAHATHUYECKUI XapakTep, PacHpOCTPaHEHO MoOBceMecTHO. Ero wactora (3a0051€BaeMOCTb)
coctapisieT 1:120 000 >KuUBBIX HOBOPOXXACHHBIX. B NEHCTBUTENBHOCTH PaCIpPOCTPAHEHHOCTb,
OUYEBUJHO, BBIIIE, YTO MOXET OBbITh CBSI3aHO C HAJIMYHUEM HE3apErUCTPUPOBAHHBIX CIy4aes,
HEMPABUILHOM IMOCTAHOBKOW JAMArHo3a, He JOBEACHHOM 10 KOHIA JUAarHOCTUKOM U Jip. Beicokast
yactota Oonesnu HII-C 1-ro Tuma oTrMedeHa cpeid HEKOTOPBIX TE€HETHYECKHX H3O0JISATOB:
dpannysckoit kononun Axaaus (Hosas Illotnannus), rpynn 6enynHoB B M3pauiie, MCaHCKUX
noceneHuii B Komopano u Heto Mekcuko, 94To cBs3aHO ¢ 3PPEKTOM OCHOBATEIIS.
Cpenu xapakTepHblx HeBposiormueckux mnposiieHuit HII-C  nHapymenwe cakaguyecKux
nerxenuit rnas (CI) unu BepTUKalbHbIN HaabaaepHbIi napanuy B3opa (BHIIB), Mo3keukoBbie
NpOsIBIICHUS (aTakcus, AUCTOHUS/AUCMETpHUs, OU3apTpus U Aucdarvs) H renacTudeckas
Karariekcus. Takke y NalUeHTOB 4YacTo HaONIoAalTCs SIUJIENTUYECKUE CYJIOpPOKHbIE
npuctynbl. OOBIYHO Hayajao HEBPOJOTMYECKHUX MPOSBICHUN MPUXOIUTCS Ha JETCKUI BO3pacT,
XO0Ta Bce Ooublliee KOJTMYECTBO CIy4YaeB BBISBISETCS U IUATHOCTUPYETCS B 3pEJIOM BO3pacTe, B
CBSI3U C TIO3IHUM TPOSIBIICHUEM HEBPOJOTHYECKMX H ICUXUATPUYECKUX CHUMIITOMOB.
Pacnipenenenuie manueHTOB MO BO3pacTy MaHM(ECTallMy KIMHUYECKHX MpPOSBICHHUM (Hadaio
3a005IeBaHNMs B MIIAJIEHYECKOM, paHHEM JIETCKOM, CTaplleM JIeTCKOM, IOBEHWIBHOM H
HOJIPOCTKOBOM/B3POCIIOM BO3PACTE) MOXKET OBITh MOJIE3HBIM JJIsl OLIEHKH T€UeHUs 3a00JIeBaHUs U
OTBeTa Ha jedeHue. IlepBoe Mexx1yHapoIHOE pyKOBOACTBO N0 KiMHU4Yeckomy Beaenuto HII-C y
nere m B3pocibix Obulo omyOnukoBaHo B 2009. B centsabpe 2011 Obuin onmyOnMKOBaHbBI
OOHOBJICHHbIE PEKOMEHJAllMM, BbIpA0OTaHHBIE B XOJ€ odepeAHoro copemanusi B [lapuxe
(Dpan1us) TPYIIION MEXKTYHAPOIHBIX YKCIIEPTOB.
OT60p ManueHTOoB sl TUATHOCTUKHU OCYIIIECTBIISIETCS] HA OCHOBAHUU CETIEKTUBHOTO CKPUHUHTA —
BbIJIEJICHHE TPYIIbl MalMeHTOB, UMEIOUIMX crenupuyeckue s JaHHOTO 3a0oJieBaHUS
KJIMHUYECKHE CHMITOMBI  (BHCLIEpAJIbHbIE, HEBPOJIOrHMYECKHUE, MCUXHATPUUYECKHE)  JUIsS

MMPOBCACHUA JaTbHEHIIIETO na60paT0pH0ro TCCTUPOBAHUS.
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Juarno3 3abos1eBaHus yCTaHABIMBAETCS HA OCHOBAHUM COYETAHUS KIMHUUYECKUX MPOSIBICHUHN U
pe3ynbTaTOB  OMOXMMHUYECKOTO  (OMpeNeleHHe  HAKOIUICHHS  HEeICTEpU(PHIIMPOBAHHOTO
xoJiecTepuHa B (¢puoOpobOracTax KOXKH C OKpPAacKOW (PHIMIUHOM) WM TEHETUYECKOTO TECTOB
(BeisiBIeHHE matoreHHbIX MyTanuii B reHax NPC1 umu NPC2). JlaGopaTtopHble McCCIeI0BaHHS

BBITIOJIHAIOTCA B CIICHUAJIU3UPOBAHHBIX pe(i)epeHTHBIX J'Ia60paTOpI/IHX.

CuHOHUMBI: HelipoBUCIepalibHas 00JIe3Hb HAKOIUICHUS C HaAbsAepHON o(TanbMOIIIeruei;
6ose3nr Humanna-Iluka, Tun D; 60ne3up Humanna-ITuka, o6ycioBiieHHas 6J10KoM
screpuuKanmu XoiaecTepuHa; 6one3nr Humanna-ITuka, XxpoHnueckas HelponaTuaeckast
dopma; 601e3up Humanna-Iluka, mogoctpas roHomeckast popma.

Ho3zosmornueckuii kiace no MKB-10 — E 75.2

ITo karasory V.McKusick -(Niemann-PickType C- NPC),
NPC1 (18q11) OMIM 257220; 607623
NPC2 (14g24.3) OMIM 607625

2.1 KniuHnyeckue NpU3HAKU U CHMIITOMBI, XapakTepHble a5 HII-C

HII-C sBnsercst HeWpoBUCLEpalbHBIM 3a00J€BaHUEM; KIMHUUYECKUE IPOSBICHUS, KOTOpbIE

yKa3bIBaloT Ha Bo3MOXkHbIN quarHo3 HII-C, BkiarodaroT B cebs cucTeMHbIE, HEBPOJIOTHYECKHUE U

NCUXUATPUIECKUE CUMITTOMBI.

e B Hactosmee Bpems npuHaAThl cienyroume noarpynnsl HII-C, ocHoBaHHbIe Ha Bo3pacte
Hauana 3a00JIeBaHUsA: Npe/mepuHaTaidbHas (Hadalo B Bo3pacTe <3 MECSIEB), paHHSIA
MJIaieHdeckas (B Bo3pacTe 3 Mecsia 70 2 JIeT), MO3Hss MilajieH4yeckas (B Bo3pacte 2 10 6
JIeT), IOBeHWIbHas (B Bo3pacTe 6-15 5er) u moapocTkoBas/B3pocias (B Bo3pacte crapiie 15
JIeT).

e Ha Pucynke 1 rpaduyecku npeAcTaBICHO pPa3BUTHE KIMHUYECKUX TPOSIBICHUH B
3aBHCHUMOCTH OT Bo3pacta. HeBponornyeckue nposisnenns HIT-C Bo3HUKAIOT HEM3MEHHOHAB
pa3uYHbIe TIEPHOIBI TEUCHHUS 3a00I€BaHNUs, CYIIECTBYET 3HAUUTEIFHOE TIEPECEUCHHE MEKITY
dbopmamu o Bo3pacTy Havasia 3a001eBaHuUA.

e Takxe yacto HabmonaeTcsapasnuyHoe kauHndeckoe Teuenne HII-C y cubcoB, HecMOTps Ha
TOKJECTBEHHOCTh T'€HOTHNA M OHoxuMuyeckoro Qenorumna. [lanmueHTsl, poaMBIIMECS C
TSDKEJIOW TepUHATaNbHOM (OpPMOH, MOTyT MMETh CHOCOB C HAayaloM HEBPOJIOTMYECKHX

HpOS[BJ'IeHI/II\/'I B ICTCKOM HJIM FOBECHUJIBHOM BO3PACTE.
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Puc. 1 Knunnueckue nposinenunst HIIC. Vanier.Orphanet Journal of Rare Diseases 2010, 5:16

2.1.1.HeBposoruyeckue nposiBJICHUS
Havano neBponoruueckux mnpossienudi npu HII-C yacto mnpoTekaer MOCTENEHHO, C

Maj03aMETHBIMH TPU3HAKAMHU, TaKUMU KaK CHUKEHHE MBIIIEYHOTO TOHyca (LEHTpasibHas
TUIMOTOHMS ) UJTU YacThIE MAJCHUS, HEYKIIIOKECThIO B CITyyasX Havaja 3a00JieBaHUs B CTapIIeM
JIETCKOM BO3pacTe.

B cnyuasx nebiora B paHHEM M TO3JAHEM MJIQJIEHYECKOM BO3pPACTe OOBIYHO BO3HHKAET
3aJlep’KKa WIM MPEKpalleHue pa3BUTHSI PEYU € 3aJ€pPKKOM OOIIEero KOrHUTUBHOTO /WM
MOTOPHOI'O Pa3BUTHUS WIH O€3 TAKOBOM.

Haunnast ¢ mo3gHero miaJeHYecKoro Bo3pacTa U CTapllle, 4acTo HaOJroJaeTcs OJWH WIH
00s1€€ MO3KEUKOBBIX CUMNITOMOB. K TUIIMYHBIM MTpU3HAKaM OTHOCSTCS] HApYIIEHUE TTOXOJIKH,
MO3KEUKOBas aTaKCUs, JUCMETPHS, TUaTOXOKHUHE3BI, AU3APTPHUS U TUCharusl.

Mo3xeukoBass arakcusi SBISeTCS OOBIYHBIM IPOSBIEHUEM B ciydasx MaHU(ecTaluu
3a00JeBaHUs BO B3pPOCIOM BO3PACTE.

JIcTOHUSL KOppenupyeT ¢ NaTOJIOTHeH MMoJIocaToro Tejla U 4acTo MaHu(decTupyeT o4aroBoi
JUCTOHHUEN, MOPAKAOLIEH KUCTU PYK M JHULO; MOXKET TAaKXE NPOSBIATHCA HapYyIIECHUEM
noxoaku. OCTpbIi MUOKIIOHYC UJIM MUOKJIIOHHYECKU TPEMOP MOTYT Pa3BUBATHCS B MPOLECCE
MporpeccupoBanus 3a00jIeBaHMsI WJIM HWHOTJA BO3HHUKATh HA PAHHUX 3Tarax, BO3MOXHO
MPOUCXO/S U3 KOPBI; TAKKE MOT'YT UTPATh POJIb MMOJKOPKOBBIE CTPYKTYPBI.

Jlucdarvs MOXKeT MOSBIATHCS HA PaHHUX CTaausAX 3a00JIeBaHMS WM Pa3BUBATHCA MO3XKE U

NpEACTaBIACT CCPLE3HYIO Hp06neMy I KIIMHUYCCKOro BCACHUA 0O0JIBHOTO TIOCKOJIbKY
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CepbE3HO HAapyIIaeT BO3MOXKHOCTh CaMOCTOSITEIbHOTO MUTaHUS  Ha MO3JHUX CTaIusX
3a00/ieBaHuUs, TOBBIMIAS PUCK ACMUPAIMH M, BCIEIACTBHE 3TOTO, CEPHE3HBIX JIETOYHBIX
uHpeknwmii. [lucdarus MokeT HaUMHATHCS C MPOCTOTO MOMEPXUBAHUS WIH KallUIS TP PUEME
MU, OOBIYHO NMPHU YHOTPEOIeHUU KUIKOCTH. CKpBITasi acCupanusi MOXKET ObITh BBISBIICHA C
MIOMOIIBI0 BUAEO(IYOPOCKOINN

OKyJIOMOTOpPHBIE HAPYIIEHUS ABISIOTCA OTIMUYUTENbHBIM pu3HakoM HII-C, nabnroganuce y
81% TalMeHTOB B PETPOCHEEKTHBHOM KPYIMHOMACIITAOHOM HCCIEAOBAaHUH, OOBIYHO
HAYMHAIOTCS B CTapIlIeM MIIQJICHYECKOM BO3PACTE C HAPYIICHUS CAKKATUYECKUX JBUKECHUU
mma3 (CAI). Hapymenus CJIIT moryr OBITH TPOIYIICHBI, €CIM HE OICHUBAIOTCS
CaMOIIPOU3BOJIbHBIE JIBIKEHUS TJa3. JIaHHBIA CUMITOM BBISBISIETCS MPAKTUYECKU Y BCEX
MAlMEHTOB TPU MPaBWIBHOM O0OCIEIOBaHWU, B OOJBIIMHCTBE MyOIHKAIM BEPOSTHO
HEJIOOLICHUBAETCS peajibHasi pacCpOCTPaHEHHOCTh JJaHHOTO cuMiiToMa. Beprukanbasie C/I
MOpakaroTCsl TMEpPBBIMH, 3aTeM HapymaroTcs ropusoHtanbHele CJIT B pesymnbTare
MIpOrpeccupyrolleil HelpoaereHepanuy CTBoJa roJIOBHOTO Mo3ra. M3HayambHO MOpakaroTcs
TOJIBKO CaMOIIPOM3BOJIbHBIE CAKKaJMYECKUE JBHMXKCHHUS, a MEJUICHHbIC IJIaBHBIC ABM)KCHUS
TJIa3 MOTYT OBITh HOpMAIBHBIMU. CO BpEMEHEM 3TH HAPYIICHHSI IIPOTPECCUPYIOT JI0 TIOJTHOTO
HaJIBSIJIEPHOTO TMapajnya B30pa, HAYUHASACH C MPOTPECCUPYIONMIETO YMEHBIICHHUS CKOPOCTH
CaKKaJWYEeCKUX MABWKCHUU (XOTS BpeMs 3a/ep)KKH CaKKaJAMUeCKUX JBUKEHHI OcTaercs
HOpMaJbHBIM), TMPHUBOJAS K TIOJHOMY Mapaiuyy CaKKaJMYeCKUX JBIKEHHUI TIJas3.
BectuOynookymsipHbIii pedieKC YacTo COXpPaHEH B TEUYCHHE JUIMTEIBLHOTO BPEMEHH, UYTO
MOKA3bIBAET, UTO Mapajuy B30pa SIBISETCS ACHCTBUTEIHLHO HAABSIEPHBIM 10 CBOEH TIPUPOJIE.
Karanekcusi sIBAsieTCSt OTHOCUTENBHO CHEIU(PUYHBIM W YaCThIM  HEBPOJOTUYECKUM
npusHakoM HII-C, nHabmrogaembim, B 11e510M, O0Jiee 4eM y TOJIOBUHBI MaliMeHToB. OHa pexe
HaOII0/1aeTCsl Y MAlMeHTOB PaHHEro JETCKOro BO3pacTa, HO YacTO OTMEYaeTcsl B Clydasx
Hayaja 3a0oJieBaHUSl B CTaplleM MIIaJIEHYECKOM M IOHOLIECKOM Bo3pacte. Kararuiekcus
MIPOSIBJISIETCS KAK BHE3AMMHAs MTOTEPSI MBIIIIEYHOTO TOHYCA B HOTaX WJIHM, MHOT/A, B YETIOCTH HIIN
miee W TPOBOIMPYETCS SMOIMUSAMM, HAMPUMEpP CMEXOM (TelacTUYecKas KaTarjIeKCHsl).
JlaHHBIN IPU3HAK JIETKO MPOMYCKAETCS M YaCTO OIMOO0YHO HHTEPIIPETUPYETCS KaK BTOPUYHOE
MaJIeHUs U3-3a aTAKCUM WU KaK aTOHMUYECKHE SMIICNITUYECKHE KPU3UCHI.

OnuIenTUYeCKue MPUCTYIBI peke HAONI0NAI0TCA y MAIMEHTOB C HAyalioM 3a0oJieBaHUS B
paHHEM MJIaJICHUYECKOM HJIM B3POCIIOM BO3PACTe, YEM B CiIydasX ¢ HadajgoM 3a00JIeBaHUS B
MO3JHEM MJIQJICHYECKOM M FOHOIIEeCKoM Bo3pacte. Y mamuentoB ¢ HII-C Moryt otmeuaTbcest
MO0BIe THUIBI CYOPOKHBIX MPUCTYNOB (MapiraibHble/(pOKaNbHbIE, TeHEepaTu3UpOBaHHbIE,
abcaHc, MUOKIIOHHYEKHE, TOHUKOKJIOHUYECKHUE); MMPUCTYIBI MOTYT 3HAYUTEILHO OTINYAThCS

10 HHTCHCUBHOCTH 1 4YaCTOTC.
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o CeHCOHEBpallbHAas TYTOYXOCTh YacTO BCTPEUYAETCS HA NPAKTHKE, HO OMYyOJMKOBAHHBIE
COOOIIEHUs IO JAHHOMY MPOSIBJICHUIO HEMHOTOUHCIICHHBI.

o Ilepudepudeckas HelpomaTus SBISETCS PEIAKUM ociokHeHueM y mamueHToB ¢ HII-C,
KOTOpO€ MOXET HalOIoaaThes mpu MiageHyeckux ¢popmax. OHa HUKOrJa He HaOJ0Ja1ach B
cllydasix Hadaia 3a00JeBaHMs B IOHOIIIECKOM HJIM B3POCIIOM BO3pacTe.

e Bujeo ¢ npuMepamu xapakTepHbIX HeBpojorudyeckux nposisiiennii HI1-C MoxHO HalTH Ha:

caiite WWW.NPC-SI.com/symptoms/neurological (www.npc-si.ru).

2.1.2. KorHUTUBHbIE HAPYILIEHUS

e CHWKeHHE KOTHUTHBHBIX (QDYHKIHMH HaOmromaeTcs moutu y Bcex marueHtoB ¢ HII-C c
HayajoM 3a00JeBaHHMS B MOJPOCTKOBOM/B3POCIOM BO3pacTe B KAaKOW-THOO MOMEHT
BPEMEHH B TPOIECCe Pa3BUTHs 3a00JICBaHMSA, HO MEHEE 4YacTO PaHO PACIIO3HACTCS B
JIETCTBE.

¢ VY ManMeHTOB ¢ HA4aJoM 3a00JIEBaHUS B IMO3THEM MJIQJICHYECKOM U IOHOIIIECKOM BO3PacTe
OTMEYally TUIOXYIO HIKOJIbHYIO YCIIEBAEMOCTh M 3aTPYyIHEHUS IPU 00YUEHHUU.

e Koruurusnsle Hapymenus npu HII-C, B ocHOBHOM, HaUMHAIOTCS C JIOOHO-TIOJJKOPKOBOI'O
nepuUTa W XapaKTEpPU3UPYIOTCS  HAPYIICHUSMH  HUCTHOJHUTENBbHOM  (QyHKUIUH,
YMEHBILIEHUEM CKOPOCTU 00pabOoTKH MH(OPMALIUY U CHHXKEHUEM CIIOBECHOW MaMSITH.

e Ilpu nporpeccupoBanuu HII-C, y mamueHTOB oTMeuaeTcs Ooliee sSBHOE YXYAILICHUE
KOTHUTUBHOM (DYHKLMHU, BEOyllee BO MHOTHUX CIIy4asX K BBIPQXCHHOW JEMEHIUU C

BBIPAXKCHHBIM JACPCTYIATOPHBIM CUHAPOMOM U HAPYIICHUEM ITaAMATH.

2.1.3. IlcuxuaTpuyecKue NPU3HAKHU
e[larmenTtsl ¢ HIT-C ¢ ne6roToM B OAPOCTKOBOM/B3POCIOM BO3PACTE YACTO MPE3ECHTUPYIOT
NICUXUYECKUMU 3a00JIEBaHUSIMHU, TAKXe COOOLIAIOCh O MAIlMeHTaX ¢ HayajloM 3a00JIeBaHus B
FOHOIIECKOM BO3paCTC C MOBEACHUYCCKUMU OTKJIIOHCHUSAMHU B aHAMHE3€C U IPYTUMHA

IMMPOSABJICHUAMU, O6paI_I_IaBI_HI/IXCH ITO37KC 110 MTOBOAY IICUXUATPHUICCKUX 3a00JIeBaHUH.
e VY IanMeHTOB C HAYajJoM 3a00JIcBaHUS B IOHOIIECKOM BO3pacTe 4YacTto Ha6J'IIO)IaIOTC$I

po0OJIeMbl TOBEJICHUS, HApYIIIEHHE 00YUYEeHHsI, pACCTPOMCTBO IKCIIPECCUBHON peur, CHHAPOM
I[e(bI/IHI/ITa BHUMAaHHS C TUTICPAKTUBHOCTBIO.

e [lcuxo3 mo Tumy MHU30(PPEHUU SBISIETCS YACTHIM MPOSIBICHUEM Y TOIPOCTKOB/B3POCIBIX
nanuenToB ¢ HII-C, ormeuaetcs ¢ yactoToit 10 25% ciydaeB. XOTs KIUHUYECKOE MTPOSIBIICHUE
SABJISICTCA qacTo HCOTIINYNMBIM oT HII/ISO(bpeHI/II/I, C TUITNYHBIMHAU CIIYXOBBIMH
TAILTIONUHAIUSAMEY, OpEIOBBIMH UACSIMH M PACCTPONCTBOM MBIIUICHUS U TOBEJCHUS, MOTYT
HAOII0IaThCSI MapKephl OPTaHUYECKOTO TICUX03a, B TOM YHCIIe 3pUTENbHbIC TAITIONWHAIIH,

HapylIeHHe KOTHUTUBHBIX (PYHKIIUN U PE3UCTEHTHOCTD K T€paruH.


http://www.npc-si.com/symptoms/neurological
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KaraTonwus Tak:xe MOXKET HaOII0AaThCs, HanboJiee YacTo y MaleHTOB HayanoM 3a00JIeBaHUs

¢ OGomee PaHHEM BO3pPacCTe. Omna 9yacTo He MOJIJIaeTCs JICUCHUIO U MOXKET CUMTAThCS IMPU3HAKOM

OpTraHU4Y€CKOIro MNMCUXUIYCCKOI o 3a00JICBaHUS.

Coo6manocx> 0 JOPYyrux CEPbE3HBIX IICUXUYCCKUX 3360J’I€BaHI/I5[X, BKJIrO4Yass JOCIIPECCHUIO,

UKIAYECKUN IICUX03 B O6CCCCI/IBHO-KOMHYJIBCI/IBHOC IIOBCACHUC.

B3spocibie B Bo3pacte »30 sieT yaiie oOpamaTes ¢ AeperyIsITOPHBIM CUHIPOMOM, KOTOPBIN

XapaKTEePU3UPYeTCsl HAPYLICHUSIMUA TOPMOKEHHUs, IUIAHUPOBAHUSA U OPraHHU3alUH, a TaKkKe

CHU)KEHHON KPUTHUYECKON CaMOOLIEHKON M KOTHUTUBHON I'MOKOCTBIO, BOSHUKAIOIIUX PaHbILIe

Pa3BUTHA HAPYIICHUA IMAaMATU U HAPYHICHHUAMUA B APYTI'UX o0acTIX NO3HAHUS.

2.1.4 CucreMHbIe CHMITOMBI

Cucremuple cuMnToMbl HII-C B OCHOBHOM BKIIOYAKOT TI'CMATOCIVICHOMETAIHIO U
CBSI3aHHBIE C OTUM CHUMIITOMBI. JlerouHas WHQWIBTpPAIUS C MEHUCTHIMU KIETKaMH, KaK
MIPaBUIIO, HAOTIOAAETCA MCKIIOYUTENBHO Y MAIlMEHTOB C PAHHUM HayalloM 3a00JeBaHUs
WJIM y TAUKUEHTOB ¢ MyTauusMu B rene NPC2.

HIT-C MoxeT mnposBisATbCS 3a00JICBaHUSMH TICYCHH B MIIQJICHUECKOM Iiepuone. Y
MalKUeHTOB crpe/nepuHatanbHoi popmoii HIT-C HabmrogaeTcss oIMH WM HECKOJIBKO U3
CIeNYIOIIMX TPU3HAKOB: MHOTOBOJAME IUIOJA, acClUT, HEOHATaJbHBIM XOJecTas,
reraToCIICHOMET IS M/UJIU IIeYeHOYHAs HEI0CTaTOYHOCTb.

HeonatanpHast  Kenryxa  WIM — TEPCUCTUPYIOIIAs — TEMaTOCIUICHOMETANHUS WM
M30JIMPOBaHHAs CIUIEHOMETANIMS B aHAMHE3€ YaCTO OTMEYAIOTCS Y MAIlMEHTOB C HaYaJIoOM
3a005IeBaHUs B PAaHHEM U CTapIIeM JIETCKOM BO3pacTe.

['enaTocmienomMeranus y mMaliieHTOB ¢ HaYaioM 3a00JeBaHus B O0JIee CTapiieM BO3pacTe
SBJIETCS OOBIYHO OECCUMIITOMHOMN U YaCTO KJIMHUYECKU HE Paclo3HAeTCs, UTO TpeOyeT, B
ciyvyasix nopospenuss HII-C, mpoBeneHust ynbTpa3BYKOBOTO HCCIEIOBAHHUS OpPraHOB
OpromrHo# mojocth. [1o UMeroIUMCs TaHHBIM OHA TIPEANOI0KUTEIBHO OTCYTCTBYET UITH
MUHUManbHas npubnusurensHo y 15% Bcex manumentos ¢ HII-C u moutn y mojgoBUHBI
MalMeHToB C  HavajaoM 3a0oJeBaHUs B  MOJPOCTKOBOM/B3POCIOM  BO3pacTe.
CymecTBytoniyie onyOIuKOBaHHBIE TaHHBIE BEPOSTHO 3aHMKAIOT PACIPOCTPAHEHHOCTH
renaToCIUIEHOMETaJIuM, MIOTOMY YTO YJIbTPa3BYKOBOE HMCCIIEOBAHUE OPTaHOB OPIOITHOM
MOJIOCTH YacTo He mpoBoauTcs. [Ipyu mpoBeneHHH yabTPa3ByKOBOTO HCCIICIOBAHUS B
OJIHOM KOropTe, COOTHOIIEHHUE MAlMEHTOB CO CIUIEHOMETallel (C remaToMeragven uiu
6e3) OpuT0 OM3K0 K 90%, maxe B ciydasx Hadana 3a00JieBaHUS BO B3POCIOM BO3pacTe

(HEeomyOMMKOBaHHBIE HAOIIOICHHS).
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XoTs crieHOMeranus npakTudecku Bceraa HaOmonmaetcs npu HII-C, remaromeranus
peke HaOmonaeTcss y B3pOCHbIX. Y MAIUMEHTOB C HEHpOJereHepaTUBHBIMU MU
IICUXUYECKUMH  HAPYLICHWSAMH, HAJIMYHME H30JUPOBAHHOM CIUICHOMETAIMM IIpH
OTCYTCTBHH 3200JICBaHMS IIEYCHH B 3HAUUTEIHHON Mepe npeanonaraet Hammaue HIT-C.
CucreMHBIe NPOSIBICHUS, IPU UX HAJIWYUM, BCErJa MPEIIIECTBYIOT HEBPOJOTHYECKUM
IIpOSIBJICHUSAM. boisiee TOro, BO3pacT Hayajla CHUCTEMHBIX CHMIITOMOB HE CBSI3aH C
BO3pacTOM Haydaja HEBPOJIOTMYECKUX IPOSBICHUN; HEBPOJIOTHUYECKUE CUMIITOMBI MOTYT
HA4aTbCsd Yepe3 MHOrO JIET WM JaXe NECATUICTHM I10CIIEe IOSIBICHHUS CHUCTEMHBIX
CUMIITOMOB.
ITurmMeHTHBIE HapyIIEHUs CETYAaTKH, KOTOpPbIE MOI'YT HAOJII0JAaTbCs IPU HEKOTOPBIX
JM30COMHBIX OOJe3HsAX HakoruieHus, He BosHukatoT npu HII-C. B wactHOCTH,
MaKYyJISIpHBIM OpeoJ1 UM BUIIIHEBO-KpacHasi Makyina He accouuupyrorces ¢ HII-C, xots onu

MOTYT BO3HHMKaTh npu O6one3nn Humanna-ITuka tun A u b.

2.1.5.KnnuHu4ecKne NMposiBJIeHUs B 3aBUCHMOCTH OT Bo3pacTa MaHudecTamumn

Bospact

®opma

Knnanaeckue IIPOABJICHUS

<3 Mec

IlepunaranpHas

BHYTpUYTpOOHas BOJSHKA IJI0Ja
3aTsDKHAs JKEINTyxa
BHYTPHUIICYCHOYHBIN XOJIECTa3
renaToCIIEHOMETalus

acLUT

MBIILIEYHAs] TUTIOTOHUS

3a/1epKKa ICUXOMOTOPHOTO Pa3BUTHUSA
JIErOYHbIE MHPUIBTPAThI

Ot 3 Mecs1es 10 2
JIeT

Pannsas mnageHdeckas

renaToCIUICHOMET alTus
3anepKKa IICHXOMOTOPHOTO PAa3BUTHUS
MBIlIeYHAasi THIIOTOHUS
Iporpeccupyromnme MO3KE€4YKOBbIE

paccTporicTBa  (aTrakcus, IU3apTPHS,

nucharus)
Ot 2 510 6 €T Tlo3gusas ® TEenaroCIUICHOMET AN
MaCHYCCKas e yTpaTa paHee MPUOOPETEHHBIX

IMICUXOMOTOPHBIX HABBIKOB

MBIIIICYHAas1 TUIIOTOHUA
Iporpeccupyomme MO3KEUKOBBIE
paccTporicTBa  (aTakcus, IU3apTPHS,

nucharus
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AIWICNITUYECKUE TPUCTYIIBI
BEPTUKAJIbHBIN Napanuy B3opa (y aerei

crapiie 3 Jier)

Ot 6 1o 15

IOHnomeckas
(xnaccuueckas)

rernaToCIICHOMET alus
yTpaTa paHee IproOpPETEHHBIX HABBIKOB
IIPOrpeCCUPYIOLITE MO3KE€YKOBBIE
paccTpoiicTBa  (arakcus, JIU3apTpHs,
nucharus

ANWICNTUYECKUE TPUCTYIIBI
JKCTpaIrupaMuIHbIe HapyILIEHUs
(TUIepKUHE3bl, MBIIIEYHbIE TUCTOHUM)
BEPTUKAJIBHBIN ITapaJINY B30pa

KaTarjiCKCus

Crapme 15 ner

B3pocnas

CIUICHOMET JIHsI/ TeNaToCTIICHOMET aTH S
yTpara paHee npuoOPETECHHBIX HABBIKOB
KOTHUTHBHBIE HAPYIIICHUS
MICUXUATPUYCCKUE CHUMITTOMBI
(mcuxo3sl, JIEIIPECCHH,
30 PEHONOJO0HBIC COCTOSHUS)
MIPOTPECCUPYIOIIHE MO3KE€YKOBEIE
paccTporicTBa  (aTrakcus, IU3apTPHs,
nucdarust)

SMUICTITHYECKHUE TIPUCTYIIBI
OKCTpaNTPaMHIHBIC HapyIICHHSI

(TUnepKUHE3bl, MBIILICYHbIE TUCTOHUH)

BEPTUKAJIBHBIN [TapaJINy B30pa

KaTarjiCKCus

2.2. Auamues

e B HeoHaranpHOM nepuoze y nauueHtoB ¢ HII-C MoxeT oTMedarses 3aTsKHAs JKENTyxa,

XO0JIeCTa3 U 511U304bI I'€IIaTOCIIJICHOMET aJINH.

e B cembe Moryt HaOI01aTHCS CIIydau MEPTBOPOKIAECHHUS, THOEH II0/a

e B ACTCTBC OTMEYACTCA HECYKIIHOKCCTh, YAaCTBIC ITaJICHUSA
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o CHmKeHHE HpO(I)CCCI/IOHaJIBHBIX HAaBBIKOB WJIM HU3KAad IIKOJIbHAA YCIICBACMOCTDb

2.3 .CeJIeKTUBHbIH CKPUHUHT

Huarnoctuka nanueHtoB ¢ HII-C MoxeT mnpencTaBidTh CIOXKHYIO 3aJady JJii MHOIHMX
IIPAKTUYECKUX Bpadei, nanueHTsl ¢ nogo3penueM Ha HII-C  nosmkHBI Beerja HampaBiATbes B
peruoHanbHble UM (GenepaabHble LEHTPbl 3[PABOOXPAaHEHMsI, KOTOpPbIE CHELMAIU3UPYIOTCSA Ha
HACJICICTBEHHBIX META00JNYECKUX HAPYILIECHUIX.

Bpauun oOmielt mpakTUKH TOHKHBI OBITh OCBEIOMJICHBI, YTO HA4YajO KIMHUYECKUX MPOSBICHUN
npu HII-C sBnsercs mnocreneHHbIM, 3a00€BaHME 4YacTO HAYMHAETCS C Mallo3aMETHBIX
CUMITOMOB, TAaKUX KaK HEYKIIOKECTb M IUIOXas IIKOJbHAs YCIEBA€MOCTb, a TaKkKe
IICUXUATPUYECKUX OTKJIOHCHHH.

[lepnon Mex Ty HaYaJIbHBIMU HEBPOJIOTMYECKHMH TPOSBICHUSIMUA U OOpaIleHUEeM B SKCIIEPTHBIE

LOCHTPBI OOJIKCH OBITH MUHMMAJILHBIM.

2.3.1 Hnnexc BepositHocTy HIT-C
Nnnexe BepositHoctu HII-C sBisieTcss mojie3HbIM MHCTPYMEHTOM, Pa3paOOTaHHBIM C IIEJIbIO

yIy4IIeHus1 quarHocTuku O0onesnn Humanna-Iluka tun C (WWWwW.NPC-SI.ru) mexxayHapoaHoi

TPYIIION 3KCIEPTOB, MOKET IPUMEHATHCA B IIMPOKON KIMHUYECKOM MPAKTUKE JUIS MIPOBEACHUS
CEJIEKTUBHOT'O CKPUHUHTIA.

Jannpiii Maaekc BkioyaeT B ce0s OalIbHYIO OLIEHKY BHUCLEPAJIbHBIX, HEBPOJIOTMYECKUX U
NICUXUATPUIECKUX IPU3HAKOB U CHMIITOMOB, KOTOpBIE ABISIOTCs crienubuanbivu st HIT-C, st
pacuera Oamta nporHoctuueckoro pucka it HII-C npuHMMaroTcs Takke BO BHHUMAaHHE
CeMeWHBI aHaMHEe3 U COBOKYITHOCTh CUMIITOMOB M3 pa3HbIX kareropuil (PucyHok 2).
YyBCTBUTENBHOCTh U CHEHU(PUUHOCTh JAHHOTO WHCTpyMEHTa Ais mporHo3a Hamuuus HII-C
OLICHUBAJIUCh B PETPOCIIEKTUBHOM HCCIEAOBAHUU: ITPOAHAIN3UPOBAHBI 71 IMOATBEPKICHHBIN
cnyuait HITI-C, 65 uctopuii nanuenroB ¢ nogo3penueM Ha HII-C, HO HeratuBHBIM (UIMIIHUH
TtecToM U 80 KOHTpOJBbHBIX ciyyaeB (He momo3peBanack HIIC, Ho mpucyrcTBoBan XoTs Obl 1
cneunduunsiit g HIT-C cumntom) B EBpone u ABcTpanuu.

Haunnbrit Uaaexc BeposiTHOCTH Masio HHGOPMATHBEH y eTel 10 4 JieT.

WnuTepnperanus pe3yibTaToB:

bamn Pexomennamuu

>70 HeoOxoauMo HampaBuTh ManueHTa B MeIMKo-TeHeTUIECKHUI IIEHTP
JUTSI HEMEJJICHHOTO TECTHPOBAHHUS

40 - 69 HeoOxomumo  nanbHeliiee — HaOmoneHuss  (PEKOMEHIOBAHO

IPOKOHCYJIBTHPOBAThCA €O CHEIHMAINCTOM  METa0OJIMYEecKOTo
HEHTpa JUIs UCKIIOUEHUs APYTUuX 00JIe3He HaKOIIICHHS)
<40 Huskas BepositHocts HIT-C.
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BANAB « g0 HHIRAn BEpanisacs HITC CXeMa
BANAB 40-85 neotxogums gammeiuce oicregonanss, conmutecs ¢ H-Cumsmpom gan oficysgenan
BANAK 270 Heodaoaao enpanaTh mgeenta 0 HI-C GEHTp 4 HeMegaenHone TecTHponassn Ma HI-C
AR FA i el Sepichan indea i skd Shgroals ot WP disasen, s st ool w11k Ao, TSI g2,

3. Jugpgpepenyuanvhnuiii ouaznos

e OObmunbie cuctemuble cumnTombl HII-C (HeoHaranbHast JKenTyxa, HM30JUPOBaHHAs
CIUICHOMETAJIUsSI WM TeraTOMETalvs) U HEBPOJOTUUECKHE MPU3HAKU (HApUMep, yTpaTta
WJTU 33/IEPKKA Pa3BUTHUSA JIBUTATEIbHBIX HABBIKOB, MO3)KEUKOBBIE CUMIITOMBI) BOBHUKAIOT
MIPH HEKOTOPBIX JAPYTUX BPOKIEHHBIX HAPYIICHUSX OOMEHA BEIECTB, BKIIOUYAsi CHHAPOM
Cannxodda, 601e3us ['ome Tuna 3 u 6one3np Humanna-ITuka tTun A u b.

e [lpu 6one3nn BuiibcoHa U HEKOTOPBIX IPYrHX OOJIE3HIX HAKOIICHHUS METAIIOB, IUPPO3
MEYEHU MOXET aCCOLMUPOBATHCA C MO3JHO BO3HUKAIOIIEH HEHpoJereHepanueit, Ho y
TaKuX IMAIMEHTOB HE HAOIIOAETCsl CIUICHOMETAINU, HECMOTPSl HAa HAIMYKE TTOPTaTbHOMN
TUTIEPTEH3UU.

e YV HOBOPOXIEHHBIX U JIETEH TPYAHOTO BO3pacTa ¢ BHUcHepadbHbiMu cumntomamu HIT-C
JOJDKHA — TPOBOAMTHCA — AuddepeHuunanbHas — AUarHocTHUKa € MOUOMATUYECKUM
HEOHATaJbHBIM  TEMaTUTOM ©  JIpPYTMMH  3a00JICBaHUSAMH,  TPOSBISIONUMUCS
XOJIECTATUYECKOM JKEITYXOM.

e Pannee nawano HII-C mMoxeT OBITh CXOIHBIM MO PSAY MPHU3HAKOB C 3a00JIEBaHUSMU,

BbI3BAHHBIMHA I[C(l)I/II_II/ITOM C(I)I/IHFOMI/IGJ'II/IHEBBI, oco0eHHo ¢ 0oire3upi0 HuMmanna-ITuka Tvn
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B B cBsf3M Cc paHHEW cruleHOMeraimel/remarociieHoMeranueid. AHanu3 (QpepMeHTOoB
TIEHKOIMTOB MO3BOJIIET UCKITIOYHUTH NEDUITUT CPUHTOMHUETHHASHI.

e B noxapoctkoBoM unu roHomeckoMm Bospacte nanueHTsl ¢ HIT-C yacto mpeseHTHpyroT
CUMIITOMaMHU TICHX03a, LHUPKYJISAPHBIMU PACCTPOMCTBAMH, ACTPECCUCH, ATUIMUYHBIMU
mU30pPEHONOJO0OHBIME  PAacCTPOCTBAMH  W/WIM  IPYTMMH  IICUXUATPUUYECKUMU
CUMITOMaMH BKJIIOYasi CUHAPOM JAe]uiuTa BHUMaHUsS, MPOSBICHUSMH, MOXOKUMHU Ha
CUHIpOM Acrieprepa v JeperysiTOPHbIN CHHAPOM.

e CHWXKeHUE KOTHUTUBHBIX CIOCOOHOCTEH, arakcus, JBUTATelIbHbIE HApPYIICHUS U
BEPTUKAIbHBIA HAABSICPHBIM TNapaind B30pa MOTYT HAONIOJAThCA y NAIMEHTOB C
HAaYMHAIOIIUMKCS  BO B3POCJIOM BO3pacTe HEUPOJCTeHEPATUBHBIMU HAPYIIECHUSMH,
TaKuMU Kak Oosie3Hb ['eHTrHIrTOHA, cuHApOoM ['epctmanna-IlITpeyccnepa-Illeiinkepa nmu
MIPOrPECCUPYIOLTNI HaabsACpHBIA Hapaind B3opa. OmHako mepBble JBa 3a00JeBaHUS
HMEIOT  ayTOCOMHO-IOMHUHAHTHBI TyTh HACIEIOBaHUsA, a MPOrPECCUPYIOIIUN
HaJIbSEPHBIA TTapaJiiy B30pa OOBIYHO HAYMHAETCSA HA TSITOM -CEIbMOM JECSATKE KU3HMU.

Hu oxgHo U3 aTHX Hap}IH_ICHI/Iﬁ HC aCCONMUHNPOBAHO C YBCIIMUCHUCM OPIraHOB.

4. Jlabopamopnasa ouaznocmuka
4.1. Buzyanuzayus

B HCKOTOPLIX ClIydasaX JaHHBIC 110 BU3yaAJIU3allMK I'OJIOBHOI'O MO3ra MOT'YT IIOMOYb B OIIPCACIICHUU

HAJIMYMS WK IPOTPECCUPOBaHUs HeBpoJormueckoro 3adonesanus npu HII-C, a Takke oTBera Ha

JICUCHHUC.

MaruurtopesonancHass tomorpadust (MPT) y mamuentoB ¢ HII-C ¢ nmo3gHum Havamom
HEBPOJIOTHYECKOTO 3a00JI€BaHUsI YacTO BBIABISAET ILepeOpaibHYI0 W/MIM MO3’KE€UYKOBYIO
aTpouio, W TOBBIIIEHHYIO IUIOTHOCTh O€Noro BeIlecTBa Yy MAIMEHTOB C HayaJloM
3a00JIeBaHNs B pAaHHEM JIETCKOM BO3pacTe.

K npyrum o6s1acTsiM roJoBHOT0 M0O3ra, KOTOpbIE PEUMYIIIECTBEHHO OPaXKatOTCsl, OTHOCUTCS
TUIIOKaMII, TaJaMyc U rosiocatoe Teno. Kpome Toro, Mo30JucToe Te€I0 YacTO UCTOHYEHO, U
NAlMEHTOM MOXET HaOJIIAaTbCsl HEKOTOPOE YMEHBIIEHHE OO0JIaCTH CpPEelIHEro Mo3ra Ha
CpeIHEM CaruTTaJIbHOM M300paKeHUH.

CrheKkTpocKonuYecKas BH3yallu3alMs MNPOTOHHOIO MarHuTHOro pe3onanca (H-MRSI)
IPUMEHSIETCA B HAcTOSIIEE BpeMs s JUAarHOCTMKM M MOHMTOPHMHIA HEKOTOPBIX APYTUX
BPOXKJIEHHBIX HapylIIeHUH OOMEHa BELIECTB M MOXET ObITh MOJE3HOW JUIsi MOHUTOPHHIA
MporpeccUpoBanHms 3a0oJeBanus U oTBeTa Ha jedyeHue npu HII-C Ha ocHOBE COOTHOIIEHUM

N-amerun acnaptat (NAA)/KpeaTHH ¥ XOJIHH/KPEaTHH.

4.2. Vaiempassykosoe ucciedosanue 6HympeHHUxX OpeaHos
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JomkHOo mnpoBOaUThCS BceM mnanveHtaM ¢ noao3peHuem Ha HII-C  gns  BeIsiBIeHUS

CIUIEHO/TENATOCILIEHOMET AJIUHA

4.3. Xumompuo3uoaza

[Tna3maTryeckass XUTOTPUO3WIa3a IMOJIE3HA B KAUeCTBE CKPUHUHTOBOTO MapKep MpH
oone3nn [ome (GD) m moxer ObiTh Tarke mosiesHor mpu HII-C, HO oHa uMmeer
OTHOCUTEIIFHO  HHU3KYK)  YYBCTBHTEIBHOCTH M CHEHU(UIHOCTh. AKTUBHOCTH
XUTOTPHO3HIA3bI, KAK MPABUIIO, 3HAYUTEIHHO TIOBBIIICHA Y OY€Hb MAJICHBKHX TAIIHCHTOB,
110 CPaBHEHHIO C JIETbMU 00JIee CTapIero Bo3pacra M MoApOCTKAME/B3POCIIBIMH.

[ToBpIllIeHHAsT ~ aKTHBHOCTh  XHTOTPHUO3WJA3bl Yy peO0CHKAa C  HM30JUPOBAHHOM
reraToCIUICHOMETAIMEH M KaKMM-THOO HEBPOJIIOTHYECKUM CHMITOMOM, OIHCAHHBIM B
Paznene 2, momkHa cuuTaThCSl MHIMKATOPOM MOBBIIIEHHOH BepositHocTy HII-C.

CnenyeT NMOMHHUTH 4YTO OKOJO 6% o0OIIeH MOMYNSIUN SBJSIOTCS XUTOTPHO3UIA30-

HCTaTHUBHBIMU.

4.4 I[Ipooyxkmwi OKUCIEHUSL XOJleCmepUuHd

JlaHHbIE MO MOBBIIIEHUIO YPOBHS MPOJAYKTOB OKUCJIEHHUS XOJIECTEPUHA Y KUBOTHBIX U
moneit ¢ myramusmu NPC1 HemaBHO cOOOIIANUCh, MOKA3bIBasi, YTO OHU SBISIOTCS
YyBCTBUTEIBHBIMU U crielupuueckumMu mapkepamu st ckpuauara HIT-C.

[lepBoHavabHBIE MEPEKPECTHBIE JaHHBIE MOKA3bIBAIOT, YTO YPOBHHM ONPEIEICHHBIX
MPOJIYKTOB OKHUCJICHHUSI XOJECTEPHUHA KOPPEIHUPYIOT C TSHKECThIO 3a00JI€BaHUsA, KaK U C
BO3pacToM Hauana HeBpojorudeckoro 3aboneBanus mpu HII-C, HO TpebyroTcs
JAIbHEUINE JaHHbIe, MOJYyYeHHbIE B pe3yjbTaTe JOJTOBPEMEHHOTO HAOMIOACHUS IS

OMMpCACIICHUA KJIMHAYECKOM MOJB3BI ATHX NMOTCHIUAJIbHBIX HOBBIX MAapKEPOB.

4.5. Hecneyuguuecxue 1abopamopHvle aHanu3vl

PesynabTarel  pyTMHHBIX ~ 7a0OpaTOPHBIX  aHAJIM30B,  BKJIIOYAass  CTaHJIAPTHBIN
«MeTaboIMYEeCKU CKPUHUHI», OMOXMMHIO KpPOBH U aHajIM3 HEKOHBIOTHPOBAHOIO
OunmupyOuHa SBISIOTCA, KaK MPaBUJIO, HOpMalbHBIMU y manueHToB ¢ HII-C, HO MoryT
ObITh BCE € HMH(POPMATUBHBIMU JJISl HMCKJIIOUEHHUS JAPYTUX BO3MOXKHBIX JHArHO30B.
Hebonbimas tpombouuTonenus u nopeimieHue tpancamunas (ACT u AJIT) nabirogaroTrest

qacTo.
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AKTUBHOCTH cpuHroMuenuHaszsl B neiikorurax npu HII-C, cornmacHo omyOIuKOBaHHBIM
JAHHBIM, ObUIa HOPMAJIbHOW WJIM Cllerka MOBBILIEHHOM, B OTJIMYME OT OYE€Hb HHU3KOIO
YPOBHS aKTUBHOCTH, ompezenseMoro npu aedumurax HII-A u HIT-B.

VY nmanmentoB ¢ HIT-C nabnroganoce ymenbmenue xonectepunra JITTHIT u JITIBII B mtazme
KPOBH Y TIOBBIIICHHE IJIA3MATHYECKUX TPUTIIUILICPUIIOB.

4.6. l'ucmonocus

Oxpacka (QUIMIMHOM Ma3KOB KPAacHOTO KOCTHOTO MO3Ta MOXET OBITh OBICTPHIM
ckpuHUHroBbIM TecT 11t HIT-C, HO He crenyeT cuuTaTh ero OKOHYaTeIbHON OLIEHKOM.

CBeToBasi MUKPOCKOIIHSI MOXKET ONPEEIUTh XapaKTEPHbIE IEHUCTHIE KIIETKHU B PA3JIMYHBIX
TKaHSAX, HO JaHHBbIC He sABIAIOTCA crneruduueckumu st HII-C; 10XHO HeratuBHBIC

pe3ynbTaThl MOT'YT BOBHUKATh BCIIEJACTBUE OMIMOOYHONM BHIOOPKHU.

4.7. Buoxumuyeckuti ananus

Jloka3zarenbCcTBO HApPYHNICHHOTO BHYTPUKIETOYHOTO TPAHCIIOPTA XOJECTEpUHA ITyTeM
OKpacKku (IIMIHHOM B KylbType GuOpo0IacTOB U3 OUOIICHU KOXKH TAlMeHTa OCTACTCS
KJIFOYEBBIM JuarHoctudeckum tectoM ains HII-C

B 80-85% cmyuaeB, mpu BcciieJ0BaHUH € TOMOIIBIO (hiryopecteHTHONH Mukpockonuu HIT-
C-nOJOXKUTENbHBIX KIJIETOK, KakK IPaBWJIO, BBIABISIOTCA CHUJIBHO (hiyopecuupyroume,
HAIOJTHEHHBIE XOJIECTEPUHOM, OKOJIOSIEPHBIC ITy3BIPHKH - KJIACCHYECKUH TPH3HAK
HAKOIJICHUS XOJIECTEpUHA. B  OONBIIMHCTBE JpPYyruxX CIy4aeB C «BapHAHTHBIM
OMOXMMHYECKHM (EHOTHUIIOM» HAOIOIACTCS MEHEE BBIpAXKECHHOE, Ooyiee BapuadellbHOE

HAKOINJICHUC XOJICCTCPHUHA.

4.8. I'enemuyeckoe mecmuposarue

1)
2)
3)
4)

HII-C BBI3BIBaETCS ayTOCOMHO-PELIECCUBHON MyTaluei B oqHOM u3 1Byx reHos - NPC1
(moxammsyercst Ha xpomocome 18, q11-q12) nnu NPC2 (nokanusyercs Haxpomocome 14;
q24.3).

bonee uem y 95% mnanmentos ¢ HII-C nabmtogarorcs natonorudeckue mytaruun NPC1, a
0K0JI0 4% TaIMEeHTOB, SKCIIPECCUPYIOT BhI3bIBaronue 3aboneBanne myranuu B NPC2; y
OCTaJbHBIX MAIIMEHTOB HAOII0aeTCs HaIHUKe TIOKa HE OMPE/IEIEHHBIX TeHHBIX MYTaIIUH.
['eHeTHUeCKOE TECTHPOBAHUE JIOJHKHO TPOBOIHMTHCS y BCEX ITAIIMEHTOB C BIIEPBBIC
YCTaHOBJICHHBIM JIUATHO30M JIJISL:

BO3MOXXHOCTH 0€30MacHON MpeHaTaJIbHON THarHOCTUKU

YCKOPEHHOTO OTIpe/IeTICHHST BO3MOXHBIX MOPAKEHHBIX CHOCOB

BO3MOYKHOTO OTIPE/IEIICHUS] HOCUTEIhCTBA B KPOBHBIX POJICTBEHHUKOB

BbIsIBIIEHHE TaieHTOB ¢ NPC2, KoTopbie MOTYT OBITh KaHIUIATAMHU JJIs1 TPAHCTUIAHTAI[UH

TEMOITIO3THYCCKHUX CTBOJIOBBIX KJICTOK.
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Baxxno ompenenuth MocienoBaTeIbHOCTh BCEX 3K30HOB M coderanuit reHoB NPCI u
NPC2, mnockoapKy MOXET HaOmogaTbCs Ooyiee JBYX T'€HETHYECKUX BapUaIIN;,
nocnenoBarenbHocTh reHa NPC2 y nereil ¢ 3a001€eBaHnEM MIEUEHH JTOJIKHA OIIPEIEISIThCS
B [IEPBYIO OUEPENb.
[Tpr BO3MOXKHOCTH, JOJDKHO MPOBOAMTHCS HMCCIEAOBAHUE POIAMTEICH JJISI TOTO, YTOOBI
YI0CTOBEPUTHCA B PACIICIUICHUM aJuieNied M MOJATBEP)KICHUH HATUYUS TOMO3UTOTHOIO
cTaryca.
Onpenenenne mytarnuii (ocodenno mnst NPCLl) Moker ObITH 3aTpyAHHTEIBHBIM IS
HEKOTOPBIX YUPEKICHUN U MOKET TpeOOBaTh KOMOMHUPOBaHHBIX uccienoBanuii r/IHK u
k/IHK, a Takke omnpeneneHus MoCIeAOBATEILHOCTH MPOMOYTEPOB M TIIIyOOKHX
WHTPOHHBIX 00nacTeil. MyIbTUIIICKCHAS aMIUTH(PUKAIUS TPOO € MOMOIIBIO TUTHPOBAHUS.
(MLPA) moxeT ObITh M0JIE3HON U1 ONPEEIICHUS IK30HHBIX JIETICIH.
HeyOenuTenbHble nanuble U3 onpenencaus mocienoparensbaoctu JJHK, a Takke okpacku
GuIMNUHOM, HE UCKITIOYAIOT BO3MOXKHOCTH tuarno3a HII-C unu npyroro opraHu4eckoro
3a00IeBaHus, U MAIUEHTHI C KITMHUYECKUMHU MPOSIBICHUSIMH, KOTOPHIE BBICOKO BEPOSTHBI
no HIT-C, nomkHbI mpoXoaAuTh JanbHeliee oocie0BaHue.
[TarueHTH ¢ BapHAHTHBIM OMOXUMUYECKUM (PEHOTUTIOM (OOBIYHO C OJHOW HEM3BECTHOM
MyTalMeld ¥ OJHON M3BECTHOM ayuienbio MyranTHoro rena HIT-C) moimkHbl Beerna OBITH
oOcienoBanbl coBMecTHO ¢ dkcneprom o HII-C. Bo muorux crpanax NPC1 p.P1007A
WIM pa3IidyHble MyTallUd C HM3MEHEHHEM CMbIcIa KoJoHa 992 sBistoTcss Haubolee

YaCTbIMU MyTallUsIMHU, ACCOUUUPOBAHHBIMU C «BAPHUAHTOM> HII-C.

4.9. Jlpyeue mecmol 8 noMowb OUACHOCMUKE
4.9.1. Buoncusa kocmnoz2o mosza

[Ipu BO3MOXKHOCTH MPOBEACHUS JAHHOTO aHAW3a, acMHUpaIUsi KOCTHOTO MO3Ta MOXET
BBISIBUTh TICHHCTHIE KIETKH, IOTOJHHUTENHHO yKasbiBatonue Ha nuarHo3 HIT-C s
JAIGHEUINIETO  TOATBEPXKACHHUS IYyTEeM OKpaIllMBaHWs (QWIMIIUHOM B  KYJIbType
¢bubpoOracToB KOXH M (MPEAMOYTUTEITHHO) MOJEKYISIPHO-TEHETUYECKUM aHAJIU30M
[34,121,130].

CrnenyeT MOMHHTB, YTO WHOUIHTPAIUS KOCTHOTO MO3Ta IMEHUCTBIMU KJIICTKAMH SBIISETCS
Mepor TshKECTH 3a00JeBaHUS U MOXKET OBITh MUHUMAIBHOW y TMAIIMEHTOB HAa PAHHUX
JTamnax 3a0oJeBaHUsI.

MHOKeCTBEHHBIE IJIAIIKH KOCTHOTO MO3Ta TpeOYIOTCS AJIs UCKIIOUEHHS OTHOKU 0TOOpa

HpO6BI; B IICPBYIO OUCPCAb CICAYCT MPOBOANUTH MCHECC NHBA3MBHBIC ITPOLCAYPHI.
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4.10. llpenamanvuas ouaznocmuka u viseienue Hocumereu

e TouHoe OOHapy>KEHHE TE€TEPO3UTOTHBIX HOCUTEIEH Cpeld KPOBHBIX POJCTBEHHUKOB
MaIUeHTa BO3MOXKHO C TIOMOIIBbIO MOJIEKYJIIPHO-T€HETHUECKOT0 TECTUPOBAHUS, B CIydae
€CJIU:

1) myTanuu ObUTH UACHTHPUIIMPOBAHBI y TPOOAHA;
2) poauTeNbCKUE ajuiea ObLTN ONpEAeICHBI.

e JlomkHa ObITH MPOBEECHA KOHCYJIbTALIUS 110 PE3yJIbTaTaM MOJOKHUTEIbHBIX T€HETUYECKUX
tectoB Ha HII-C nyst obecrieuenust ”HGOPMUPOBAHHOCTH 10 HACIIETOBAHHUIO 3a00I€BaHUS
JUISL TUTAHUPOBAHUS CEMbH.

e [lpenaranpHas AMArHOCTUKA JOJDKHA OBITH MPEUIOKEHA MapaM ¢ OOJIbHBIM PEOEHKOM,
HaWJIy4dIIuM CIOCOOOM sIBiIsieTCss Ouoricuss BOpcHMH XxopuoHa Ha 10-12 Hemensx ¢
MOCIICAYIONUM aHATM30M MyTanuid. [ 3Toro HeoOXoaumMo, 4TOOBI 00€ MyTaHTHBIC
aienn ObUTM HMICHTU(PUIMPOBAHBI B CeMbe MpoOaHAa W OBUIM TOATBEPKICHBI

HCCIICIOBAHUEM pOI[HTCJ'IGfI.
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* MHO2O0YUCIEeHHble NOMUMOPPUIMBI- NPOGEPUMb pacljenieHue auienel 6 UCCIe008aHUuU
pooumerneti; bbicmpo npunumaemcs: peuwieHue no NPC2 y oemeti <8-10 mecsyes

** [Ipogpune maxoice nabaooaemulil y CyObeKmog-2emeposucom.

Pucynok 4. Anroput™m ans nadoparoproit nuarnoctuku HII-C. * Hoseiit TMC Tect B x01e

KIMHUYECKOI'0 HCCICOOBAaHUA, b JABa IIOCJICAOBATCIIbHBIX TECTa C (l)I/I.]'H/IHI/IHOM (He

C

KOITMPOBAHNUE); oonesnp "I-xkietox" (Muxommmumo3z II m —III Tmma) maer J0kHO

TIONOKUTENBHBI  pe3ynpTaT (HO OdYeHb pasHble KIMHWYECKHE NpPOSBICHHS); °

° He YeTKO

cuHroMuennHa3a-1eQUIUT MOXKET JaBaTh MOXO0XKYI KapTUHY C (UIMIIHHOM;
MMaTOrCHHBIM; f kJIHK oObraHO HE0OX01uMa J71s1 UCCIIEOBAHUS BIMSHUS CIUIAHCHHT MYTallUM.
AOG6peBuaTyphl: OM - asiekTpoHHast MUKpockonust,; MLPA- MynbpTuIuiekcHas aMumapuKaIms
mpo0 ¢ TMOMOIIBIO JIUTHPOBAHUS (JaHHAS TEXHHKA OICHMBACT M3MEHEHHUS 4YHCia KOMUHU, U
MO3BOJISIET BBIABIATH Oonbinue aeneruu B TeHe NPC1.OHa Takke moJie3Ha JJis BBISIBJICHHUS
HEHACTOSAIIET0 TOMO3UTOTHOTO COCTOSIHUS C AeNielueil Ha Apyroii armenn). [Ipumeyanue: 3Hak

«T» WM 3HAK «-» HA JTaHHOM PUCYHKEC O3HAYACT «IMOJOXKUTEIBHBIN» WU ((0TpHI.IaTeJ'IBHLIfI»,

COOTBETCTBEHHO, 110 OTHOIICHHUIO K OKPACKe (PHITUITHHOM.

5. Jleuenue

[Iporpeccupyrommue HeBposioruueckue rposisiaeHus npu HI1-C 3HaunTenpHO BIUSIOT HA KAY€CTBO

JKU3HU U CaMUX MAallMEHTOB, U JIIOJCH, OCYIIECTBIAIOMUX yXO0 32 OOJBHBIMH (UM HX CeMeil).

HpaBI/IHLHaﬂ, PpaHHAAg JTHAarHOCTHUKA HII-C n COOTBCTCTBYIOLICC IPUMEHCHUC CUMIITOMATUYCCKHUX,

CHGIII/I(l)I/IT-IHI)IX JUIA 3a00J1eBaHUs MCTOHOB JICUCHUA MOXKET CCPbE3HO YIYUIIUTh KAaUYCCTBO JKU3HU

BCEX, KOI'0 KOCHYJIach 3Ta podiiema.

HpI/I OTCYTCTBHUU DPAAUKAIBHOI'O JICHCHHA KauCCTBO KHU3HU ABJISICTCA OHpaB,[[aHHOﬁ OCIJIBIO

TCparnu 1pu JICUCHUN HH'C, 1 MOXCT JOCTUI'aThCs C ITIOMOIIIBIO

®  CHMIITOMAaTHYE€CKOMH TCpaIrnun

® IIaTOrCHETHYCCKOU TCparliu MUTITYCTAaTOM

5.1. Cumnmomamuueckoe ieuenue

5.1.1. Heeponozuueckue nposaenienus
5.1.1.1. Cyoopoeu

[Tocne monHOM KIMHUYECKOM OLEHKU CEMUOTHKH CYIOPOT M, JOIOJHUTEIBHO, C TOMOIIBIO
nanHabix O0I, crnemyer BBIOpaTh Hambosee MOAXOANINN JIEKAPCTBEHHBIM TIpernapar B
COOTBETCTBUU C YCTAHOBJICHHBIM THUIIOM CYAOPOT.

Jl03y JeKapCTBEHHOTO Mpenapara ciaeayeT MOBBIIMIATh 10 TeX Mop, TTOKa He OyIeT JOCTUTHYTO
MpeKparieHue CyJI0pOKHOW aKTUBHOCTH WJIHM TIPOSIBATCS HEXeNaTeabHble Y()PEKThI, caeayeT
IepecMaTpuBaTh JICYEHHE [MPOTUBOIWICNTUYECKUMU NpenapaTaMd y M[alUeHTOB C

OTCYTCTBHUEM CYAOPOI' B TCUCHUC MTPOAOJDKUTCIIBHOT'O IICPUO/Ia.
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e FEcmm nBa mpemapara wiu Ooliee, MPUMEHSEMbIE B COOTBETCTBYIOIIUX [103aX B TEUCHUE
JOCTaTOYHOTO TIE€pUOJIa BPEMEHU SBIAIOTCA HEdI(D(EKTUBHBIMU Il MPEJOTBPAIICHUS
(KOHTPOJIS)CYyJOPOKHBIX TIPHUITAIKOB, BEPOSTHOCTD JOCTHUKCHHSI KOHTPOJIST HEOOIIbIIasl.

e JlanueHTHl, y KOTOPBIX PA3BUBACTCS TsKENAs DIWICNCUA, KaK IPAaBUIO, MMEIOT XYIIINX
IPOTHO3 M MEHBIIYI0 MPOAOCJDKUTEIBHOCTh XM3HHM, IO CPAaBHEHHMIO C MalMeHTaMu Oe3
CYZIOPOKHBIX IPUCTYIIOB.

5.1.1.2. Jucgpacus
e C(Crenyer THIATETHFHO HAOMIOAATH 3a (YHKIMEH TJIOTAHUS, B YaCTHOCTH, y MAIMCHTOB,
KOTOpPBIE OTHOCATCS K TPYIIIIE PUCKA MO acmupanuu. B ciydae BTOpUYHOTO 3a00JIeBaHHS
JIETKUX B pe3y/IbTaTe aclUpalliy MMOKa3aHO Ha3HAUCHUE aHTHOAKTEPUATBHOM TEpaIu.
e Bomnpoc 06 opranu3zanuu NuTaHus U W/WIH JICYSHUH Tucharuu J0JKEH ObITh pelleH Kak
MO>KHO PaHbIIle, MPEANPUHIMAIOTCS CICIYIOIINE MEephl: 00Jee MATKas WM TycTas MMHIIa
U TacTPOCTOMHS (IJI1 TOTO, YTOOBI 00ECTIEYHUTh JOCTATOYHOE MOCTYIUICHUE YKUIKOCTH H

KaJIOPHA).
5.1.1.3. Cnioomeuenue

CnroHOTEueHUE MOXKET OBITh HENIPUSITHBIM MPOsiBIIeHUEM 3a0oiieBanus y nauuentos ¢ HII-C;
JUIsL YMEHBIIEHHsI 00beMa CEeKpeTa MOYKHO MPUMEHSATh aTPOIMH MEPOpalibHO, HUHBEKIHUU
OOTYJIOTOKCHHA B OKOJIOYIIHYIO WJIU IOAYENIIOCTHYIO KeJe3y, T'MOCLIMHOBBIE ILIACTBIPU HIIU

TJIMKOTIUPPOHUS OPOMUT.

5.1.1.4. Hapywenus cna
e Kpome Karariekcuu, MOXET BO3HUKAaTh HAPKOJICTICHS, WHBEPCUS CHA W/WJIM CHUHAPOM
OOCTPYKTHBHOTO aIllHO® BO CHE, KOTOpPbIE MOXKHO JICYUTh C IOMOIIBI0 MEJaTOHWA WM

MOJIOKUTEIBHOTO JABJICHUS B AbIXATEIbHBIX MYTSX.
5.1.2. Koznumuenuvie napyuienusn

e [Ilocne TmIaTEeNbHON OIEHKH TO COOTBETCTBYIOIIUM HEUPOPHUIUOIOTHUECKUM MIKaIaM
NalMeHTaM C KOTHUTHUBHBIMHM HAPYIIEHUSMHU JOJDKHBI OBITH OO€CIeYeHbl HajJiexaline
CpEeJICTBA MOJACPKKH.

e OTtcyTcTBYyeT JOCTOBEpPHOE MOATBEPKIECHUE TOrO, YTO YCUJIMBAIOIIME KOTHUTHUBHYIO
JEATeTLHOCTh JICKAPCTBEHHBIE TIpermapaTtbl MOTYT TPHOCTAHOBHUTH TMPOTPECCUPOBAHUE

KOTHUTUBHBIX HAPYIIECHHIA.
5.1.3. IIcuxuampuueckue cumnmomul

e [lIcuxo3 gacrto noaaacTCsa JICUCHUIO aHTUIICUXOTHYCCKUMU JICKAPCTBEHHBIMU IIpEIiapaTaMu,

XOTA Y HCKOTOPBIX MALIUCHTOB C HII-C Ha6J'IIOIlaeTCH OTCYTCTBUEC OTBCTA HA JICUCHUC UJIU OAXKE
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napajoKcalbHOE yXyJuleHue. PekoMeHyercss NpuMEeHEeHHe aTUIMYHBIX HEHpPOJENTUKOB U
PETyJISPHBIA HEBPOJIOTUYECKH MOHMTOPUHI C IIE€JbI0 MHHHMHU3AIUH IMPOrPECCUPOBAHUS
0001 (HOHOBOM AMCTOHHH.

e DiekrporokoBas Tepanus (QLT) ycnemHo npumMeHsIach y NalueHTOB ¢ KATAaTOHUEH.

e Crabuau3aTophl HACTPOCHHUS, TAKHE KaK BAIBIIPOAT HATPHS, OMMCHIBATINCH KaK 3 (EKTUBHBIE
npenapaTthl JUIS JICYSHUS] LUPKYIAPHBIX TICHX030B, a JCMPecCusi KaK MpaBWIIO MOJAAETCS
JIEYCHUIO CEIEKTUBHBIMU HHTHOUTOpAaMH 0OpaTHOrO 3aXBaTa CEPOTOHHMHA.

e Bcem mamuenTtaMm M HMX CEMbSIM MOCJIE NMOCTAHOBKM JMArHo3a JOJDKHA OBITh obecreueHa

MOJJIEPKKA U TICUXOJIOTMYECKasi OJrOTOBKA KaK JIJIsl HEU3JI€YUMO OOJILHOTO.
5.1.4. Cucmemmnuwie npoaenenusn

XKemynouno-KuIeyHble pacCTpONCTBA, Takue Kak auapes, dacto HaOmomarorcs npu HIT-Cha
¢doHe JedeHHsT MHUTIycTatoM. Jlmapero MOXKHO JICYWTh TpenapaTaMy, YrHETAIOIIUMHU
NEepPUCTAIBTHKY TUIA JIONEPaMHUIa, a TAKKE MOTYT OBITh Ha3HAYEHBI IPOrPaMMbl MOHHUTOPHHTA
(GYHKIMM KUIIEYHUKA JUIS TOTO, YTOOBI IPEAOTBPATUTH 3aM0phl Y MALMEHTOB, CTPAJAIOIIIX 3TOU
poOJIEMOi.

[lepBuuHOE Mopa)xe€HHE JETKUX, MpsiMO cBsA3aHHOe ¢ OonesHplo HII-C nabmromaercsa penko, u
MOET JICUYUTHCS NPHUMEHEHHWEM AaKTHBHBIX OpPOHXOAMIATATOPOB M, B HEKOTOPHIX CIIydasXx,

@HSHOTepaHeBTI/I‘ICCKI/IMI/I npouecaypamMu Ha 0051aCcThb l"py,[[HOﬁ KIJICTKH.

CumnroMaTuyeckoe Je4eHHue paccTpPoOicTB y 00/1bHBIX ¢ 00J1e3HbI0 Humanna-Ilnka tun C

KnuHnyeckue cuMnTomsl Jleuenne

Karamiekcus TpULUKINYECKHE aHTUIETIPECCAHTBI NN
ctumynstopsl [THC

JIUCTOHMSA U TPEMOD AHTUXOIMHEPIUYECKHUE IIPETapaThl

JIBruraTenbHble HAPYIICHUS ®usnorepanus

ONUNEenTUYECKNE TPUCTYTIBI AHTUAIWIENITHYECKUE CPENICTBA

Hapymenust cHa MenaToHuH UM CelaTUBHBIE ITpENapaThl Ha
HOYb

Hapymenns nuranus [Iutanue yepe3 30H], TACTPOCTOMMS

Pecniuparopusle posiBICHUS dusnotepanus ¢ OpOHXOAUIATATOPAMH;
aHTUOMOTUKOTEpAITUS

CmroHoTEUEHNE aTPOIHH MEPOPaATIBbHO, HHBEKIIUU
OOTYJIOTOKCHHA B OKOJIOYILHYIO WU
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MOAYCIIIOCTHYIO KECJIC3Y, THOCHUHOBBIC

TUTACTBIPH WM TIUKOIUPPOHUS OpOMU/T

Karoronus SHGKTOpH_IOKOBaH TEparnd

HCI/IXI/IanI/I‘IeCKI/Ie HapyLmCHUA BaJIbIIPpOAT HATpUSA IJIA JICUCHUA

LUPKYJSPHBIX [ICUX030B, CEJIEKTUBHBIE
MHTUOUTOPBI 00PaTHOTO 3aXBaTa CEPOTOHMHA

IIpHu ACTIPECCUAX

Huapes [uera, monepamun

5.2. Ilamozenemuueckas (cneyuguueckas) mepanus 3a60.1e6anus

Murnycrar (N-OyTuiI-1eOKCHHOMMPHUMUIIHH; NB-DNJ; 3aBecka®,
«Axktermon®apmacerotukanc JIta» (ActelionPharmaceuticalsLtd) sBisiercs HeOOIBIION
MOJIEKYJIOH MMHHOCXapa, KOTOpas IEHCTBYeT KaK KOHKYPEHTHBI HHTHOUTOp (epMeHTa,
[JIIOKO3UPLIEPAMUICUHTA3bl, KaTaJu3upYIOlel MepBblii (UKCUPOBAHHBIM ATam CUHTE3a
rimkochuaromumuaos (I'CJI).

MurnycraT MOKeT MPOHHUKATh Yepe3 reMaTodHIedarndeckuii 6apbep, U ObLIO MOKa3aHO, YTO
oH yMeHbuiaeT HakorieHue ['CJI m necTpyKiuio KJIETOKB TOJIOBHOM MO3r€, 3aMeJUIseT
pa3BUTHE HEBPOJIOTUYECKON CUMIITOMATHUKH U YJIMHSIET BELDKMBAEMOCTH ITPU JOKIMHUYECKUX
uccienoBanusix. OH MOXET TakKe HENPSMbIM 00pa30oM peryivpoBaTh BHYTPUKICTOYHBIN
TOMEeOCTa3 KaJbIUs, CBI3aHHBIM ¢ HAKOIJICHHEM C()UHTO3UHA — MPEATNOIaraeMbIM MyCKOBBIM
¢dakropom B narorenese HIIC1 — myTem BIusHUS Ha KOHIEHTPALMIO TIIFOKO3WILEpaMU/IA.
Habmronaemas 6e3omacHoCTs U mepeHocuMOocTh Murinycrara npu HIT-C nmpubnusutensHo
Takas ke, Kak mpu Oone3Hu [ome 1 Tuma, M B I[EIOM CXOXKaB MOMYJSLUU JETEH U
B3pPOCIIBIX/MOJNOABIX ~ ManueHToB. Hanbonee uacTo oOTMeYaeMbIMU HEXKeIaTeTbHBIMU
SBIIEHUSIMU ObLTa c1abast WM yMEpeHHas Auapesi, MeTeOpH3M, MOTeps Beca U TPEMOop.
KenynouHo-kuiieyHble HEKeIaTeIbHbIE IBICHUS U HEOOIbLIAs UJIM YMEpPEHHas! IOTeps Beca
(B nenom HaOmonaemast y 50% manueHTOB) UMEIH TEHACHIUIO K CHIKEHHIO CO BpeMEHEM
MIPU HEMPEPHIBHOM Teparuy U Ha HUX MOKHO TIOBJIMSITH, KAK OMKMCAHO BHIIIIE.
PexomengoBanHasi 1032 MUIIIyCTaTa Il B3pOCHBIX MalMeHTOB U moapoctkoB ¢ HII-C
coctasisieT 200 mr Tpu pasa B JeHb. J[03a y mamueHToB B Bo3pacte 4-12 ner HazHayaercs

MCX0JI U3 TUIomaau nmosepxHoctu tena (Tadmuma 2)

5.2.1. llenu neuenus npu npumernenuu muenycmama npu HII-C
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e B cBmu c HelpoaereneparuBHoil mpuponoit HII-C, crabwimzanus 3a0oneBaHus MU

YMEHBUIEHHE  CTENEHH  IPOrpecCHUpOBaHUs  3a00JeBaHUS  SBIAIOTCSA,  Hambolee

PEATUCTUYHBIMH LIETISIMH, KOTOPBIE MOXKHO JIOCTUTHYTH NPH JUIMTEIBHOH Crieu(pruecKon
Tepanuu 3a00JIeBaHUS

e BuauMmblii TOJOXKUTENBHBI KIMHUYECKUN pe3ynbTar y mnauueHtoB c¢ HII-C wmoxer

HaOmromaTecs yepe3 6 mecsneB- | roa. B ciaydasx MeuieHHO mporpeccupyromux ¢popm

3aboseBaHus (Hampumep, y MAIMEHTOB C HayaJoM 3a00JieBaHUS BO B3POCIOM BO3pacTe),

3¢ ¢eKThl 0T JIeYeHHUs MOTYT HaO/oIaThCcs depe3 emie 0oJiee JUIMTENbHBIM MPOMEXYTOK

BpPEMEHU.
5.2.2. Iloxazanus 015 HA3HAYEHUs. MepPanuu MueiyCmamom

e Pemenue Bpaya, IPUHITOE COBMECTHO C ITOJTHOCTHIO IPOUH(GOPMUPOBAHHBIME POJTUTEIISIMUA U
JUIAMHU, OCYIIECTBISIOMMMH yX0/1 32 OOJBHBIMHU JOJKHO MTPaTh MEPBOCTEIICHHYIO POJIb B
OTIpeIeNIEHUH TOT0, KTO U3 MAIIMEHTOB C YCTAHOBJICHHBIM JUArH030M Oy/IeT MMoIy4aTh JIeUeHHe
MUTLJTYCTaTOM.

e BceM nanueHTaMm ¢ HEBPOJOTMUYECKUMHU, IICUXUYECKUMH UM KOTHUTHUBHBIMHM HapYyLICHUSIMHU
Ha MOMEHT IIOCTaHOBKH JHAarHo3a J0JKHA ObITh MPEIOKEeHa Teparusi MUTIIYCTaTOM, UCXOMS
13 BO3MOYKHOTO YITYUIICHHUS WM COXPAHEHHS Ha MOCTOSSHHOM YPOBHE KaueCTBa KU3HHU.

e Jlo Hayasa JE€YEHUS MUINIYCTaTOM, JE€THU U MOJOJbIE€ MallMeHThl, CTpaJarouInue
XO0JIECTATUYECKUM 3a00JICBAHUEM HAa MOMEHT OOpallleHus, JOJDKHBI CHaudaja IOJTy4YUTh
JIeYeHUEe JI1 KOPPEKIMHU CUCTEMHBIX MPOSBICHHI, MUIIYCTaT HE OKAa3bIBAET JIe4eOHOTO
BO3JICHCTBHUS HAa CUMIITOMBI XOJIecTasa.

e Hanuuue nonreepxkaenHoro auarno3a HII-C He cnemyeT cuuTath 00s13aTeNbHON MPUYMHON
JUIsI HEMEIJIEHHOTO Hauyaja JIEYEHUs MUIIIyCTaTOM, IIOCKOJbKY HEBPOJOTHYECKHE,
TICUXUYECKUE WJIM KOTHUTUBHBIC HAPYIIICHUSI MOTYT BO3HUKHYTB JIOJITO€ BpeMsi CIycCTs (Wi,
B pEIKUX Clydasx, BooOmie He Bo3HUKaoT). Heobxomumo o0ydaTh mManueHTa/NIuIo,

OCYHICCTBIIAOIICC YXOI 3a 60J'IBHBIM, U IJIaHUPOBATD JICUCHUC.

L4 CJ'IG)IyGT IMPOBOAUTH perynﬂpHmﬁ MOHUTOPHHT MAUCHTOB C AWMArHO30M, YCTAHOBJICHHBIM B
pe3yibTaTte CKpUHUHIA cu0OCOB MIIM HAa OCHOBE CHCTEMHBIX CUMIITOMOB, Ha MIPEAMCT
BO3HHUKHOBCHHUS HCBPOJOTHYCCKUX HpO}IBHeHI/II\/'I, " CJICAYCT PCIIUTH BOIIPOC O HA3HAUYCHUU

JICYCHUS IIPU IIEPBLBIX IMPU3HAKAX Hadala HEBPOJIOTUYCCKUX paCCTPOfICTB.

L4 HaLII/ICHTLI 0e3 HCBPOJIOTHUYCCKUX HpOHBJ’ICHI/Iﬁ HC JOJUKHBI IOJIYYaTh TCPAIIUIO MUTTYCTATOM,
IMOCKOJIBKY CUMIITOMBI Y HCKOTOPBIX U3 HUX MOTYT OTCYTCTBOBATb B TCUCHHNEC 3HAUYUTCIIBHOT'O

BPEMEHU.
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e B ciy4asx Halnu4us TSOKENBIX HEBPOJIOTMYECKUX HAPYIICHHUM YK€ Ha MOMEHT IIOCTaHOBKH
JMar{o3a, B OCOOEHHOCTH Yy O4Y€Hb MAJIEHbKMX MAIEHTOB, CYILECTBYET MEHbILIAs

BCPOATHOCTH TOI'0O, YTO MUTIIYCTAT MPUHECET CYHICCTBCHHYIO TCPAIICBTUUYCCKYIO I10JIb3Y.

Tabnuma 2
PexoMeH10BaHHBIC JT03bI MUTIIYCTAaTa B 3aBUCHMOCTH OT IUIOIIA U IIOBEPXHOCTH Teja
Inomaas TOBEPXHOCTH Tena (M2) PekoMeHnjoBaHHas 1032
>1.25 200 mr Tpu pa3a B JIeHb
>0.88-1.25 200 mr 51Ba pasa B JICHb
>(.73-0.88 100 mr Tpu pasa B IeHb
>0.47-0.73 100 mr n1Ba pasa B JICHb
<0.47 100 Mr ouH pa3 B 1€Hb

5.2.3. IIpekpawenue neuerus

o CrieyeT peryJisipHO IPOBOJIUTH OLEHKY TEPANEBTHYECKUX A(P(HEKTOB MUTITYCTaTa B OTHOIICHUH
HEBPOJIOTUYECKUX MPOSBICHUN (KaXKIble 6 MeCSIeB); U MOBTOPHAsS HKCIEPTU3a OTHOCUTEIBHO
MIPOJOJKEHHSI TEPAMU JOJKHA IPOBOJUTHCS €3KEr0JTHO.

e BoznelicTBue Ha KeNyJAOYHO-KHMILIEYHBIA TPaKT — IJaBHas mpoljemMa MepeHOCHMOCTH IPHU
NPUMEHEHUH MUTIycTata, MOxeT 3(G(EeKTUBHO KOPPUTHPOBATHCS IMYyTeM MPUMEHEHHUS
YTHETAIONUX NIEPUCTANBTUKY MTPENapaToB (HampuMep, JIoepaMuia) U/ uiid U3MECHCHUEM JTUETHI.
JIJIs1 HEKOTOPBIX MAIIHEHTOB MOXKET OBITh IMOJIE3HBIM BPEMEHHOE YMEHBIIICHUE JT03HI.

e Jleuenue ciemyeT NpeKpaTUTh B TOM Cllydae, €CJIM, HECMOTPSI Ha YMEHBIIICHUE J103bl, U3MEHEHNE
JUEThl WA CUMITOMAaTUYECKOE JICUEHHE, PAa3BUBAIOTCS CEPbE3HBIE HApYLIEHUS CO CTOPOHBI
KEITYJOUHO-KUILIEYHOTO TPAKTAa.

e PemieHnst O BHECEHMM HM3MEHEHM WJIM MPEKpPAUIeHUU TEepanuyl MUIITYCTAaTOM, JIOJKHBI
OCHOBBIBAThCSl HA UH/IUBUAYAIbHBIX XapaKTEPUCTUKAX MALMEHTA U IPUHUMATHCS COBMECTHO C
MalMEHTOM U WICHAMH €T0 CEMbH.

5.3. [IooouHbIe 3¢ PexThl Tepanuu 60abHbIX ¢ HIIC

[Tpu npumenenuu npemnapara 3aBecka® y 6onbHbix ¢ HIIC MoryT HabmonaThes auapesi, 601u B

JKUBOTE, METEOpPU3M CBsI3aHHBIE C OJIOKHpoBaHHEM (epMeHTa, pacCIICIIISIONIero Au- Hu

osmrocaxapuaoB. [Ipu OTCYTCTBUU WM CHWXKEHWU aKTUBHOCTU (DEPMEHTOB —aucaxapuias, He

MPOUCXOAUT TPEBpaIeHUuEe AUCAXapUuOB B MOHOCAXapHIBLYTO MPHUBOJAUT K HAKOIUICHHUIO

JUCaxapyuI0B B KUIIEYHUKE U COOTBETCTBYIONIUM KIMHUYECKUM MPOSIBICHUSM, TAKUM KakK, 00N

B JKUBOTE, METEOPHU3M U Juapes u apyrue. [{ns ycTpaHeHUs] WM YMEHbIIEHHS BbIPA)KEHHOCTH

JTUCTICTITUYECKUX PACCTPOUCTB TaKUX Kak, AUapes, TOITHOTA, pBOTA, CHWIKEHHUS Beca, OOJIH B

KHUBOTEC IIPU JICUCHUH JAHHBIM IIpCIIapaToM PEKOMCHAYCTCA CO6J'IIO)ICHI/IC JUETHI C TIOHNXCHHBIM
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coJiep’KaHUEM JIMCaxapoB U OJIMTOCAXapoB B MEPBbIe HEJENIN Havaja TeparnuH, ¢ MOoCIeIyIOIIUM C
€€ pacIIupeHneM 3a CUYET MPOAYKTOB yKazaHHBIX B KoioHke «OI'PAHUYUTD» (Tabnuma 3). Ha
NEepBOM JTalle Ha3HAYEHUs CyOCTpaT peaylupYIOLIed Tepanuu >KelaTelbHO Ha3HAYCHHE
MPOOMOTUKOB, KOTOPBHIE CHMKAIOT PUCK BO3HUKHOBEHHUS >KEIYAOYHO-KHUIIEYHBIX MpoOJieM U
yiaydmaioT paboTy kumieyHuka. Cpend HHMX HamOojee XOpoUIo MOAXOAUT MPOOHOTHK
Lactobacillus reuteri Protectis u 6uodepmentsl, Hanpumep Tuiakrasa. [lpuamurensHol Auapen u
001X B )KMBOTE NIOKAa3aHO HA3HAUYEHUE Iperapara JornepaMul, Py JUIMTEIbHOM a0JOMUHAIEHON
O0onu- mpemnapar TpumeOyTHH. Bo Bpemsi mpumMeHeHusi mnpemnapata 3aBecka® HeoOX0aMMO
Ha3HAYaTh JOMOJHUTEILHO kupopacTBopumbie ButamMuubl (A, D, E u K) ocobenno B nepssie 3-6
MECSIIIEB TEPAIUH.
Ha3nauenue nuersl HpoOBOASAT B TpU MHOCiIenOBaTeNbHbIX dTama: 1). Crporas aumera ¢
UCKJIIOYCHHEM JucaxapuioB; 2). PacumpeHnHas auera ¢ MOCTENIEHHBIM BBEICHHUEM MPOAYKTOB
MUTaHM, coepXalux aucaxapunsl, 3). [lpakTuuecku HOpMasbHas AMETA, 32 HCKIIOYEHHUEM
IPOAYKTOB MHUTAHUS, KOTOpBIE IUIOXO MepeHocATCS. IIpoMomKUTENBHOCTh KaXIOro JTara
BapbUPYET OT HECKOJBKUX HEAETh J0 HECKONbKHX MecsmeB. COoOM0eHne AUETHI MO3BOJISIET
CHU3UTH MOOOYHBIE 3(peKTr mpenapara 3aBecka® u obecreynBaeT JOCTATOYHOE MOCTYILICHUE
HEOOXOUMBIX BEIIECTB U YHEPTHH ISl HOPMAIBFHOTO (PYHKIIMOHUPOBAHUS OPTaHU3Ma.

Ha mepBoM sTame npemycMOTpeHO CTPOroe COOIOCHNE TUETHUECKUX PEKOMEH AN C
UCKJTFOUEHHEM OCHOBHBIX IHCAXapuJOB: JIAKTO3bI, KOTOPAsi COJACPKHUTCS, TJIABHBIM 00pazoM, B
MOJIOKE U MOJIOYHBIX MPOJYKTaX; caxapo3bl (IPOMBIIIJICHHOTO caxapa), CoeprKalleiicss BO Bcex
CJIAJIKUX MPOJYKTax MUTaHMsA M HanmuTkax Caxapo3y HEOOXOAMMO 3aMEHMTh Ha TJIHOKO3Yy WU
GpyKTO3y; PEKOMEHIIOBAaHO HCKIIIOUEHHE KpaxMaya, COIEpIKAIIerocs B MYYHBIX MPOIYKTaX;
UCKJTFOUEHHE OJINTOCaXapHIOB, SIBISIOMIMXCS CIOXHBIMH CaxapaMH, KOTOpBIE COAEp)Karcs B
OTpeIeIeHHBIX NMPOYKTaxX MuTaHus (0000BBIX, COEBBIE U JIp.).

Tabmuma 3. I'pynmsl MPOAYKTOB, KOTOpBIE CIENyeT HCKIIOYUTH/OTPaHHYUTH/TIPUMEHATh 0e3
OTrpaHMYEHUN B MIEPBbIE HEJIENN TEPANUU ITpenapaToM 3aBecka®

M3BETATD | OTPAHHUYUTD | BE3 OTPAHUYEHUI
Myunvie uzoenus, Kpynvi

Xne6 Oenblii, BbINEUKa, X11e6 yepHBbIii, MaKapOHbI

NIeYeHbE

Xonbs JUIsl 3aBTpaKa ¢ Xnonbs 0e3 MOJIOKa,

MOJIOKOM KyKypy3a

Puc, 6000BbIE Manka I'peuxa

MzsacHvle/pvlOHble Uz0enus, Heupol

KonbacHsle n3genust Bce BuibI HaTYypambHOTO
Msca, Sima
Bce pacturenpHbIe )KUPBI
Bce Buabl HaTypaibHOU
PBIOBI, MOPENTPOIYKTHI,
PBHIOHBIE KOHCEPBHI B Maciie
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Monounvie npodykmeol

Bce monounsie
IPOAYKTBI(MOJIOKO, TBOPOT,
HOrypT), KPOME OTAEIBHBIX

Monoko ¢ coaepxaHueM
J1akTo3bI MeHee 90%

IIpeccoBannslii ceip (I'ayna,
Dnamep)

COPTOB CHIPOB

Osgowu/gppyxmot

Kamnycra, n1yk, orypibl

Kaprodens, cBekia Bce cBexue, 3aMOpOKEHHBIE
oBoIlHU (Kpome
NEPEYUCIICHHBIX B APYTUX

paszenax)

Hatypanbnbie ppykroBsie | Hecnankue ppykTs

COKH, IIOpe

ﬂecepm bl, HANUMKU

[[ecepTLI, CJIagJ0CTHU

opexu I'moxo3a, ppykTo3a, Mex

Bapense, cuponsl, cnankue
COKH, Fa3UPOBAHHBIE HAIUTKU

TpaBsiHbIE Yau C IIIHOKO30M,
OTBap IIHUIOBHUKA

6. HpaKaneCRue PeKOMEHIANUU MO0 HAZHAYCHHIO JTUETOTECPANINU, NMALUECHTOB C HHC,

HAXOASIIIUXCS HA JieYeHnH npenaparoMm 3aBecka®

1.

HeoOxoaumo orpannuuth yrnoTpediieHrne B TeUeHUE THS MPOAYKTOB MUTAHUSA, YKa3aHHBIX
B koJioHke «MI3BEI’ATb» 1 0co6eHHO TeX, KOTOPBIE COAEePKAT KpaxMma;

PexoMeHnoBaH pasnenbHBINA pHeM npenapara 3aBecka® ¢ MUIIeH, Uil TPOPUITAKTHKA
BO3HUKHOBEHHUS TUCHENTHUYECKUX PACCTPOUCTB (TOIIHOTA, PBOTA, METEPUO3M, aUapes,
CHU)KEHHE Beca U JIpyTHe);

[TpuroroBneHne NI HEOOXOIUMO OCYLIECTBIISITH C HEOOIBIINM KOJIMUYECTBOM JKHUPOB
(HampuMep, HE NPUMEHSTHh JKapeHbe BO (PUTIOPE) W HE YHOTPEOISATH COYCHI
[Tpenmourenue cienyer oTaaBaTh MsACY Ha I'pUIIE, )KAPEHOW, BApEHOW WIJIM NEYEHOH Ha
rpuiie muie, pbide, MPUroTOBIEHHON B OylIbOHE, B (hoJibre, 3alieueHHON Ha rpuiie, eciu
ATO HE BBI30BET UYBCTBA TSAKECTU B KEIIYAKE U/UIIM B31yTUSI )KUBOTA.

YoTpebnaTh NpOAYKThl C HU3KUM COJIEp’KaHUEM KHpa (COCHCKH, MAIITEThl, Kojbacy U
JpyTHE).

Crnenyer u3berarb ynorpe0OaeHus MPOyKTOB MUTAHUS C KUCIBIM BKYCOM, OCOOEHHO COKH
HATOII[aK, ¥ HAITUTKOB, COJepKalnx KodeuH (Jaii, kode, comoBas U Apyrue); OBOIIEH C
PEe3KHM BKYCOM: KaIlycTa, LIBETHas KallycTa, IepeLl, JIyK, OTypIbl U CIEIUH.

HeoOxonnMo BecTH NHILEBON AHEBHUK C YKa3aHHWEM IPOAYKTOB HHUTAHUs, KOTOPbIE
BBOJSATCS C YKA3aHUEM UX NIEPEHOCUMOCTH.

[Tpr BO3HMKHOBEHUU JUApeH HEOOXOIUMO YIMOTPEOIATh BapeHbIE OBOIIM M (PPYKTHI, a

TaK>XK€ BBECTHU HOHOHHHTGHBHBIﬁ MMPUEM KUAKOCTU AJIA ITPEAYIIPECKIACHUA 00€3BOKUBAHHUSL.

Ecmm npu CO6HIO)1€HI/II/I JAUECTHI IIEPBOTO dTaIlla B TCUCHUC HECKOJBKUX HEACJIb ITOCJIC €€ HaYajla

HE BO3HMKJIM JHCIENTHYECKHE PACCTPOMCTBA

BO3MOXHO ITIOCTCIICHHOC BBCIACHUC B PalliOH
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MPOAYKTOB NMUTAaHUs, yKa3aHHBIX B KoJIOHKE «M3BEI'ATb» u ciienuth 3a UX MEPEHOCUMOCTHIO.
He pexomennyercss BBOAWTH B palMOH 0Oojee OXHOTO MpOAyKTa B OXWH JAeHb. Hampumep,
BO3MOYHO ITOPOOOBATh BBECTH | HATYypalbHBIH HOTYpPT MK 125 M1 MOJIOKA C JTAKTO30# (MOJIOKO,
cogepxamee 90% M MeHbIE JIAKTO3bl, IPOJACTCA B TIHIIEpMapKeTax) BO Bpems ensl. llpu
XOpollel MEPeHOCUMOCTH Yepe3 HECKOJIBKO JTHEH B pAallMOH MOXHO MOMPOOOBATh BBECTH KYCOUYEK
xyneba (1/8 Oarera) BMecTO cyxapedl WM TPEHOK M BHOBb CIEAHTH 3a TEPEHOCUMOCTHIO
npoAykToB. [IpM BO3HMKHOBEHMHU >KEIYAOYHO-KHMILIEYHBIX IPOOJIEM BEPHYTHCS K INPEKHEMY
paiyony u coOI0aTh €ro B TeueHue 4-X Helesb, B MOCIeIyI0lleM BHOBb HayaTh MTOCTEIIEHHOE
pacuiupenue aueThl. Hampumep, yBeIHUUTh KOJIMYECTBO YHOTPEOISEMBIX HOTYpTOB W/HIIU
MOJIOKA C JIAKTO30H 710 2 HOrypToB B AeHb WM 1 Horypta u 125 M1 MoJoKa ¢ JaKTO301 B JI€Hb;
Jlajiee MOCTENEHHO YBEIMYMBATh MOTPEOIsIEMOE KOJIMUYECTBO OBOIIEH, COJIEp)KalIMX Kpaxmal,
MOCTEIIEHHO BBOJUTh WJIM YBEIMYMBATHh KOJMYECTBO CHIPHIX oBomied u ¢pykroB. [lpu
BO3HUKHOBEHUHU JIOOBIX JHCIENTUYECKUX PACCTPONCTB HEOOXOIMMO BHOBH BEPHYTHCA K
IpelblayIiel 1ueTe U BHOBb COOJIIO/IaTh €€ B TeUeHHE nocieayoummx 4-x "Henenb. Eciu npu
MOBTOPHOM BBEJICHUU OOJILLIIMHCTBA MPOIYKTOB MUTaHUS, YIOTpeOIeHHE KOTOPBIX paHee ObuIo
pexomennioBaHo «MI3BEI'ATby, y nanuenTa He pa3BUBAIOTCS JKETYJOUYHO-KUIIEYHBIE TPOOIIEMBI,
HEOOXOUMO TMOCTENEHHO MPOJOJIkKATh PACIIMPEHHE TUETHhl J0 MPAKTUYECKH HOPMAIbHOTO
panuoHa MUTaHUS.
PekomeHnmanmu 1O TNPUMEHEHHWIO OTICIBHBIX NPOAYKTOB mwHTaHus y OombHeix ¢ HIIC,
HaXOJALIMXCs Ha JIeYeHUH npenapaToM 3aBecka®, yka3zaHHbIX B Tabuune 3. Pa3perieHs! Bce BUIbI
CBEXero msca (ropsiuHa, OapaHWHA, CBUHUHA, KPOJUK, KypHIla, MHIIOUIATHHA), sAila, pblOa,
MOpenpoAyKThl. [IpuroroBrneHne NpeAnoOYTUTENLHO Ha rpuiie (pelieTKe) WK TYIIeHHe, Mpu
JKapKe MCIIOIb30BaTh TOJIBKO PAaCTHTENIbHOE Macio (HeOousblnoe KoaudecTBo). He paspermaercs
nobaBiieHMe MoJjioka B moiy(haOpukaTel (KOTJIeThl) M coyc. M30eraTh OCTpBIX MNpHUIpaB U
NaHUPOBAHUS B cyXapsx MpH kapke. [Ipy MpUTroTOBIEHUN AUIl HE TPUMEHITH MOJIOKO (OMJIET),
HE UCIOJIb30BaTh JIJIsl IPUTOTOBJICHUS KUBOTHBIE KUPBHI.

1. Paspemiensl cBexue W TyIIEHbIE OBOIIM (MOpPKOBb, Ka0aukKu, THIKBA, MOMUIOPHI).
Kaprodens MOXHO ynmoTpeOssTh orpaHUYeHo (2 pa3a B HEAEII0 B KaueCTBE I'apHHpA),
KalycTy, JIyK, OTypIbl Ha HEpBOM JTame cienyeT u3derarb (BO3MOXKHO, J00aBICHHE
HEOO0JIBIIIOTO KOJIMYECTBA B CYIIbI).

2. He mpuMeHSATh MOJIOKO IJisi TPUTOTOBJICHUS OBOIIHBIX mmrope! st *apku, TymIeHHS
UCIIOJIb30BaTh TOJBKO PACTUTEIBHOE MAacilo. PEKOMEHIYIOTCS CMENIaHHBIE IIOPE U3
CBEXEH MOPKOBH C sI0JIOKOM U JpyrUMH (PpyKTaMu (MOKHO JOOABUTH MEJ)

3. Pa3pemeno npumeHeHne 0e3 OrpaHWUYEHUI KPYIBL: Tpedka, OBCsHAs (C Jo0aBlieHHEM

pacTUTEIBHBIX KUPOB, 0€3 MoJioKa). OrpaHUYUTh B IPUMEHEHUU PUC, MIIeHHast kpyma (1-
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2 pasa B Henento). Ha mepBoM aTamne He peKOMEHTyeTcsl MaHHas Kpyrna, 000bI, Cosl, TOPOX,
dacomns. 3e1eHyI0CTPYIKOBYIO(DACOIBITYUIICHEYITOTPEOATS.

4. PekOMEHIOBaHO UCKIIOUEHHE MOJIOUHBIX MPOIYKTOB (MOJIOKO, TBOPOT, CMETaHa, HOTYpT,
ke(up) Ha mepBoM 3tane. PazpeneHpIpeccoBaHHBIECHIPHIOC30TPAHNYCHHIA.

5. He pexkoMeHayroTCs My4yHbIE WM3JeIUs Ha T1epBoM dtame (Oenbrid  xJjeo,
MakapoHbl).OrpaHUYUTh YHOTpeOsieHHe cynoB. MOXHO MPHUMEHSTh CyXapu W3 MYKH
rpyboro momorna, 4epHsiid x1e0. Uepe3 2-3 Henenu pacmmpuTh 3a cueT MakapoH (1 pas B
Henenro). VICKITIoUnTh KOHAMTEPCKHE H3JCIHsS Ha TEePBOM dTare (MUPOXKKH, OYIKH,
MeYCHBE, TOPTHI).

6. HckxnrounTs W3 pamuMoHa Ha TEPBOM  dTale  caxap, [IOKOdaJd, KOH(QETHI.
PaspemenpiMe IMIIMHCKAATIIIOK03a, (PpyKTO3a.

7. HckirounTh ra3upoBaHHbIC HANMUTKHA (JMMOHAJ, KOJA M T.JI.), COKA MPOMBIINUICHHOTO
NPOM3BOJICTBA (MHOTO caxapa), 4ai, kode, kucenu. Pa3penieHbl KOMIIOT U3 CyXO(PYKTOB
¢ nmo0aBieHHMEM Mea WM TJIOKO3bl, COKH IS JETCKOro mutaHus (0e3 moOaBieHuUs
caxapa), OTBap IIWIOBHHMKA C J00aBJIEHHEM MeJa WM TJIOKO3bl, 4Yail TPaBSIHOW,
MUHepalibHasi Boja Oe3 raza. Koim4ecTBO BBIMMBAEMOW KHJIKOCTH B CYTKH JOJDKHO
COCTaBIIATHOKOJIO | uTpa (0€3 orpaHuYeHU ).

8. Pexomennyrorcst Hecnmaakue GpykThl (s10510KM, OaHAHBI, TPYIIN, IUTPYCOBEIE), H30EraTh
ciaakue (IbpHs, apOy3, CIaJKHe copTa Ipyil), GPyKTOBBIE COKU/TIOPE MPOMBIIUIEHHOTO

MIPOU3BOJICTBA, COAEpKAIINE caxap.
7. Monumopune 3abo01eeanus

7.1.06vexmugnoe obcredosanue

TmaTtenpHOe OOBEKTHBHOE O0O0CIENOBaHUE JIOJDKHO TIPOBOAMTHCS KaxkIple 6 MecsleB B

cnenuanu3upoBaHHoM LleHTpe, MMeroneM onbIT HAOMIOACHUS TTAIIMEHTOB ¢ META0OIMYECKUMHU

3a00J1€BaHUSIMU.

Ecnu nmanueHT MoKeT COTpYAHMYaTh, PEKOMEHIYETCsl MPOBOAUTH BHUE03aMUCh KIMHUYECKOTO

o0cienoBaHus, COMVIACHO CTAHJIAPTU3UPOBAHHOMY BHUJEO MPOTOKONY (CM. HUXKE). DTO MOMKET

IIOMOYb ISl OICHKH MPOTPECCHPOBAaHUS HEBPOJIOTMYECKMX TPOSIBICHUH 3a00JeBaHUs B

JTMHAMHUKE.

7.2. Hesponozcuueckoe obcnedosanue

e OrneHka MOTOPHON (PYHKITMH TJ1a3 JOJDKHA MPOBOJUTCS COTVIACHO CTAHAAPTHOMY MPOTOKOIY
oueHku (cMotpu www.NPC-SI.com/symptoms/neurological mi1st mpumepa), o kpaitHel mepe
OJIMH pa3 B O[] y MAIMEHTOB C HA4aoM 3a00JIeBaHUS B IETCKOM BO3pacTe, JIsi MOHUTOPUHTA

porpeccupoBaHus 3a00JICBAHMS.
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MOHUTOPHHT ITIOTaHUS JOJDKEH ITPOBOAUTHCS HE PEXKE, UEM Pa3 B IO/ Y BCEX MALMEHTOB, HO
B OCOOEHHOCTH Yy mHanueHToB ¢ aucharveid. DyHKIUS TIOTaHUS MOMKET OLCHMBATHCS C
MOMOUIbIO IPOCTOI'0 UCCIIEOBAHMSI IJIOTAHUS PA3HBIX TUIIOB MUIIU WIK C IIOMOILIBIO BUJIEO
(ITyOpOCKOMMYECKOTO UCCIIeIOBAHMUS.
JlBuraTenpHble (PYHKIIUU OIIEHUBAIOTCS ¢ TIOMOIIBIO MpocToro 10-MeTpoBOro Ttecta Xoab0bl
WIN C CTaHJAapPTHBIM WHAEKCOM X0b0b1 Xay3epa.
Jlns  OLIGHKM KOTHUTHBHBIX  (yHKUMil ucnonb3dyorcss TectiMMSE  (MuHHCxema
ncuxudeckoro coctosiHus @Dommreitna 1 Makxpio),ACE(An1eHOpYKCKUiT KOTHUTUBHBII
OINPOCHUK)(Y B3pOCibIX); Y AeTel - TecT PaBeHa( cTaHIapTHbIE MPOrPECCUBHBIE MATPUILIBL,
LBETHBIE IIPOTPECCHBHBIE MATpPHULBl; TeCT Bekciepa; IIKOJBHBIM TECT OCBOEHHOCTH
MBIIUIEHHUS]; IIKOJIbHBINA TECT YMCTBEHHOI'O Pa3BUTHSL; AM3€HKA TECT CTPYKTYPbl HHTEIIEKTA;
rpaduK HEPBHO-TICUXHUYECKOTO DPA3BUTHA MIIQJCHIA W MAaJbllIa; IIKAJIaICHXOMOTOPHOTO
pazsutusa no ['pucddurc; skcrnpecc-meroauka oueHku cocrosHus BII® y nmereit mo
JI.C.1IBeTKOBOM.. ¥ MalMeHTOB IPyJHOTO U IETCKOI0 BO3pacTa MOT'YT HCIIOJIb30BAThCSI IIKAJIbI
pa3BUTHS .
VY DalnMeHToB C IOBEJICHYECKHMMM WM ICUXUATPUUYECKMMHU HapyIIEHUSMH, OCOOEHHO Yy
NAIMEeHTOB C HavajaoM 3a00JieBaHMs B IOBEHIJIBHOM M MOJIPOCTKOBOM/B3pPOCIOM BO3pAaCTE,
HEHUPONCUXUATPUUECKOE 00CIIEJOBAaHUEI0JIKHO POBOUTHCS IOBTOPHO HE PEXe YeM pa3 B
TOJI.
Tun, UHTEHCUBHOCTh U YacCTOTa CYIOPOXKHBIX NPUCTYNOB (IPU HAIWYMHM) JOJKHBI OBITH

THIATCIIBHO 3aJOKYMCHTHUPOBAHBI IIPHU KAXJAOM KIIMHHUYCCKOM BH3UTC, C IMOATBCPKIACHUCM

90T

7.2.1 CTanaapTHbIi BH1€0 MPOTOKOJI VI KIMHUYECKOH OLeHKH ABUIATEeJbHbIX (PyHKIMI

1) Peus (30-45 ¢)
e CkaxuTe mpeioxkenue; Hanpumep, «[IpuBeT, CeroaHs dyaecHbIi IeHb» (TPU pasa)
2) JIBmxeHus pyK
e (CxuMmaHue U pazxkuManue kucteit (5-10 pa3 kaxaoi)
e JIBIKEHHE MTPOTHBOIIOCTABICHUS OOJIBIIOTO MaJIbIla ¢ KAKIBIM TabIIeM
e [lamprieHocoBas mpoda, ¢ OTKPHITHIMU TNa3aMu (5-10 pa3 ¢ Kaka0i CTOPOHBI)
3) CrosHue u x0a60a 6OCHKOM
e Crosiaue: cronsl BMecTe (15 ¢)
e (CrosiHue: cTombl oHa 3a apyroi (15 ¢)
e Xonpba + HOpMaNBHBIHA TOTy000poT (15 ¢)
e Xonp0a: cromsl o7Ha 3a Apyrou (15 ¢)
4) Tlucemo/pucoBanue (Beaymas pyka)
e Hamnummre npeanoxxenue, Hanpumep «CeromgHs 4yAecHbI OeHb». i1 MaleHbKUX
JIeTeH, cieslaiiTe pPUCYHOK WIH CIIHPab
e Ckonupyite CTpaHHILY
5) JIBwokeHUs a3
e CaMompou3BOJIbHBIC TBIKEHUS T71a3: BBEPX, BHU3, BIPABO, BICBO (IBa IIUKJIA)
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e [lpocnexxuBaHuMe TJIa30M (3a MajblleM): BBEpX, BHU3, BIIPaBO, BJIEBO (lIBa pasa,
OIICHUBAHHUE CKOPOCTH)
[Tpumeuanue: OyeHb MaJIEHbKHE MTALIMEHTHI ¢ HEOOJBIION BEPOSATHOCTHIO CMOTYT BBITIOJIHHUTH
HEKOTOPBIC TECThI, 00OO3HAYCHHBIX BHIIIE; BHUJICO3AIMKMCH JIOJKHA TPOBOIUTCS C COTJIACHS
pPOIMTENS WM ONEKyHA y MAIlMEHTOB JETCKOTO BO3pacTa WM C COTJIaCHs MAIMeHTa, €CIU
OH/OHA SIBIISICTCSI B3POCIIBIM.

7.3. Illxanvl oyenku nempyoocnocoorocmu npu HIT-C

[llkama OLEHKH HAPYIICHWA TPYAOCHOCOOHOCTH OCHOBaHAa HA  BBIPAKECHHOCTH

HEBPOJIOTMYECKUX NpOsBICHUI 3a0osieBaHus. JlaHHas IIKajga [O3BOJSAET OLEHUTH
IporpeccupoBaHue 3a00J€BaHUs U OTBET Ha JICYEHUE MUIIIyCTaTOM

kana naBanuanoctu HII-C ounenuBaer Hapymenue ¢GyHKIUM B Oanax, 4To oOecreynBaeT
KOJINYECTBEHHYIO OLIEHKY 00111el «(pyHKIIMOHAIBHON HEeTpyaocnocooHocTH» nanueHtoB HII-
C.

CylecTBYIOT pa3iauuHble HIKalbl olleHKH HeTpynocnocobHoctu npu HIT-C. OpurunanbHas
IIKaJla HETPYI0CIIOCOOHOCTH, chopMyIrpoBana u onmyonrkoBaHa Iturriaga ¢ coaBropamu. B
nanmpHeWmeMm oHa Obuta gomonHeHa M.Pineda, MomuduimpoBaHHasi Bepcusi SBISETCS
HauOosiee MHUPOKO ucnonb3dyemoil. Illkana, momydeHHass Ha OCHOBE JaHHBIX B KOropre
Hanmonansnoro unctutyta 3apaBooxpanenus CILIA (US NIH) sBasercst BceoObeMIIoNIeH,
TpeOyroleil MHOrOYMCICHHBIX J1a0OpaTOPHBIX HCCIEAOBAaHUN M Majno mnpuemsieMa s

IIPUMEHEHHUS B IIMPOKOM KIIMHUYecKoM npakTuke. [Tokazano, uro Oosiee moapoOHas 1IKaia He

nMeeT OoJblIeH KIMHUYECKOM MOJIb3bl, YeM 00JIee MPOCThIE BEPCUU.

MoaupuunpoBanHas mkajaa uaBaauaHoctu HII-C

1. CnocobHocTh K Banasr | 2. Peun Banusbl
nepeIBHKEHHI0
HopwmanbHas 1 HopmanbHas 1
CamocTosTenbHast oX0oKa 2 Msirkas au3aptpus (moHUMaeMast 2
peub)
[ToMors BHE MOMELICHUS 3 Tspkenas qusaptpus (OHATHA 3
CeMbe)
[ToMornis BHYTpY NOMEIIEHUS 4 HeBepb6anbHasi KOMMYHHKaLUs 4
ITepenBuxeHne TOIBKO C 5 OTcyTCcTBHE KOMMYHUKAITUU 5
MOMOIIBI0 UHBAJIUIHOTO Kpeciia
2. ManunyJjasinuu pyKamu baaasl | I'noranue BaJbl
HopmanbHas 1 HopmanbHas 1
Jlerkast AUCMETPUS/AUCTOHUS 2 [Mepnonnueckas aucharus 2
(BO3MO’KHBI CAMOCTOSITEIIbHBIE
MaHUIYJISIIH)
CpennHeit BBIpa)KEHHOCTH 3 ExxenneBnas aucdarus 3
TUCMETpUsl/TUCTOHUS (TpedyeTcs
MIOMOIIb, MOXKET €CTh
CaMOCTOSITENIbHO)
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Tsoxenast TUCMETPUs/ TUCTOHUS 4 Hazo-racTpanbHbIit 30H7 WA 4
(TpedyeTcst MOMOIIb TOCTOSHHO) MMUTAaHUE YEPE3 TaCTPOCTOMY

Cynoporu banabl | 'nazonBuraresibHble HAPYIIEHUS banabl
Penkue cy1opoKHbIE IPUCTYIIBI 1 3ameJIeHUe CICKEHUS B3TJISI0M 1
CynopoxHbie TPUCTYIIBI C 2 BeptukanbHas odranbmoruierus 2
PUMEHEHUEM

AHTURMUIIENTHYECKUX MPEnapaToB

[Tpuctynsl pe3UCTEHTHBIE K 3 ToranbHas oTaIbMOIIIETUS 3

AHTUAIWIENTHYECKUM
npenaparam

8.IucnancepHoe HadoaeHue nanueHToB ¢ HII-C.Ilepuoau4HocTh NOBTOPHBIX

OOCIICMOBAHMY ...ttt e,

ITapamerpbl

o0cJIeI0BaHUI

IlepuoanyHOCTH MOBTOPHBIX

Obuwue

T'OJIOBBI

[TonHoe (pu3uKaBHOE 0OCIEIOBAHUE,
BKITIOYAsi U3MEPEHHE POCTa, BECA, OKPYKHOCTH

Kaxnasie 6 mec

Hesponozuueckoe obcnedosanue

Ouenka 1o mkaine naantugaoctu HIIC

Kaxnasie 6 mec

byHKUIMMA

Buaeo3anuch OCHOBHBIX JIBUTATEIbHBIX

Kaxneie 6-12 mec

JHCBHOI'O MJIX HOYHOI'O CHa

Buneo KO3I" MOHUTOPUHT, 110 BO3MOXKHOCTH,

Kaxnsie 6-12 mec

/lpy2ue noxazamenu

OI_ICHKa TICUXOHCBPOJOTHICCKOI'O CTATYCa

Kaxnpie 6-12 mec

INOTCHIIMAJIbI

AyanomMmeTpusi, CIIyXOBbIE BEI3BAHHBIC

Kaxapie 612 mec

3pI/ITeJ'ILHBIe BBI3BAHHLBIC ITOTCHIIMAJIbI

Kaxneie 6-12 mec

bunokynsapHas snexkTpookynorpadus
(peructpaiyisi CakKaJuueCKHUX JBIKEHUH TT1a3)

Kaxnpeie 6-12 mec

Jlabopamopuvie nokazamenu

KaJIbIIMIA OOTIIMIA)

buoxummnueckuit ananus kposu (ACT, AJIT,

Kaxnpie 6-12 mec

OOuwmii aHaIM3 KPOBU

Kaxnasie 12 mec

HccnenoBanue akTUBHOCTU (hepMEHTa
XUTOTPUO3M/1a3bl IJ1a3Mbl KPOBH (II0 BO3MOKHOCTH)

Kaxnapie 12 mec

Y3U opranoB OprONIHON MOJIOCTH

Kaxnasie 12 mec

MPT wmnu KT rososaoro mosra

Kaxneie 12 mec
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9.I1poruo3 — npy NpUMEHEHUN MUIITyCTaTa (3aBECKH) 3HAUUTENILHO YIyqIIaeTcs.
IIpodunakTuka 6azupyercs Ha JAHHBIX MEIUKO-TEHETUYECKOTO KOHCYIbTUPOBaHUS. Menuko-
TeHETUYECKUH PUCK JJIsi cuOCcoB pobanaa coctaBiseT 25%.

IIpenaranbHas auarHoctuka HIIC Bo3MOXXHA, €ciau MMEIOTCS HAJEKHBIE MOJIEKYJISPHO-
reHeTUYEeCKUe JaHHbIe (TeHOTUII Ipo0aHa, TUIIBl MyTalMi y HocuTelnel). Jluarnos Moxxer ObITh
ycraHoBlieH Ha 10-12-if Henene 6epeMEHHOCTH TTPU MOJICKYJISIPHO-TEHETUYECKOM HCCIIC0BAHUH
OMONTAaTOB BOPCHMH XOpHOHA. B psne ciayyaeB ONpEIENIEHHYI0 IOMOLIb MOXET OKa3aTh
UCCIIeIOBaHUE aKTUBHOCTH C(UHIOMHUEIMHA3bI B AMHUOLIUTAX M OMONTAaTaX XOPUOHA C IOMOIbIO

OMOXHMUYECKHUX MECTOHOB, OJHAKO JJIs IIPOBCACHUA HO,I[O6HOFO aHaJIM3a HYy’KHa KYJIbTypa KJICTOK.

10. Kyna HanpaBJsTh 00JbHBIX ¢ Nog03peHHeM Ha 0ose3nbHumanna-Iluka, Tun C?

[Tpu nono3pennu Ha Oone3ns Humanna-Iluka, Tun C OONBHBIX HANPABIATH HA KOHCYJIBTALUIO U
oTOOopa Ha 00ClIeJ0OBaHNE WM TOCTIUTATU3AIHIO TI0 aApecy:

125412 r.Mocksa, Y. Tangomckas, 2 Mockockuit HUW neauatpun u 1eTCKOW XUPypruu

T. 7 (495) 483 20 92; +7 (495) 483 03 12

117997 r.Mocksa,Jlennnckuit mpocmekT,1 17 Poccuiickas nerckasi KIMHUYecKast 00JIbHUIIA

T. +7 (495) 936-91-46

s naboparopHoil nuarHocTUkU :Meauko-reHeTuueckuid HaydHbslid ieHTp PAMH

115478, r. Mocksa, yin. MockBopeube, 1, JlabopaTopus HaclieACTBEHHBIX 00JIe3Hel oOMeHa

Bemects  T. +7 (499) 324- 20-04

CnucokauTeparypsbl
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