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KiarueBble cj10Ba

0-aMHMHOJIEBYJIMHOBAs KUCIOTA
Aneroanerar

Buramun D-pe3sucTeHTHBIN paxuT
I'enatomeranus
I'enaronemnntonspHas KapuuHOMa
Metnonun

Hutuzunon

CeneKTUBHBIN CKPUHUHT
CykuuHMIaneToanerar
CyKuMHUIAEeTOH

Tuposun

TpaHcrulanTanys ne4eHu
dymapunaneroarnerasa

dymMapunaneToruaposiasa

®ymapar



Cnucok coxkpauieHui

A®II - Anbsda-deronporens

AUYTB - AKTUBHPOBAaHHOE YaCTHYHOE TPOMOOIIIIACTUHOBOE BpEMSI

AJIT - AnannHaMHHOTpaHcdepasza

ACT - AcnapraramuHoTpaHchepasa

I'TTII - 'aMMarIrOKypOHUITPAHCIIENITHAA3a

I'lIK - 'enatouenntonspHas KapimHoma

HT - HacnencrBeHHast TUPO3UHEMUS

HT 1A - Octpas HacieAncTBEHHAsI THPO3UHEMMUS

HT 1b - Xponundeckast HacaeACTBEHHAs TUPO3UHEMHUS

KT - KomnsiorepHast Tomorpadust

KIIC - KncnoTHO-1IeI0YHOE COCTOSHHIE

MPT - MarautHo-pe30HaHCHas TOMOTpadus

MPXTIT" - MarHuTHO-pE30HAHCHOM XOJIaHTHOTIAHKPeaToTpadus

I1TU - ITIpoTpoOMOHHOBBIN UHIEKC

PO®II - Pagnodapmnpenapat

TMC - TangemHast Macc-CIEKTPOMETPHS

1D - lenounas pocdarasza

FAH - ®ymapunaneroruaposasa

NTBC - 2-(2-autpo-4-tpuduiroopomernsnOeH30mn)-1,3-UKI0reKcaHeJMOH (HUTH3UHOH )
TORCH wun¢pexkimun - CokpalleHHOE Ha3BaHWE TpYyNIbl WHQEKIUH, Iepeaaronmnxcs
BHYTpUYTpoOHO OT Marepu mioay : T - Toxoplasmosis (Tokcoruazmo3) O - Others (cudummc,
rernatuT B, Bapuiemia-3octep BUpYC, Ipyrue BUupycol u 6akrepun), R - Rubella ( kpacnyxa), C -
Cytomegalovirus (utomeranoBupyc), H - Herpes simplex virus (BUpyc mpocToro repmeca)

V3U - ynbpTpa3ByKoBasi IMarHOCTUKA



TepMI/IHLI H onpecacjacHus

Huka Kpedca (uukia TpUKapOOHOBBIX KUCIOT, IUKJI JIMMOHHOW KHUCIIOTHI) — CJIOXHBIM
MUKIMYECKUH (PepMEHTATUBHBIN MPOLIECC, MPH KOTOPOM B OPraHMU3ME MPOUCXOAUT OKHUCIICHHE
MUPOBUHOTPAJHON KUCIOTHI ¢ 00pa30BaHUEM YIJIEKHCIOTO Ta3a, BOJAbI U 3Hepruu B Bujae ATO,
3aHMMAaeT LEHTPAIbHOE TOJIO0KEHHE B OOIIel cucreMe OOMEHa BEIIECTB M SHEPrHH KHUBBIX
OpraHU3MOB.

Cunapom ®aHKOHM - TeHEpalM30BaHHAs AUCHYHKUUS MPOKCHMATIBHBIX KaHAJBIEB
MOYEK, MPOSBISIOMIASACS TIIOKO3ypHeH, aMuHoamuaypuei, ¢ochaTypueil, MNTOUYSCUHBIM
KaHaJIbLEBBIM aLlUI030M.

I'mnogocharemuyecknii paxur (CHHOHMMBI: BUTaMMH D-pe3HCTEHTHBIH Ppaxwur;
runogochaTeMruueckiii BUTaMUH D-pe3uCTEeHTHBIH paxuT) - HACIEICTBEHHOE PaXxUTOMOA00HOE
3a00JIeBaHHe, B OCHOBE KOTOPOTO JIEKHUT (PePMEHTHBIN Ne(EKT, MPOSBIAIONIUICS CHIDKEHHEM
peabcopbuuu GochaToB B MPOKCHUMATIBHBIX OTIAENAX MOYEYHBIX KAaHAJBIIEB, MPUBOISIIUM K
runepdochatypun u runopochaTeMun U XapaKTePU3yeTcsl KITMHUYECKON KapTUHOW paxuTa Win
OCTEOMAJISIIIMHU, HE MOIIAIOLINXCS JICUCHHIO OOBIYHBIMU IS TEPANUU paxuTa 103aMU BUTAMHHA
D.

I'uneprpoduyeckasi KapaMOMHONATHA — XapaKTEpU3YeTCd YTOJIIEHUEM CTEHOK
KENyJOYKOB (MPEUMYILECTBEHHO JIEBOTO), HAPYIIEHHUEM €ro JUAaCTOJMYECKOW (QYHKIMH H
HEPEIKO COMPOBOXKIACTCS PA3BUTHEM OOCTPYKLUHU BBIXOTHOTO OTAETIA.

Tupo3duHeMHYecKkHe KPU3bl - COCTOSHHUS, CIPOBOIIMPOBAHHBIE MPUEMOM OEITKOBON
IIUIIU U CONPOBOXKIAOLIUECS IUXOPAJKOU, pPBOTOM, MHTOKCUKALMEH, KApAUOMHUOIIATUEN.

IIpenaTajibHast AMArHOCTHKA THPO3MHEMHUH - KOMILJIEKCHAs JOPOIOBasi JUAarHOCTHUKA C
LIEJIbIO BBISIBJIICHUSI HACJIEICTBEHHOM THUPO3MHEMHMHM Ha CTaJWU BHYTPUYTPOOHOTO pPa3BUTHSA
MeTogamu mpsiMoi mnm kocBeHHoM JIHK-mmarnoctuku oOpasuoB JIHK, Bwiaenennoit w3

OouonTara BOPCHH XOPUOHA U/WIIN KIETOK aMHUOTUYECKOH JKUAKOCTH.



1. KpaTkas undopmanus

1.1 Onpenejenue

Hacnencrennas tuposunemus | tuna (HT1) wim remaropeHanbHas TMpO3WHEMUS -
penkoe (opdanHOoe) 3abo0sieBaHHE C ayTOCOMHO-PEIICCCHBHBIM THIIOM  HACJICIOBAaHUS,
00yCIIOBIEHHOE MyTalUsIMH B reHe bepmenTa (bymapuaneroanerasbl
(dymapunaneroruaponassl (FAH)). Cunonumsr: aedunmr dymapuianeroanerassl, AeGUINAT

(dymapuianeToaneTaTTuApoIashbl.

1.2 DTHOJI0TUS U NATOTE€HE3

Hedexr depmenta dymapunaneroanerassl (pymapunaneroruaponaze, FAH, EC
3.7.1.2), oCyIIeCTBISAIOMIEIr0 B HOpME KOHEYHBIN ATall JAerpajaliii TUPO3MHA Ha HETOKCUYHbBIE
¢dbymapar u areroanerar. B pesynbprare reHeTH4ecKoro AeexTa MyTaiu Oenka, KOJIUPYIOIero
FAH, pacnan TMpo3uHa OCYIIECTBISETCS IO aJlbTEPHATUBHOMY NAaTOJOTMYECKOMY IIYTH, C
00pa3oBaHUEM BBICOKOTOKCHYHBIX M KAaHIIEPOTCHHBIX CYKIMHWJIALETOHA, MaJjlenaleroalerara,
dymapunaneroanerara (I[Ipunoxenue I'1).

I'en FAH nokann3zoBaHHOM Ha AUHHOM Tuieue 15-i xpomocomsr (15023-025), cocrout
u3 14 5K30HOB.

[Tarorenez HT1 tuna 3akitouyaercss B MHTOKCUKALIMU MPOJYKTaMU aHOMAJILHOTO pacraja
TUPO3UHA - (pyMapHiIalieToaneTaToM 1 MaJleHIalleToaleTaTOM U MX KOHEYHBIMH METa00IUTaMHU
— CYKUMHWJIAETOHOM U CYKIMHWJIALETOALETaTOM, KOTOpBIE SBISIOTCS MHUTOXOHPUATbHBIMU
TOKCHMHAMH, TOpPMO3AT (ochopunmpoBanue u OmokupyroT 1ukin Kpebca. Hakoruienue stux
TOKCHMHOB TPUBOJIUT K MPOTPECCUPYIONIEMY 3a00JEBAHUIO NEUEHH C PAa3BUTHEM IEUYCHOYHOM
HE/IOCTaTOYHOCTH, LHMppo3a, TyOynomatud ¢ (GOPMHPOBAHUEM PEHAIBHOW TyOyJIOMaTHH,
runogochareMuyeckoro paxuta, cunapoma dankonu. OcTpas TUPO3UHEMHUST COTPOBOKIACTCS
pasBuTHeM Trureprpopuueckoil kapauomuonatuu. be3 neuenus y 40% npereit popmupyercs
rernaTouesuIiosipHas  kapuuHoMa. Kpome  TOro, CyKUMHWIANETOH  UHTUOMpYyeT — O-
aMHMHOJIEBYJIMHAT JETHAPATasy, MIPOMEXYTOUHBIN MeauaTop NoppoOMINHOTeHA, YTO MPUBOIUT K
HapyLIICHUIO OHOCHMHTE3a TeMa M KIMHHYECKH MOJKET MPOSBIATHCS CHMIITOMAMU OCTpPOM
nepeMexaromieiics nopbupur - OOMSIMH B KHUBOTE, apTEPUAILHON TUIEPTECH3HEH,
nepupeprudeckoil oJauHeRponaTruei.

BonpmunceTBo (10 90%) marmenToB 6e3 cnenn(uYeckoro JeUeHUs] U TPAHCIUIaHTAIUU
nedyeHu norubanu B Bo3pacte A0 10 yer. BpDKMBaeMOCTb 3aBUCHT OT CPOKOB MOSIBICHHS

CHUMIITOMOB.



1.3 DnuaemMuoa0orus

Yacrora HT1 B paznuunbix nomymsauusax konedsnercs ot 1: 100 000 -120 000 xuBbIX
HOBOpOXJIeHHBIX. YacroTa HocutenbcTBa Myranui HT1 B monmymsanumsax 1:150-100 uyenosek.
YeTknx B3aUMOCBS3€H MEXIYy TEHOTHIIOM M ()EHOTUIIOM HE YCTAHOBIJICEHO, pAa3JIMYHbIC
KJIMHUYECKHE BapUaHThl MOTYT IPUCYTCTBOBATH y WIEHOB OJHONW CEMBU C OJUHAKOBBIMU

myrarusmu [1,4,10].

1.4 KoqupoBanue no MKBE-10

E 70.2 - Hapymenus ooMeHa THpo3nHa

1.5 Kuaccudukanus

Knuanueckue BapuaHThl TE€USHHUS TOJI0XKEHBI B OCHOBY Kiaccu¢ukanuu HT 1 — octpas

(HT 1A) u xponunueckas (HT 1B).

1.6. Ilpumepbl hOpMYJIMPOBKH IMATHO30B

O HacnencrBennast tuposuHemuss 1 A Tuna (oCcTpoe TEUYEHME), OCIOXKHEHHOE OCTpOM
MEYEHOYHOW HEJOCTaTOYHOCThIO, BUTaMUH K 3aBucHMON KoarynomaTtueil, ocTpoi
ocTreMopparnyeckoii  anemueir Ha (oHe  KaTtacTpo(UUECKOro  KPOBOTCUCHHS
(cBepiuBLIEECS] KPOBOTEUEHUE U3 OCTPOM S3BBI XKENY/IKA U BHYTPUIKEITYL0UKOBOE).

O HacneacrBennas tupo3unemuss 1 A Tuna (oCTpoe TEUEHHUE), OCIONKHEHHAs LHUPPO30M
[IEYEHHU, BUTAMUH-/[-PE3UCTEHTHBIM paxuUTOM, HEMNOJIHBIM CcUHApOMOM daHKOHHU.
JluHamMuueckas HEpOX0UMOCTb TOJICTON KuKU. Cerncuc.

O HacneacrBennas tuposunemuss 1 b Tuma (XpoHudyeckoe TEUEHHE), OCIIOKHEHHAs
IIUPPO30M IE€YEHH, MOPTAILHOW TUIEpTEH3UEH, AedopMarus KocTel ckenera Ha (oHe
IIOJIHOTrO cuHApoma DaHKOHMU.

O Hacnencreennass tupo3uHemuss | b Tuna (XpoHMYeCKOe TEUEHHME), OCIOKHEHHOE

renaToleIUTIOISPHOI KapIIMHOMOM MpaBoi 1M niedeHu u ¢pudposom neuenu [1,4,10].

2. /lmarnocTuka

Huaenocmuxa ocHoeana Ha OAHHLIX AHAMHE3A POOOCIOBHOU, AHAMHe3d 3a001e6aHUs,
KAUHUYECKUX CUMNMOMAX, pe3yibmamax noxazameneti QyHKyuu neueuu, J1adopamopHbix
UCCIe008aHUll AMUHOKUCTIOMHO20 CNEKMPA KPOSU, NAMO2EHeMUYecKU 3HAYUMbBIX Memabdoaumos
MOYU,  OAHHLIX  UHCMPYMEHMANbHbIX — UCCIe008aHUll,  OanHblx  Mmoaekyiapuou  ([[HK)

OUACHOCTNUKU.



2.1 ’Kaao0bLI 1 aHAMHE3

JKenmyxa, nomeps maccel mena, cpvleu8auus, peomad, yeeludeHue pazmepos neyeHu,
CeNe3eHKlU, HOCosble KpOBOMEUeHUs, KPOBOMEUEHUs U3 MeCm UHbeKYull, paziudHble
Odepopmayuu cxenema (dawje HUNCHUX KoHeuHocmell). [[nsi ocmpou gopmel 3a001e8anUs

XapakmepHo panee HAuauo (8 nepavle Heoeau/Mecaybl HCUSHU).

2.2 Ou3uKkaJIbHOE 00CIeT0BAHUE

Ilpu ocmpoii popme HT 1A obpawaem na cebs eHUMAHUE 3A0EPHCKA DPA3GUMUSL
Gebpunvnas memnepamypa, psoma, ob6e38oxcusanue; ouapes; 2enamocnieHoMe2anus; acyum
U OUHAMUYECKAs HeNnPOXOOUMOCMb KUWEYHUKA, HCelmyxa (Ha cmaouu ocmpoco 2enamuma);
ocmpoe JHceny0ouHO-KUUEeYHoe KpogomedeHue (803MONCHbL MeleHd, peoma Koghelnol cywel);
be3zbenkosvie omeKuU, aHacapka, KpOGOMeEYeHUsl 3d CHem CHUNCEeHUS OenK080-CUHMEemUu4ecKoll
@dyHKYyuu nevenu, uH020a cneyuguueckuli «KAnyCmuwlily 3anax meid, 2unepeuopo3, KOmopbwlil
8bIPAdICEH 8 Nepuood Kpu3os, O0CODEHHO Ha ¢hone AUXOPAOKU U 2UNOSTUKEMUU, ABIAEMCs
8MOPUUHBIM, MAK KAK KYRUPYemcs No Mepe CHUNCEHUs DHOO2EHHOU  UHMOKCUKAYUU,
eunepecmesusi KO#CHbIX NOKPOB08 (pebeHoK npeonoyumaem HAXoO0UMsvCcsa 68 Kpogamke, a He Ha
PYKax y mamepu) A6715emcs npossienuem noaunevponamuu. llpu omcymcemeuu c60espemeHHol
MEOUYUHCKOU NOMOWU NPU OCMPOM MeyeHUU 3a001e68aHUs B03MONCEH NEeMANbHbIU UCX00 6
go3pacme 00 200a (6-8 mec.) om neueHouHOU HeOOCMAMOYHOCIU U/UTU KPOBOMEUeHUs.

Xponuueckas HT 15 npomexaem:

a) ¢ npeumMywecmeeHHbIM NOPANCEHUEeM NeyeHU (YUppo3om, 2enamoyeriionrapHol
KapyuHoMOu),

0) pedice ¢ 8edyWUM NOPAdCEHUEM NOYEK (PAXUmonoO0OOHbIM 3a00esanuem 8ciedcmaue
msacenon myoyionamuu - 6MopuyHo20 cunopoma PaHKoHU, ¢ amunoayuoypuet, 2noKo3ypuetl,
docamypuetl, noweyHvIM KAHATLYEBHIM AYUOO30M);

8) C COUeMaHHbIM NOPadCeHUeM U ne4eHuU, U NoYex.

B oOebrome 3abonesanus 603MONCHbI HeneueHOUHble CUMNMOMbIL, NPOAGIAIOUWUEC NO
muny ocmpoti nopgupuu nepughepuyeckol Heuponamueil, OCMPLIMU AOOOMUHATLHLIMU
Kpuzamu), uiu maxk Hazvieaembvie «MUPOIUHEMUYECKUe» Kpusbl, KOmMopvle HpOSOYUPYIOMCs
npUemMom 8bICOKODENIKOBOU NUWU U CONPOBOHCOAIOMCA TUXOPAOKOU, PEOMOU, UHMOKCUKayuel,
Kapouomuonamueil.

Ilpu omcymcmeuu neuenus cywecmgyem 6vicokuti puck (0o 40%) pazeumus

2€nam0L}€ﬂJZIOﬂ}lpH0ﬁ KapyuHombl.



YV 0emeii epyonoeco u panneeo 6ospacma nposenenusi 15 muna obHapysxicugaromes 6 guoe
eenamomezanuy, — SUNO2TUKeMUlU,  NOMAUGOCMY,  clabocmu,  noauypuu, eumamur  D-
PE3UCMEHMHO20 PaXUma.

Xponuueckas popma (HT 16) npomexaem nezue, 0cobeHHO KO20a Oemu OMKA3bL8AIOMC
om 6enKo6ol nuWU, a poOUmeny He HACMAUBAOM Ha ee npueme. I enamomezanus 6via6IAEMCs
¥ 8cex demeltl, NOpadiceHue nouex onpeoesiem pasiudHyio CmeneHb paxuma om MUHUMAIbHOU
eunogocamemuu u 8anb2YCHOU Oegopmayuu Hoe 00 maAdNCeNol Oedopmayuu cKeilema,
NO360HOYHUKA, 2PYOHOLU KIEMKU, 6NA0Mb 00 NOJHOU NOmMepu ONOPHOU CHOCOOHOCMU, YMPambl
paHee Cyujecmeo8asuiux Hasblkog Xxoovowvl. IlIpu XpoHUYecKOU Mupo3uHeMuyu ommedaemcs
3a0epoicka pocma, Ha 3-4 200a omcmaem Quzuonrocuueckas cmena 3y008, 3a0epicusaemcs
KocmHuwlll  6o3pacm. Kapouomuonamusi u apmepuanvHas eunepmeH3us NpPOSGIAIOMCS KaK
pe3yibmam mMemabdoaudeckux npoyeccos, max u 6MOPUIHO Ha (hPOHe NOPANCeHUs NOYEK.

Kpunmocennvle yuppos nevenu u/unu eenamum om MUHUMATLHOU 00 8bICOKOU CMeneHu

AKMUBHOCIU AGASIOMCA noKa3anuem K uckuovenuro HT 1.

2.3 JlaGopaTopHAasi AMATHOCTHKA

e [lpu mOMO3pPEHHMH HA THUPO3HMHEMHIO PEKOMEHIIOBAHO OIPEICICHUE COJCPKAHUS
CYKIIMHWJIAIIETOHA B MOYe U 1a3me kposw. [1,4,10].
(Cuna pexkomenaanuu A; ypoBeHb Y0eIUTEJIbLHOCTH I0Ka3aTeabeTB 1)
Kommentapun: Bajicno nomuums, umo @3smue OUOLOSUYECKO20 MaAmepuaia Ois
AHanU308 (MOYU HA CYKYUHULAYEMOH U KPOBU Ol NPOGEOeHUsT MAHOEMHOU MAacc-
cnexmpomempu) 00NIHCHO NPOBOOUMBCL 00 HAYANA UHDY3ZUOHHOU mepanuu, 0COOEeHHO
86€0eHUs NIA3MO3AMEWAIOUUX PACMEOPO8 U KOMNOHEHMO8 KPOBU.
Ilamoenomonuunvim npuzwakom HT 1 u npuopumemnvim 6 OuacHocmuke s6isSemcs
BbICOKULL YPOBEHb CYKYUHUIAYEMOHA 8 Moye u niazme Kposu (nopma 0-2 mMonv/Monw
kpeamununa). Hebonvuioe nogvluieHue CyKYUHULAYEMOHA 6 KPOSU U MOYe MOHCem
Habnooamvcsi npu  nepekopme 0eIK08oU nuwell, npusooauem K @QYHKYUOHATLHOU
neoocmamoynocmu FAH. Ha ¢one nposedenuu  cneyuguueckou  mepanuu
HUMU3UHOHOM, HU3ZKOOEIKOBOU Ouemvl U Npo8edeHUuUu OemoKCUKAYUOHHOU mepanuu
VPOBEHb CYKYUHULAYEMOHA 3HAYUMETbHO CHUNCACMCS. U OOCMU2aenm HOPMbl 6 meyeHue
cymok. Hccnedosanue — CyKYUHUNAYEMoOHA He0OX00UMO Npogooums 00 HAYAId

0€m0KCMKaI/}MOHHOIZ mepanuu, nepeiueanusl niasmvl u Opyzux KOMNOHEHMOB8 KpOBU.



Pexomeni0BaHO omnpe/ienieHne coAepKaHusg aMUHOKHUCIIOT (B TIEPBYIO OY€pEIb TUPO3UHA,
(deHUNaNaHMHA, MCETHOHHMHA) B CYXOM IIATHE KPOBH METOJOM TaHICMHOW Macc-
cnekrpomerpun (TMC) uinu B ria3me KpoBu xpoMaTtorpadudeckum metoaom [1,4,10].
(Cuna pexomennanuu B; ypoBenb yoenquresbHOCTH J0Ka3aTeabeTB 1)
Kommentapuu: Buicokuii yposeHb MemMuoOHUHaA NPUuoOUm K NOAGIEHUI0 «KANYCMHO20»
3anaxa, KOMopwvlll He MaK cneyuguueH, KaK onucvbl8aloCh panee, U cKopee ompaxicaem
NneYeHOYHO-KIeMOUHYI0 He0OCMamoyHocms. Yposenv muposuna viwe 200 mxMonv/n u
nosviulenue e2o npeouecmeeHHUKa HeHUNaIaHuHad npu Mupo3uHeMuy Onpeoessiomcs
UL Y 0emell ¢ HOPMANbHbIM HYMPUMUSBHLIM CMAMycoM. Y ucmowjenHvix oemei c
ONUMeNbHbIM AHAMHE30M U KIUHUKOU 6eNlK080-dIHepeemuyeckol HeooCmamoyHoCmu
codepoicanue mupo3ura U QeHunananuna 8 Kposu mo2ym 0vims 6 HOpMe U 0adxce HUMce

HOpMbL.

PexomennoBano onpezaenenue anbda-peronporenna (ADPII) B ceiBOpoTKe (MK MI1a3me)
kposu [1,4,10].

(Cuna pexomennanuu B; ypoBeHb yoequTesbHOCTH 0Ka3aTeabcTB 1)
Kommenrtapuu: ADII — mapkep nporugepayuu sxcenynvlx x0008, npu HT 15 nosviuen 6
Ooecamxu, a y demeti ¢ HT 14 oasce 6 moicsiuu paz. ADII ne cneyuguunsiii, Ho oyeHdb
Yy8CMeUmMenbHbull NOKA3amenb, NPU HOPMAIbHOM e20 yposHe ouaznos HT 1 comnumenen.
B nopme y oemeti om 0 0o 3 mec. ADII <1000 ne/mn; om 3 mecsayes 0o 18 rem ADII<I2

He/ML.

PexoMeHoBaHO oOTpeneNieHHe CONCPIKAHUS O-AMUHOLESYAUHOBOU KUCLOMbL MEMOOOM
T™MC [1,4,10,11].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapun: [logvluienue O-amMuHoIe8yIUHOBOU KUCIOMbL SAGTAEMCSA  KOCGEHHbIM
npuswakom HT 1, mak kax CcyKyunuiayemow uHeubupyem oOe2udpoceHasy o-
AMUHONEBYIUHOBOL KUCIOMbL 6 Neyenu u spumpoyumax. B nopme coodepocanue -
AMUHONEBYIUHOBOL KUCIOMbL 6 PA3080U npobe mouu cocmasisiem <34 MKMOnb/1
(bopmyna nepepacuema<4,5 me/n x 7,626), ¢ cymounou moue - om 11,4 oo 57,2
mrmonv/cym (1,5-7, 5 me/cym).

Tosviwenue KonyeHmpayuy O-amuHOLe8yIUHOBOU KUCIOMbI OMMedaemcs maxice npu
ocmpeix  nopgupusx — (ocmpas  nepemedcarwancs, — «necmpas»,  8pPOACOeHHAs
Konponopghupus), ompagienuyu CeUHYoM, Oeduyume aAMUHOLEBYIUHAM-0e2UOPAMA3bL

(20M03MZOH1bl). yMepeHHO€ noevlueHue moxcem HabI00amvcs npu ouabemuueckom
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Kemoayuoose, bepemeHHOCmu, NO30HeU KOJNCHOU Nopupuu u npu npuéme HeKomopbvlx

NPOMUBOCYOOPOIHCHBIX CPEOCMa.

PexoMeHI0BaHO OTIpE/ICIICHUE BBISBICHUE MYyTalliii B T'eHE (yMapHIIaleTOrHapOIa3bl
(FAH), xonupyromem cunTe3 6eika su3uMa [1,4,5,10].

(Cuna pexomenngannu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

PexomeHnoBaHO MpoBeIcHNE PYTHHHBIX OMOXUMHYECKUX aHaIn30B kposu [1,4,5,10].
(Cuna pexomennganuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapuu: B kposu ommeuaiomcs ymepeHHO NOBbIUEHHbIU YPOBEHb MPAHCAMUHA3
(6 2-3 u bonee pas), evicoxuii yposenv eammazuiokypornunmparcnenmuoaszvl (I'TTII) u
wenounol gocamazvr (LL[P), komopvle AGNAIOMCA NPUSHAKAMU BHYMPUNEUEHOUHO20
xonecmasa. Ilpu HT 1A ommeuaemcsa ymepenHblll 6HYMPUNEUEHOUHbIU X0ecmas, npu
HT 15 Xxonecmaz moocem Obimb OUCCOYUUPOBAHHBIM. NPU HOPMAILHOM YDOGHE
ounupybuna ommeuaemcs — BbICOKUU YPOBEHb 2AMMA2NIOKYPOHUNMPAHCNENMUOA3bl
(I'TTII), a makace wenounou gocghamazvl (LL[D), yeeruuenue komopoii modxcem Obimy
nposeIeHuemM 0Cmpo2o paxumd.

Ipu nanuuuu paxumonododbnoeo 3aboneeanus akmusnocms L[ npesviwaem Hopmy 8 5
u 6onee pas. Bwipaxcennocmv mybyronamuu  onpeoensemcs  AeKmpOIUMHbIM
oUCOANAHCOM U NPOABNAEMCA HUSKUM YPOSHEM Kaavyus u ghocghopa 6 cviopomie Kposu.
Cunopom Danxonu modxcem Oblmb KAK NOAHLIM, MAK U HENOIHbIM, ONMUMAILHO OH
onpeoensemcs Kaibyull/KpeamuHuHo8vim u ochop/Kpeamununosoim K03 @uyuenmom
8 pazoeoli (6mopotl) nopyuu Mouu, KOmopwle MO2ym Obimb JLOHCHOOMPUYAMENLHBIMU NPU
HU3KOM YPOGHE JMUX 21eKmpoaumos 6 kposu. llpusnaxu cunopoma @ankonu 6Ki0UaOm
2NIOKO3YPUIO, 2€HEPANU308AHHYI0 AMUHOAYUOYPUIO, NOYEYHBIU KAHANbYEsblll ayuoo3,
Gocchamypuro.  Bmopuunwili  eunepnapamupeo3 — ConpaxceH C  unokaivyemuet,

aunogpocghamemueri u coomeemcmsayrowuUMy UM Karvyuii- u pocpamypuer [1,4,7,9].

PexomenioBaHo onpeencHue KuciIoTHO-ocHoBHOTO coctosiaus (KOC) kposwu [1,4].
(Cuna pexomennannu C; ypoBeHb Y0eAUTEJILHOCTH I0Ka3aTeabCTB 1)
Kommenrapuu: V wue nevennvix 6onvnvix KOC kposu xapakmepuzyemcs oeghuyumom
ouxapoonamos. Ilpu ocmpom meuenuu HT 14 ommeuaemca memabonruyeckuil ayuoos 3a
cuem Hapyulenus Komnencayuu ouxapoonamamu. Moocem 6biA61AMbCA 2UNO2TUKEMUS,
KOMOpasi C6A3aHa C Ne4eHOUHO-KIeMOYHOU HeO0OCMAamoyHOCmblo U  UCMOUeHUuem

3anacoe 2iuKozeHa 6 nevyerHu ujiu 06yCJZ06]Z€HCZ SUNEPUHCYTIUHUSMOM.
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PexomeH10BaHO HMCCIIeIOBaHNE CUCTEMBI CBepThiBaHus kposH [1,4,7,9,10].

(Cuna pexomennanuu B; ypoBenb yoenquresbHOCTH J0Ka3aTeabcTB 1)

Kommenrapuu: Koazynoepamma neobxoouma onsa eviasnenus eumamur K—3asucumoii
KOa2yionamuu, Komopds Xapakxmepuzyemcs 0euyumom 6cex neueHouYHbiX (axkmopos
ceepmuiganus (I, 'V, VI, X, IX, XI, XII), yonunenuem npompomoOUHO8020 U
AKMUBUPOBAHHO20 YACTMUYHO20 mpomboniacmunosozo epemenu (AYTB), cuudcenuem
npompomMoOUuUH06020 uHoekca, guopunozena, aumumpomoébuna Il Koaeynonamus uawe
ecmpeyaemcs npu ocmpou mupozunemuu (HT 14), npomexaem 3nauumenvno msoxcenee,
uem npu Opyeux OONe3HAX neuyeHu, npu SMOM AKMUSBHOCMb MPAHCAMUHA3 U USMEHEHUs
cooeparcanusi OUIUPYOUHA MO2Ym ObIMb BLIPANCEHBI YMEPEHHO U He COOMEEMCmE08ams
msdcecmu cocmosHus pebenka. Boicokaa cmenens yumonusa (kax 3a cuem ACT, mak u

AJIT), scmpeuaemcs peoxo [1,4,7,9,10].

2.4 UHCTPYMEHTAILHAA IMATHOCTHKA

PexomeHioBaHa yJbTPa3ByKOBas ITUArHOCTHKA OPraHOB OpPIOIIHOW IOJIOCTH, B TOM
qKCIe, C IONIUICPOBCKUM KapTHPOBAHUEM COCYIOB OPTaIbHOM cuctemsl [4,10,12].
(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapum: ynbrpasBykoBasi auarHoctuka (Y3H4) noseonsem evisigumov ougghysuvie
U3MEHeHUs. NeYeHU HA PAHHUX CMAaoUsX, HAYalbHble NPUSHAKU NOPMALbHOU 2UNepmeH3uU
8 6ude CnieHoMe2anuu, pACWUPeHus B0OPOMHOU U CeNle3eHOYHOl 6eH, 2unep- U
2UNOIXO2EeHHble Y3/bl 8 NeueHu, JAUMPOY3Ibl 8 B0pPOMAX NedeHU, 2UNEPnIa3ulo
NOOJCENYOOUHOU JHcelle3bl, VeeauueHue pasmepos nodex, Hapyuienue ouggepenyuposxu

clloes.

PexomenioBano npoBeaeHue sacrorpaduu neuenu. [1,4,5,6].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
Kommentapuu: @ubposncmoepagusa - onmumanohvlil HEUHBAZUBHBLU YIbIMPA38YKOBOU
MemoO KOIUYECMBEHHOU OYeHKU NJIOMHOCIMU MKAHU NeYyeHU, NOo360.em ONnpeoeums

agpgpexmusnocms mepanuu.

PexoMeHI0BaHO MCIONIB30BaHUE KOMITBIOTEPHON TOMOTpaduy, MarHUTHO-PE30HAHCHON
TomMorpad C MAarHUTHO-PE30HAHCHOM  XosaHruomankpearorpaduert  (MPXIII)
[1,4,5,6,11].

(Cuna pexomennannu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
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KommenTapuu: /[lanuvie memoosl eusyanuzayuu HeoOX00uMbl O UCKIIOYEHUs
npoyecca  MAnUSHU3AYUU, — HANpUMeEp,  NpU  NOOO3PeHUu  Ha  Popmuposanue
2enamoyennionsipHol KApYUHOMbl, PUCK KOMOPOU OYeHb @eaux npu nokazamensx ADII,

npesvlularux HoOpmy 6 COmHRuU u oasice muicsaqu pas.

PexomentoBaHo MIPOBE/ICHHUE PaTuOU30TOITHOTO UCCIIEIOBaHHUS MeUYCHU
(remarocuuHTUTpadusl CTaTUYECKas W JUHAMUYECKAs, TrenaroOWIucCHuHTHrpadus) u
nouek (peHociuaTUrpadus) [1,4, 6,11].

(Cuna pexomennganuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
Kommentapun: Memoo couemaem He mMOAbKO BU3VAIU3AYUIO, HO SGIAEMC U
@PyHKYUOHATbHLIM  UcCTedo6anuem. Hapywenue eHympuxiemounoeo mpancnopmad,
aKcKpeyuu  paouogapmnpenapama (P®II) ¢ ocenuvro, nymu evigeoenusi e2o u3
opeanuzMa, 6 MOM uucie, NepepacnpeoencHus NeYeHvb/Cele3eHKa Npu Cmamuyeckoll
eenamocyunmuepaguu, euneppurcayus PDII 6 cenesenke 6oree 15% senaomes
NPU3HAKOM NOPMANLHOU SUNEPMEH3UU. YUaCmKU CHUINCEHHO20 HAKOWIEHUs — Mo
AHCUPOBASL U COCOUHUMENbHAS MKAHb, KUCMbL, A0EHOMA (00OpOKA4eCmeeHHas ONnyxXob),
V37l peceHepayuu ¢ NOHUNCEHHOU 8ACKYIAPUIAYUETL.

Penocyunmuepaghus noseonsiem ougpepenyuposano oyenums QyHKYUuo npagot u 1esol

novex.

PexomennoBaHO uUcCClIEIOBaHMS MHMHEpPATbHOM IJIOTHOCTH KOCTEW (MpoBeleHUE
JCHCUTOMETPHH, KOTOPYIO IIeIeCOO0pa3HO codveTaTh C ONpEeIesIieHHEeM KOCTHOTO
BO3pacra). [6,9,11].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapuu: Zccieoosanue nposodumcs y oOemeti ¢ NPUHAKAMU MYOYIONAMUL:
U3MeHeHUeMm 1abopamopHbix nokasamerne, PaxumonooooHvIMU KOCMHbIM
oehopmayusamu. Penmeenocpaguueckoe onpedenenue KOCmHO20 803pacma HA3HAUAIOM

oemam cmapuie 2 1em, OeHCUMOMempulo — Kak npasuio, 0emam cmapuie 5 jiem.

PexomenioBana peHTreHorpadus Kocrei ckenera [4].
(Cuna pexomenganuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

Kommenrapuu: /loxazana npu nianupyemou opmoneouteckol Koppekyuu.

PexomeHnioBaHa 1o moxasaHusiM peHTreHorpadus rpyaHoi kietku [4].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
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Kommenrapuu: Zccnedosanue noxazano 6 cayuae npogedeHus HOOHAPKO3HbIX
uccnedo8anul, npu Haauyuu KAUHUYECKUX nposGIeHuUll ovixamenbHOU

HedocmamouHocmu, KapduOMuonamuu.

PexomenmoBana o noxazanusim DKI', sxokapauorpadus [4].

(Cuna pexomenngannu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapun: /[lannvie memoovl no3601110m OYeHums Mop@ho-QyHKYUOHAaIbHOe
cocmosiHue cepoya U MAaKdce HeoOX0O0UMvl NpU  NPOBedeHUU  NOOHAPKOZHBIX

ucceoo8anui.

2.5 Uuasi AMArHOCTHKA

PekoMeHIylOTC ~ KOHCYNbTAlMM  CHELMANUCTOB (IO  TOKa3aHUsAM) TE€HETHKa,
odranpmoniora,  HEBpoOJIOTa,  JAWETOJNOra,  KapauoJiora,  Jioromneaa-aedexroora,
HelpoopTonena MalMeHTaM ¢ TJIyTapoBOM auuaypued tum |, MMeromuM HapylleHHs
(GYHKIIUH COOTBETCTBYIOIIMX OPraHoB U cucteM [1,4].

(Cuna pexomennanuu C; ypoBeHb y0eTUTEJIBLHOCTH A0Ka3aTebCTB 1),

C IMarHOCTHYECKOM IeNIbI0 PEKOMEHIOBAHO MpoBeacHue ouoncun neuenu [1,4,6,10].
(Cuna pexomennanuu B; ypoBeHnb yoenquTesbHOCTH J0Ka3aTeabeTB 1)
KommenTtapuu: Ilpu noemopuom nooveme anvgha-gemonpomeuna u nodo3penuu Ha
eenamoyennonsipuyro kapyuromy (I'LIK) credyem so30epacamovcst om buoncuu neveHu 60

uzbedcanue 2emamo2eHHo20 3aHocd U memacmasupoeaHusl onyxoaiu.

2.6. luddepeHumanbHasi AUATHOCTHKA

Octpyto HT 1 pexomennoBano auddepeHuupoBaTh € APYTMMHU HACJEICTBEHHBIMU
HapylIeHUsIMM  OOMEHa  BEIIECTB, OCOOCHHO TPHU HAIWYMHU  COIYTCTBYIOLIETO
CEeNTUYECKOTO COCTOSIHUS, PE3UCTEHTHOTO K Tepanmud aHTHOMOTMKAMHU IIHPOKOTO
cmekTpa  JeiictBui.  Bupyc-accoumpoBanHble — 3a0oineBaHusi  (TepIiec-TPyIIIbL:
UTOMeErajgoBupyc, dnmteitna-bapp Bupyc, reprec 1, 2 u 6 tunos), TORCH undexunn
He uckiarovaoT Haauunsg HT1 tuma [1,4,11].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

['unepMeTHOHUHEMHIO PEKOMEHIOBaHO IU(QEepeHIUpPOBaTh € TOMOIUCTUHYPUEH,

0oJie3HsIMU MeTa00IM3Ma METHOHUHA, JCKOMIICHCHPOBAaHHbBIM 1ppo3om [1,4,11].
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(Cuna pexomennannu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

JlnarHOCTHUYECKU TIOUCK IIPU FEeNaTOMErajlui U IelaTuTe peKOMEH0BAHO MPOBOJIUTS C
rajakTo3emMuel, ppyKkTo3eMHuen, HEemepeHOCUMOCThI0 (hpyKTO3bl, Oone3Hpi0 HumanHa-
[Tuka, Oone3Hpl0 BuibcoHa, HEOHATAIBHBIM TEMOXPOMATO30M, TeMO(]aronuTapHbIM
JTUMQPOTUCTUOLUTO30M, MHUTOXOHAPHAIBHON LUTONATHEN, BPOXKACHHBIMU OOJE3HIMHU
TJIMKO3WINPOBAHMUS, neduuTom TpaHcajbA0Ja3bl, arieTaMHHO(EHOBOM
(mapameraMoJOM) HMHTOKCHKalueH, WHQEKIUSIMH (CETCHUCOM,  CaJbMOHEIIE30M,
TyOepKyie30M, Teprec-BUPYCHOH, B TOM 4YHCIE, MTOMETAJIOBUPYCHOW HH(pEKIue,
BUPYCHBIMH renatutamu A u B), oTpaBiienuem rpudamu, JeKapCTBEHHBIMH CPEICTBAMU
Ha PACTUTEIILHOW OCHOBE. ['eHepasM30oBaHHAs aMHUHOALMIEMHUsS 4YaCThblii IPU3HAK
MEYCHOYHOW HEIOCTATOYHOCTH, HapylieHus GyHkiuu accumusnuu [1,4,6,7].

(Cuna pexomennanuu C; ypoBeHb y0eTUTEJILHOCTH A0Ka3aTebCTB 1),

[Topaxxenue mouek nmpu HT 1 pexomennoBano muddepeHunpoBaTh C LHUCTHHO30M,
cuaapomoM Lowe (okymonepeOpopeHanbHast AUCTPOGUS), MOYECUHBIM KaHAJIBIEBBIM
aruao3oM, cuHapoMoMm @ankoHu. Ilpu paxuTOmONOOHBIX W3MEHEHHMSX CKeleTra
PEKOMEHIOBaHO MCKIIOUaTh runodocdaraszuio (HU3KUI ypoBeHb LIENOYHON (ochaTazpl
u dochopa B ceBopoTke), mepunut BUTamMHHA D (HYTPUTUBHOTO U TEHETHUYECKH
o0ycnoBneHHoro), cuaapom Dankonwu [1,4,9].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

HeBponoruyeckue Kpu3bl peKOMEHAOBaHO MuddepeHImpoBaTh OT TPOSBICHUH OTeKa
MO3ra H KpPOBOHMBIMSIHUE, OaKTepUAIbHOTO MCHUHIUTA, TUICPHATPUHEMUYECKOTO
00e3BOXKHMBaHUS, OCTPOU TIepeMexatoreiicst moppupun [1,4,9].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

IIpy M30IMpPOBAaHHOM THMIIEPTUPO3UHEMUH PEKOMEH/IOBAHO HCKIIOYAaTh HapyIICHHE B
OUIIEBOM  palroHe  (NOBBIIICHHOE  yNOTpeOJeHWe  THIIEBOrO  Oenka),  4To
COIMPOBOXKJAETCS  COCTOSIHUEM  TPAaH3UTOPHOTO  THUPO3HMHO33,  (DYHKIHMOHAJIBLHOU
HeocTaTouHOCThIO pepmenTa FAH. Takxe pekoMeHI0BaHO UCKITIOYATh THPO3UHEeMuH ||
u |l TumoB, npyrue Oone3HM TEYEHHM C HAPYIIEHHEM CHHTETHUECKOW U
JCTOKCUKAIIMOHHOU pyHKIuu. [1,2,8].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIbLHOCTH I0Ka3aTeabCTB 1)

THocunopomuulil ougpepenyuanvrovlil Ouazno3 ompadxcer 8 npunoxceruu 1 2.
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3. Jleuenue

3.1 KoncepBaTuBHOE JIeUEeHHE

JIns nedeHus] HACIEACTBEHHOW THUPO3WHEeMHHM TUI | peKOMEHJO0BaHA MOXH3HCHHAsS
naroreHeTuueckass tepamust mpemaparoMm  Hutusuaon”  (NTBC,  2-(2-mutpo-4-
Tpudmoopomermindensonn)-1,3-muknorekcanennon), kogq ATX -A16AX. B coueTanuu ¢
HU3KOOCIKOBOW JMETOW M HAa3HAYCHHEM CICIMATM3HUPOBAHHBIX MPOJAYKTOB Ha OCHOBE
cMecell aMMHOKHUCIIOT, HE COJIEPIKaIuX TUPO3uH U ¢eHunananux [2,8,9,10].

(Cuna pekoMeHIannu A; ypoBeHb Y0eIUTEJIHLHOCTH I0Ka3aTeabeTB 1)
KommenTapuu: /[nia Oonvuteti 3¢hghexkmusHocmu neuerus HUMU3UHOH YenecooOpazHo
UCnonb308amsb  HA  CMAdUu, npeouwecmsyrouel  pazeumuro  2enamoyeriionrapHol
Kapyuromvl. Mexanuzm Oeticmeusi npenapama 3akioyaemcs 8 mom, Ymo oH O10Kupyem
4-2udpoxcugenunnupysam OuoKcuzenazy u npenamcmeyem o0pa308aHUI0 KOHEUHbIX
MOKCUYECKUX Memadonumos, ypoeeHb MUpPO3UHA 6 CblBOPOMKe KpOU NPU IMOM
nosvluwlaemcs, 4mo AGIAEmCcs CMpOo2UM — NOKA3AHUeM Ol O2paHudenus 6 oueme
HamypaivHo2o nuwjegoco bOeika, a emecme ¢ HUM U enuraranuma  (Kax
npeouleCmeeHHUKa mupo3una) u mupo3una. /lechuyum 6enxa Komnemcupyemcs nymem
Ha3Ha4eHus CNeyuaIu3upoSaHHoOU OUemyl ¢ 02PAHUYEHUEM IMUX AMUHOKUCIOM.

Joza Humusunona noobupaemcs UHOUBUOYAIbHO 8 3a8UCUMOCTIU Om I exmusHocmu,
KOmMopas oyeHusaemcsi no YPOBHIO CYKYUHUIAYEMOHA 8 MouYe U KpOBU, U YPOBHIO
muposuna & cvlgopomke kposu. Ocmpas Gopma muposunemuu (HT 14) mpebyem
Ha3HauyeHus HUMU3UHOHA 6 003e 2 Me/Ke, No Mepe pocma U YeeaudeHus Maccol mena
pebenka 0o3a cHudxcaemcs 00 I me/xe.

Tloooepoicusarowas mepanesmuueckas 0o3a npu HT 1A cocmasnsem 1 me/xe/cymku, npu
HT IF nauanvnasa ooza 1-1,5 me/xe/cymxu, eciu yposenv muposzuna mernee 600-800
mrMonw/n, cymounas 0oza oaemcs 8 00uH-08a npuema Hymps. Ilepuoo nonyevigedenus
cocmasnsem 54 uaca, umo no38oaaem peKoMeH008ams 0OHOKPAMHbIL NPUeM CYMOYHOU
003vl. Koppexyus 003bl HUMU3UHOHA NPOBOOUMCS 8 3A8UCUMOCIU OM OUOXUMUYECKUX
nokaszamenei u Hapacmanus maccel mena pebenxa. Oxono 10% 6orvHbIX Ha Mmepanuro
HUMU3UHOHOM He OMm8eyarom, yYmo ONpeoesiemcs pe3yibmamami OUOXUMUUECKO20
MOHUMOpUHeA (CYKYUHUIAYEMOHA 6 Moye, (QYHKYUOHANbHble NpoObl neueHu, aibga-
gemonpomeun  (APII). Takue  nayueHmvl  AGIANOMCA  NOMEHYUATLHLIMU

npemeHdeHmaMu HA Mparcnjianmayuro ne4ernu.
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Ilpu evicokom ypogue Ounupyouna (>100 mxmonv/n) u ocmpou NeYeHOUHOU
HeooCmamoyHocmu 8 couemanuu ¢ eunepammonuemuer (> 100 mxMonv/n) He
UCKI0Yaemcs HeoOX00UMOCMb 8 IKCMPEHHOU MPAHCNIAHMAYUU NeYeHU.

CHudicenue YposHs CYKYUHULAYEMOHA HA (hOHe mepanuu HUMUZUHOHOM NPOUCXOOUM 8
meuenue 24 uacos, KOHYeHMpayus AMUHOKUCIOM (MUpo3uHa u GeHunaianuna)
NOBLIUAENCSL 8 3A8UCUMOCIU  OM KOJUYECMEd NUuedo2o HamypaivHoz2o beaxa. ADI
CHUMICaemcsi MeOIeHHO U 3A8UCUM O HAYATIbHBIX KOHYeHmpayutl, He ce20a 0ocmuzaem

HOpMbL.

PexomMeHI0BaHO yBeMMYEHHUE 036l HUTHU3MHOHA N0 2 MI/KI/CYTKH TPH OTCYTCTBUHU
MIOJIOKUTEIbHON TMHAMUKH I0Ka3aTelell KoaryJorpaMMbl U YPOBHSI CYKLIIMHUJIALIETOHA B
MOYE B TEYCHHUE 2 HEJEIb, COXPAHSIIOIIEMCsl BHICOKOM YpOBHE TUPO3UHA B KpoBH (Oojee
800 MkMoutw/i). JleueHre HUTU3MHOHOM JIOJDKHO OBITH HENIPEPBIBHBIM. B Xo1e Tepanuu
IIpernapaToM KOHIIEHTpalUsl TUPO3MHA YBEJIWYMBAETCS, NEPEPBIBBI B TEPANUU TPO3ST
pa3BUTHEM TUPO3MHEMHUYECKUX KPHU30B (MOPPUPHHONOJOOHBIX HEBPOJOTHUYECKHX
KpH30B, Manurauszanueit). Pexomenayemas konuentpauus NTBC B mmasme 30-50
MKMonb. [letn ¢ oxupeHueM TpeOyioT MOIepKaHUs YyThb MEHbIIEH KOHIICHTpaluu
nperapata Ha 1 Kr Beca, B cpeHeM 35 Mr/M%/aeHb. I EKTHBHOCTE JeUEHHs 3aBUCHT OT
CPOKOB YCTAaHOBJICHHS JIMarHO3a U CBOEBPEMEHHOT0 Hauana jgedeHus. Y 90% nanueHToB
Ha (QoHE TmpueMa HUTH3MHOHA T[E€YEHOYHAass  HEAOCTaTOYHOCTh  CTAHOBHUTCS
KOHTPOJIMPYEMOM, BHEIICUCHOYHBIC IIPOSIBICHUS, KAK IPAaBWIO, KynUpyrTcs. MupoBoi
onbIT npuMmenenns HutusnHoHa (NTBC) y nmereii, HauaBmIMX nedeHrne B Bo3pacte 10 2
MECSLEB JKU3HM, MOKA3aJl, YTO PUCK Pa3BUTHUS y HUX IENaTOLEIUIIOJISIPHON KapLIMHOMBI
camkaercs ¢ 40 1o 5% [1,4,9].

(Cuna pexkomMeHaanuii A; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

PexomMeH10BaHO yCHJIMTH OrpaHudeHust oomiero Oenka B auere (1-1,5 r/kr/cyrku) npu
MOBBIIIIEHUU COJACPKAHMSI THPO3WHA B KPOBU U MPHU OTCYTCTBUU JICUCHHUS HUTU3MHOHOM
[1,8].

(Cuna pekoMeHIannu A; ypoBeHb Y0eIUTEJIbLHOCTH I0Ka3aTeabeTB 1)
Kommenrapuu: Ilompebnocms 6 Opyaux He3amMeHUMbIX AMUHOKUCIOMAX 80CNONHACCS
HazHawenuem CReyualusuposanHulx cmeceli Oe3 Mupo3uHa U QeHulanlanuna, umo
n0360Ji5em NoGbICUMb KEOmMy nompebOieHus 6eaka u 000umvbcs HOPMAIbHO2O0 pOCma U
pazeumus pebenKa, a makdice CHUUMb KOHYEHMpAyuio MmMupo3uHa 6 Cbl8OPOMKe,

YMeRbUIUMb Yacmony U 6blpaAHCEHHOCNIb 603MOINCHbBLX noHOoUHbIX 39bgb€Km06.
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Ocnosnvle NPpUHYUNsbL oOpcanusayuu JneyebHo2o numarus, npumepsvl pacuemoes Uu

ungopmayuonnvle mamepuanvl npedcmasnensi 8 Ilpunosxcenuu I'3.

PexoMeHI0BaHO TPOBOJUTH KOHTPOJIb TEPANUU B TCUCHHE IMEPBOUM HEICTH JICUCHUS
[1,4,9,10].

(Cuna pekoMeHIannu A; ypoBeHb Y0eAUTEJIbLHOCTH I0Ka3aTeabeTB 1)
Kommentapun: Kowmponio noonexcam creoyrowue nokazamenu «kposu: KIJC,
@ynxyuonanvuvle  npobwer  newenu  (ounupyouw,  AJT, ACT, ITTII -
2aMMA2TIOMAMUTMPAHCNENMUOA3a, wenounas gocamasa, anbOymun), Koazyroepamma
(IITH, AYTB, ¢ubpunocen), mouesuna, 31eKmpoiumol, KpeamuHuH, Kaivyui, gocgop,
KIeMOUHbIll COCMA8 Kposu, aMUHOKuciomuwvliti cnekmp, A®@II, cykxyununayemon, no
sozmooicnocmu, kouyenmpayus NTBC, npu ocmpou neuenounoii nedocmamounocmu —
OONONHUMENbHO ONpeoeleHue aMMOHUs, 2NI0KO3bl, d Makxyce NoKazamenu Moyu:
2N0K03d, AMUHOKUCTIOmbL, Gocghop- u Karvyuii/kpeamununosvie KodIQDduyueHmol,
anbOyMuH, 6enok, bema-2-muKpoziooyiuH.

B oanvuetiuwem nocie Hopmanuzayuu noxasameinei UHMepP8aAsl Mexcoy Ucciedo8anusmu

cocmaensem He menee 6 MecAyes.

PekoMeHOBaH 1O TMOKa3aHWUSIM KOHTPOJb ypoBHS (oiaroB, BUTaMuHA Bio,
CBIBOPOTOYHOTO 3kemne3a u (eppuruna, ButamMuHoB A, E, D, MUKpO3/IEeMEHTOB celeHa,
nunka, meau [1,4,8].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapun: @onamvi kpoéu KOHMpPOIUpYIOmM NpU HAPYULEHUAX Ceepmbleaioujel

@DYHKYUU KPOBU U C Yenblo OUPPepeHyUaATbHO20 OUASHO3A KOA2YIONAMUIL.

PexomenyeTcsi KOHCYabTaus oQraabmosiora (OCMOTpP C MOMOIIBIO IICIEBOM JIAMIIbI)
[1,4,10].

(Cuna pexomennanuu C; ypoBeHb y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapuu: Ocmomp credyem npogooums 00 HAYAIA MEOUKAMEHMO3HOU mepanuu
u uepez Mmecsy nocie Hayaia JaedeHus. Tax Kak 803MOMNICHbI NoOOuHble 3phexmyl
HUMU3UHOHA - KOHBIOHKMUBUM, HNOMYMHEHUEe PpPO208UYbl, Kepamum, c8emobosi3Hby,
0bpamumas 1elUKoneHus, 2paHyioyumonenus u mpomooyumonenus. Pesce ommeuaromes
Jletikoyumo3s, oneghapum, KONICHbIU 3)0, IKCHOIUAMUBHBLU OepMAMUM, IPUMEeMaAmMO3HAas

Cblnb.
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[Ipu nedernn OONBHBIX THUPO3MHEMHEW HE PEKOMEHIOBAHO TPUMEHSTh OEITKOBBIC
npernaparsl U mpou3BoIHbIe kKpoBH [1,2,3,4,10].

(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)
Kommentapuu: [lpoussoonvie Kpogu NpUMeHAIOMCS UCKIIOYUMENLHO NO HCUSHEHHBIM
NOKA3AHUAM NPU NPOGEOeHUU IKCMPAKOPHOPALLHBIX MEMOO08 OeMOKCUKAYUU, 3AMEHHOM
nepeiusaHuy Naasmul, UCKIIOUAIOMCA Npenapamvl HaA OCHO8E AMUHOKUCAOM (8 MOM
yucne 2enamonpomeKkmopsbl HaA OCHO8e A0eMeMUOHUHA, OPHUMUHA U Op.). Bakyunvl u
CbIBOPOMKU MO2YM  UCNONb3086AMbCA 6 Clyuae KpauHell HeoOX0OUMOCmuU U nocie

HA3HA4Y€eHUA HUMu3uHoHd.

He pexomMeHn0BaHO TPUMEHATH MapareTamMoll U Ipyrue MeAUKaMEeHTO3HbIE MpenaparThl,
BBIBOIAIINECS U3 OPraHM3Ma IPEUMYIIECTBEHHO MeueHOYHbIM TTyTeM [1,2,3,4,10].

(Cuna pekoMeHIannu A; ypoBeHb Y0eIUTEJIHLHOCTH I0Ka3aTeabeTB 1)
KommenTapuu: [llapayemamon skckpemupyemcs uepe3 cucmemy yumoxpoma P450.
Huazenam, npenapamel 6anvnpoegoii KUCiIomvl U Opyzue npenapamvl ¢ NedeHOYHbIM
nymem mMemaoboauzmMa Mo2ym 6vi36ams Nepedo3uposKy u yxyouienue QYHKYUOHAIbHO2O

COCMOARUA ne4Yeru.

3.2 Xupyprudeckoe JeyeHue

[Ipu mporpeIMeHTHOM TEYEHUHU MAaTOJOTHYECKOIro IMpollecca B MEUYEHH PEKOMEHI0BaHa
TpaHCIUTaHTarwus nevexu [4,7,8].

(Cuna pekoMeHIannu A; ypoBeHb Y0eIUTEJIHLHOCTH I0Ka3aTeabeTB 1)
Kommenrapuu: B cocmosanuu  ocmpou — neueHouHou  He0OCmAamouyHOCMU
MPAHCNIAHMAYUIO NeYeHU NPO8OOAm NpU YCIO8UU, eClu NpoPUIb KOAyiayuu He
yayuwaemcs uepes 1 Hedento neueHus. B cocmoanuu XpOHUYECKOU NeYeHOYHOU
He0OCMAamoyHocCmu — NOKA3aHuem Ol MPAHCNIAHMAYUU  nedeHu  A6IAemcs
2enamoyentoNapHas KapyuHomd, d UMEHHO peyuoud MnoebluleHUs YPO8HA dalbgha-
(emonpomeuna u/unu OeKoMneHcayus Yuppoza neueHu, Npu KOMOPOM 8e0yuuUMU
aenAOmMea paznuunvie memoowt guzyanuzayuu (MPT, KT), nosgnenue y3108 ouamempom
oonee 10 mm u Koruuecmeennoe ux yeeauuenue. buoncuu ysnoe credyem uzbecamv 6
c8sA3U ¢ puckom memacmaszuposauus. Pewenue o mpauncnianmayuu nevexu

npuHumaenicsl KOHCUIUYymom epaueﬁ.
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e PEeKOMEHIOBAHO HA3HAYEHHWE HUTU3MHOHA IIepe] IUIaHUPYEMOW TpaHCIUIAHTALMER
neyeHu npu renatouestoiasipHoi kapuunoMe (I'LIK), BbIsiBIEHHON HA MO3HUX CTATUSAX
HT 1. [4,7,8].

(Cuna pekoMeHIannu A; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabeTB 1)

4. PeaOnauranus

Pexomenoosanvi pea6uﬂumauu0HHble meponpuiamus, HANPAeGJIEHHble HA YJIYydUuleHue

@DYHKYUU neyeHU, cOCMOsHUS HEPEHOU CUCTeMbl, KOPPEKYUIO CKeleMHbIX OeopMayuil.
5. IlpouinakTuka ¥ JUCHIAHCEPHOE HAOIIOeHHEe

S. 1.ITpopnaakTuka

IIpoghunaxmuueckue mepvl 6KIOUAIOM MEOUKO-2EHEMUUECKOe KOHCYIbMUposanue u
npenamanvHylo  ouacHocmuxy. Cemvsam, umerowum pedenka c¢ HTI pexomendyemcs
KOHCYIbMAyUsi 2eHemuKa, KOmopbili MOX*Cem NOACHUMb 2eHemuyecKue pucku 0aa cemvu. Kaxk u
npu Opyeux aymocomHo-peyeccusHuix 3abonesanusax npu HT1 ona kaxcoou 6epemeHHocmu puck
podicoenust pebenxa cocmasisiem 25%. B cemwvsx, 20e ecmv 601bHOU pebeHOK, cyujecmeyem
B03MOINCHOCHb NPOBEOEHUS. NPEHAMANbHOU U NPEUMNIAHMAYUOHHOU OUASHOCMUKU.

Ilpenamanvuas ouacnocmurxa HT1 6o3mosicna memooamu npamotl uiu xoceenuou [JJTHK-
Oouazcnocmuxu oopaszyos /[HK, evidenennou uz duonmama eopcun xopuona Ha 9-11 neodene
bepemeHHOCIU UW/UnU KIemoK amHuomuyeckou sxcuokocmu Ha 20-22 nedene bepemenHocmu.

Llenecoobpasno npoooumv CcereKmusHblll CKPUHUHE HOBOPONCOEHHBIX NPU HATUYUU
OMALOUWEHHO20 HACIEOCMBEHHO20 AHAMHE3A, cMmepmell MAdOeHye8 8 ceMbe Om Cencucd,
BHYMPUIICENYOOUKOBBIX UMU UHBIX KPOBOUZNUAHUU U KpOBOMeYeHul, cmepmeti Oemeti Om
HEeYCMAaHOBIeHHOU  ocmpoll  neueHouHou  Heoocmamounocmu.  CenleKmuHulll  CKPUHUHE
3aK0YAemcs 8 UCCIe008aHUU YPOBHS CYKYUHUIAYEMOHA 8 MouYe U/UlU KpOo8U KAk npu
POdAHCOEHUU, MAK U Yepe3 Heoello U Yepe3 MeCay NOCie POHCOCHUS.

Heonamanwvnuiii ckpunune 6 Poccutickoul @edepayuu ne npogooumcs.

5.2. lucnancepHoe HAOJII0ICHUE

IIpodondcumenvhocms — 20CNUMATU3AYUY  3ABUCUM  OM  CKOPOCTU gepugpuxayuu
ouaznosa u Havana cneyuguyeckou mepanuu. Omeem Ha nedenue HUMUZUHOHOM OMMeYaemcs 8
nepgvle Onu. IlpoodonsxcumenbHocms 2OCRUMATUAYUL 3ABUCUM OM CKOPOCMU 80CCMAHOBIEHUSL
nokasameieti Koa2ynoepammsl u 0oviuno cocmasusiem 30 Ouell.

Hemu 6 6o3pacme cmapwe 2oda Hauboree €AcmMo, 00 YCMAHOBAEHUs OUAcHO3a,

cocnumanuupyromcs no I’lO@Ody cenamuma, 00beMH020 06pa306aHu;1 nevyeHu 6 xupypeudeckoe
20



omoelieHue, obpawaiomcs — 3a  KOHCyIbmayuell K  OHKOLO2Y,  UHQEKYuoHucmy  u
2acmpOoIHMeEpPONo2y — 2eNamonoey.

IIpogedenue oughghepenyuanvHol OuazsHOCMuUKY, YCMAHOBNeHUe OUACHO3A U HA3HAYeHUe
cneyuguueckol mepanuu  cokpawaem cpok eochumanusayuu. Ha ¢one Haznauenus
HUMUZUHOHA NPOOOIHCUMETbHOCTb CMAYUOHAPHO20 NedeHUsi 0ObIYHO He npesviuiaem 14 Ouell.
Ilayuenmos co cmabuibHbIMU NOKA3AMENAMU MOHUMOpUHea Mmemabonusma u ypoeus ADII
MOXMCHO HaAOII00amsv 6 amMOY1amOPHO-NOTUKIUHUYECKUX VCIOBUAX U 6 OHEBHOM CMAYUOHApe
(OnumenvHocms eocnumanuzayuu He menee 10 cymok).

Vavmpaszeykoeoe ucciedosarnue OprOwHOU NOIOCMU OONHCHO NPOBOOUMbCS KAdicOvle O
mecayes, a MazHumuo-pe3oHancHas momoepaghus (MPT) neuenu edxce2o0no, eciu 8via61A0MCA
no0o3pumenvHvle  y3108ble  00pPA308aHUS,  NOKA3AHbL ~ MemoObl  BU3YVANUZAYUU  C
koumpacmuposarnuem (KT,  MPT,  paououzomonnoe  ucciedosanue),  no3goasOUUE
noomeepoums  2enamoyelioNapHyo  KapyuHomy. Ypoeens anvgha-ghemonpomeuna 00J14CeH
KOHMPOAUposamvcs kaxcovle 3-6 mecayes, a nosmoproe nosviuternue APII 0ondxicno caysrcums
nooo0oM 071 yenyoneHHozo obcnedosanus Ha npeomem [I[K. [loxazana xoncyromayus
0emcKo20 OHKOI02A.

Konmponv mepanuu numusunonom 6xmouaem onpeoeieHue YpO8Hs (DeHUNaNaHUHA U
muposuna. Ilpu nuzkom (menee 20 mxMonw/n) yposHe ¢henunrananuna HeobXo0UMO ygenudernue
benxa 8 oueme. Yposeno muposuna dxceramenbHo yoepaicueams 6 ouanazone 200-400 mxMonw/n,
umo He NO360Jslem NOAGUMbBC NOOOUHBIM d¢hgexmam. Heocenamenvrvie 3¢hghexmol 6 6ude
GdomoboasHU U uyecmea «necka 6 2na3axy NOAGNAIOMCA NPU YBeIUdeHUuu KOHYeHmpayuu
muposuna 8 cvisopomre kpogu eviute 800 mxMonv/1 u 00ycioeieHo He cmonbko Oeticmeuem
HUMU3UHOHA, CKOIbKO HAPYWEHUeM Ouembl U HU3KOU KOMNIAeHMHOCIbI0O pOOUmenell.

3abonesanue Oemeil, umeOWUX NEYEHOUHYIO HEOOCMAMOYHOCMb, HACMO NpomeKaem
KpaiiHe mMSdiCeNo ¢ BblpadCeHHol Koazyronamuei u acyumamu. Hasznauenue Humusumona
nPUBOOUM K KIUHUYECKOMY YIVUULEHUIO 8 MeYeHUe HeCKOAbKUX OHell, npu 3mom 90% nayuenmos
omeeyarom Ha mepanuro. Eciu koazynoepamma we ynyuwaemes ¢ meuenue 1 Hedeau, mo 003y
HUMU3UHOHA cledyem nogvicums. Ha ¢one neuenus y 6onvuuncmea oemeil, Komopbvle umerom
KAIUHUYeCKUe NpOSGNIeHUs Yuppo3a U NOPMAIbHOU 2UNepmen3ul, JiedeHue Hnpusooum K
KOMREHCAyUU U 0axice pecpeccy yuppomuieckux usmeHeHul.

DYHKYUSI NOUEUHBIX KAHAIbYE8 HOPMAIUZYEMC s, NPeKpaujaromcs, nomepu Kaabyus u
gocgopa ¢ mouoii.

Jleuenue HUMU3UHOHOM 6 meueHue nepevix 3 MecAyed OIHCUHU Nnpeoomepaujaem
pazeumue Kapouomuonamuu, npu 6onee NO30HeM HAuale Mepanuu ee meyeHue Yiyyulaemcs

He3aeucumo om quPMbl 3ab01e6anusl.
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IIpumenenue numusunona obecneyusaem noaHoe Kynuposanue HedpoiocUYecKux Kpuzos
no muny nopgupuu.

Tepanuss numusunonom nepexaovam enomun HT 1 ¢ penomun muposunemuu |1 (cm.
Ipunosxcenue I'l). Ecmecmeennviti x00 pazeumus HT || muna, npedcmasisem coboti
eeHemuyueckuti Oeuyum 4-2uopokcugheHunnupysam OUOKCUSEHA3bl, ABNAEMCA YPE3BbIYAHO
PEOKUM U NIOXO ONUCAHHBLIM 8 Jumepamype, HO 3d0epHCKa UHMENLIeKMYAIbHO20 DA36UMUs
A67151eMCcs 00U eU38eCMHLIM KOMNOHEHMOM 8 CIMPYKMYpe OAHHO20 3a001e6aHUS.

Jleuenue myb6ynonamuu (cunopoma Pankonu) u eumamuu J{-pe3ucmeHmuHo2o paxuma
Haubonee 3¢hghexmusrno nHa pannux cmaousx u exarouaem kpome NTBC naznauenue axmusHwvix
memabonumos eumamuna J{ (kanoyumpuora™®™), npenapamos kanvyus u 08YOCHOBHBIX
gocpamos. Obcnedosanue sxnwoyaem onpedenenue KIJC (pH «xposu, cmanoapmuvix
bukapbonamos, deghuyum oCHOBaHUIL).

Couemanue amunoayuoypuu, 2n0Ko3ypuu, Gocamypuy, noYeyHo20 KaAHAIbYEBO2O
ayuoo3za ceudemenbcmeyem o noaIHoM cuHopome PanKoHu u NPUEOOUm K MANCEIOMY PAXumy,
He(pOKATLYUHO3Y, 2TOMEPYIOCKIEPO3Y U XPOHUYECKOU NOYeUHOl HeOOCMamo4HOCMU.

Obvem u Kpamuocmsv UCCIe008AHUU NpU JledeHUU HUMUSUHOHOM NpeoCmasiensl 6
mabauye 1 u umeem yenvio xax npeoomepawenue ociodxcrhenuu HTI, max u kKowmpois
nobounwvix 3¢hghexmos u paunoro ouacnocmuxy ociodichenuti HT1, I'lIK 6 nepsyro ouepeow.

Tabmmpa 1 - Ilnan MoHMUTOpUpOBaHUS NHapaMETPOB KPOBH M 4acTOTa HMHCTPYMEHTAIBHBIX
UCCIIeIOBaHUH Ha (JOHE KOMIUIEKCHOM Teparnuu

ITocne nepBbIx 6 Mec. U
IlepBsie 6 Mec.
HccnenoBanue Hasano Aatee
Tepanuu 1 pa3/3 | pa3/3 | pa3/ 6 | 1pa3
pasz/mec. Mec. Mec. MecC. | BTOJ
KoHueHTpauus aMuHOKHUCIIOT B X X X
KpPOBH
CyKUMHUIAIETOH B MOYE X X X
KoHueHTpauys HUTU3NHOHA B X X
KpPOBH
Oomwmit ananu3 kposu (Hb, Ht, Plt, X X X
WBC)
HCCIIeIOBAaHUE MTEYEHU U €€ QPYHKIIHA
A®II B CBIBOPOTKE KpOBU X X X
[TpoTpomMOUHOBOE BpeMs X X
YactuuHoe TpOMOOTUIACTHH. BpEMs X X
OounpyonH X +
AJIT/ACT X X +
ITTII X X +
[enounas pocdaraza X X +
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KT umu MPT" | X | | | X
MIOYKH, CKEJIeT

OOmwmii aHau3 MOYH, KpEaTUHUH X X

Jencumerpus (crapiie 4 neT) uiamu X +
Pentrenorpadus

O0CMOTp o(TaibMOJIOra

OcMoTp B 111€JIEBOM JIaMIIe, OLICHKa X X X
OCTPOTHI 3pEHUS

+ = 110 KJIMHUYECKUM JaHHBIM

'MPT [PEAIIOYTUTEIBHEE C KOHTPACTUPOBAHMEM IIpU MOJO3PEHUU HA aIACHOMY, IIpU

0OHapy)KeHHUH Y3JI0B U IS OI[EHKU Pa3MEpPOB TOYCK.

6. I[OHO.]]HI/ITC.HLHaﬂ I/IH(l)OpMaHI/Iﬂ, BJINAIOIIAA HA TCHCHHUEC U UCXO0Q

3200J1eBaHUA

be3 nedyeHnss HUTU3UHOHOM HOIABIIAIOLIEE OOJIBIIMHCTBO AeTel nmorubdaer 1o 15-jmeTHero

BO3pacTa, ONPEACIAIOIINM B IPOTHO3E BISETCA BpeMs e0roTa 3a00JieBaHus, T.€. JIETU C OCTPOH

u noxpoctporr TuposuHemued (HT1A) ymupator no 1 roga. Mcnonb3oBaHre HUTU3WHOHA Oe3

MaTOTeHETUUECKOM AUCTOTCpAllM TAKXKEC MPHUBOJUT K MCIJICHHOMY MNPOTrpeCCUPOBAHUIO

HapylmeHni QyHKIMKY TeYeHH U T0YeK, U3MEHEHHSIM OTIOPHO-BUTaTEIILHOTO amrapara.

KpnTeplm KaveCTBa OLICHKHU MeHHHHHCKOﬁ nmoMoIiu

Ne| Kputepuu kadectBa YpoBeHb YpoBeHb
JAOCTOBEPHOCT | YOeAUTEeIbHOCT
u u
A0KA3aTeNbCT | PEKOMEHIANN I
B
1 | BeinosHeHO onpenesieHne YpOBHSI aMUHOKHUCIIOT U A |
OpPraHMYECKUX KUCIIOT B CBIBOPOTKE KPOBH U
MATOJIOIMYECKUX METa0O0JIUTOB MOYE METOZOM
TaHJIEMHOM Macc-CrieKTpoMeTpuu (MPH MEPBUYHON
JIMarHOCTUKE Jajiee He pexe | pasza B rox).
2 | BeImoyIHEHO OTpeieieHne COIePIKaHUS A |
CYKIIMHWJIAIIETOHA B KPOBH U MOYe (IIpU MEPBHYHOM
JIMarHOCTUKE Jajee He pexe | pasa B ro)
3 | BeimosnHeHo omnpenenenue coaep:kaHus aabda- B I
¢deronporerHa B KPOBH (IIPU MEPBUYHON AUATHOCTHKE
nanee He pexe 1 pasa B ron)
4 | BbINoNHEHO YNbTPa3ByKOBOE UCCIEAOBAHHUE U B I
anmacrorpamma rnedeHu (pu NepBUYHON TUArHOCTUKE
nanee He pexe 1 pasa B ron)
5 | BeimosnHeHa MarHUTHO-PE30HAHCHAsE TOMOTpadus U/ 1iu C I

KOMIBIOTEpHAst TOMOTpadust IEYSHU MPU  TUArHOCTHKE
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renaToLEIUIIOIIPHON KapLIUHOMBI

IIpoBenena Tepanuss HAITA3MHOHOM I10CIIe A I
MOATBEPKICHUS JUAarHo3a

BrInonHeHo Ha3zHauYeHME HU3KOOEIKOBOM TUETHI C A 1
MCIOJIb30BaHUEM CIEIHATM3UPOBAHHBIX MPOIYKTOB 03

(eHnnanaHNHA U TUPO3HHA.

Cnncok JqurepaTtypbl
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ITotanos A.C., Xypkosa H.B., Bapuukuna M.A. Hacnencrsennas tupo3unemus | tuma
(cepust «bone3nu perckoro Bo3pacta or A no S». Corw3 mnemmarpoB Poccum).-
[Mennatpus.- 2012-60c.

2. Bapanos A.A., Hamaszosa-bapanosa JI.C., Boposuk T.D., Jlanono K.C., Bymyesa T.B.,
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disoders of amino acid metabolism, organic acidaemias and urea cycle defects 1987.

24



http://www.fkbook.ru/prod_list.php?ftype=2&par1=10001661&name=%D1%EE%FE%E7+%EF%E5%E4%E8%E0%F2%F0%EE%E2+%D0%EE%F1%F1%E8%E8&page=1
http://www.ncbi.nlm.nih.gov/pubmed/25681080
http://www.ncbi.nlm.nih.gov/pubmed/25681080
http://www.ncbi.nlm.nih.gov/pubmed/24679101
http://www.ncbi.nlm.nih.gov/pubmed/24679101
http://www.ncbi.nlm.nih.gov/pubmed/24498493
http://www.ncbi.nlm.nih.gov/pubmed/24498493

9. Maiorana A, Malamisura M, Emma F, Boenzi S, Di Ciommo VM, Dionisi-Vici C. Early
effect of NTBC on renal tubular dysfunction in hereditary tyrosinemia type 1. Mol Genet
Metab. 2014 Nov;113(3):188-93.

10.Nakamura K, Matsumoto S, Mitsubuchi H, Endo F. Diagnosis and treatment
of hereditary tyrosinemia in Japan. Pediatr Int. 2015 Feb;57(1):37-40.

11.van Ginkel WG, Gouw AS, van der Jagt EJ, de Jong KP, Verkade HJ, van Spronsen FJ.
Hepatocellular carcinoma in tyrosinemia type 1 without clear increase of AFP. Pediatrics.
2015 Mar;135(3):e749-52.

12.Zeybek AC, Kiykim E, Soyucen E, Cansever S, Altay S, Zubarioglu T, Erkan T, Aydin
A. Hereditary tyrosinemia type 1 in Turkey: twenty year single-center experience. Pediatr
Int. 2015 Apr;57(2):281-9.

25


http://www.ncbi.nlm.nih.gov/pubmed/25172236
http://www.ncbi.nlm.nih.gov/pubmed/25172236
http://www.ncbi.nlm.nih.gov/pubmed/25443793
http://www.ncbi.nlm.nih.gov/pubmed/25443793
http://www.ncbi.nlm.nih.gov/pubmed/25667247
http://www.ncbi.nlm.nih.gov/pubmed/25223216

© ©® N o o~ W

11.
12.
13.
14.
15.

Ipuinoxenue Al. CoctaB padoueid rpynnbl

BapanoB A.A. — akagemuk PAH, mpodeccop, n.m.H., Ilpeacemarens Hcnonkoma Corosa
neguatpos Poceun.

Hama3zoBa-bapanosa JI.C. - unen-xopp. PAH, npod., a.m.H. 3amecturens [Ipencenarens
Ucnonkoma Coro3a neauatpoB Poccun.

Boposuk T.J. — n.m.H., npod., wien Mcnonkoma Coro3a neauatpos Poccun.

BymyeBa T.B. — 1.M.H., unen Coro3a neguarpos Poccun.

I'noda O.B. - k.M.H., wiien Coro3a neauatpos Poccun.

KypxoBa H.B. — k.M.H., unen Coro3a neguarpos Poccun.

3axaposa E.JO. — n.m.H., ipod., wien Poccuiickoro o0mecTBa MEAUIIMHCKUX TEHETUKOB
3BonkoBa H.I'. - k.m.H., unen Coto3a nenuarpoB Poccum.

Ky3enkoBa JI.M. - 1.M.H., ipod., wieH Mcnonkoma Coro3a nexuatpos Poccun.

. Kynes C.HU. - unen-xopp. PAH, mpo¢., n.m.H., unen npasienust Poccuiickoro ooOmiectsa

MEIULIUHCKUX T€HETUKOB
MmuxaiinoBa C.B. — n.M.H., uneH Poccuiickoro o0miecTBa MEAUIIMHCKIX T€HETUKOB
HuxonaeBa E.A. - 1.M.H., ipo., unen Poccuiickoro oduiecTBa MeIUIIMHCKIX T€HETUKOB
HoBuxos IL.B. - 1.M.H., ipo@., uieH Poccuiickoro ooduiecTBa MEAUIMHCKIX T€HETUKOB
IIymxoB A.A. - k.0.H., wieH Coro3a nequarpoB Poccun.

CaBoctbhsinoB K.B. - k.0.H., unen Coro3a neauarpoB Poccun.

ABTOpBI NOATBEPKAAIOT OTCYTCTBHE (DMHAHCOBOM IO//IeP:KKH/KOH(INKTA HHTEPeCoB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Hpuioxenue A2. Meronoiorust pa3padoTky KIMHUYECKUX PEKOMEeH AUl

LlesieBasi ayANTOPHUS AAHHBIX KIMHUYECKUX PeKOMeHIALMIi:

. neauatpsl (ko cnenuainbHocT 31.08.19);
. Bpauu 00IIel ceMeiHO mpakTuku (ceMeitHas MeauiinHa)(ko crneruanbHocTu3 1.08.54);
o renetuku (koxa cnernuanbroctu 31.08.30);

° auerosoru (koj cnenuaabHoctu 31.08.34);

. HeBposioru (koj crierpanbHocTH 31.08.42);

. MeIUIIMHCKHUE cuxoord (ko cueruansaoctr 19.00.04);

o nedexrosioru (kon crermansHocTd 44.03.03);

o CTYAEHTBI MeAUIIMHCKUX BY30B, HHTEpHBI, OpANHATOPHI;

Taoauna I11 — YpoBHH yOeIuTeNbHOCTH JOKA3aTEILCTB

YpoBHH
yOeIUTEIbHOCTH
JI0Ka3aTeIbCTB

NcTOYHNK T0KA3aTEJILCTB

(1)

[IpocnexkTuBHBIE PaHAOMU3UPOBAHHBIE KOHTPOJIUPYEMbBIE UCCIIEIOBAHUS
JlocTaToyHO€ KOJUYECTBO HCCICIOBAHUM C JOCTAaTOYHOM MOIIHOCTBIO, C
y4acTHUEM OOJIBIIOTO KOJMYECTBA IMAIMEHTOB U MOTYYCHHEM OOJBIIOTrO
KOJIMUECTBA JaHHBIX

KpymnHble MeTa-aHanu3bl

Kak MuUHHMYM OJHO XOpOIIO OPraHM30BaHHOE PaHAOMH3UPOBAHHOE
KOHTPOJIUPYEMOE HUCCIIEIOBAHUE

PemnpesenTaTuBHas BBIOOpPKA MMAIMEHTOB

I (2)

[IpocriekTuBHBIE ¢ paHAOMHU3aNMeld WM 0€3 HCCIEeNOBaHUS C
OTPaHUYEHHBIM KOJIMYECTBOM JAHHBIX

Heckonbko uccnenoBanuii ¢ HEOOJIBIITUM KOJIUYECTBOM MAIIHEHTOB
XOopo1Io OpraHu30BAHHOE MPOCIIEKTUBHOE UCCIEIOBAHUE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHBI, HO IPOBEACHBI HA XOPOILIEM YPOBHE
Pe3ynbTaThl HE MPE3EHTaTUBHBI B OTHOIIEHUH LIEJIEBON NOMYJISALIUU
XOopo1Io OpraHu30BAHHBIE UCCIIENOBAHUS «CIYy4a-KOHTPOJIbY

11 (3)

HepanmomMu3upoBaHHbIE KOHTPOJIUPYEMbIE UCCIICTOBAHUS

HccnenoBanus ¢ HEIOCTATOYHBIM KOHTPOJIEM

PannomusupoBaHHbIE KIMHUYECKHE HCCIEIOBAaHUS C Kak MHHUMYM |
3HAYUTEIHLHON N KakK MUHUMYM 3 HE3HAYUTEIbHBEIMHU
METOIO0IOTHYECKUMH OIIHOKaMU

PerpocnekTuBHbBIC WM HAOTIOJATENLHBIC UCCIICTOBAHUS

Cepusi KITHHHYECKUX HAOTIOICHUIA

[IpoTuBOpeunBLIE  JaHHBIE, HE  TO3BOJSIONIKE  CHOPMUPOBATH
OKOHYATEIIbHYIO PEKOMEHIAIHIO

IV (4)

MHeHue  SKclepra/gaHHble M3 OT4YeTa  OKCHEPTHOW  KOMHCCHH,

OKCIICPUMCHTAJIIbHO MOATBCPIKIACHHBIC U TCOPCTUUCCKU 000CHOBAHHBIE
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Tabauna I12 — Cuna pekomeHaanuit

Cuna
. | Onucanme Pacuugpposka

peKOMeHIanuin
Pexomenpanus ocHoBaHa Ha
BBICOKOM YPOBHE JIOKa3aTeIbHOCTH
(xax MmuHMMYM | yOeauTenbHas Mertop/Tepanus NepBOi JTUHUM;

A nyonmukarys | ypoBHS 100 B COUETAHUH CO CTaHIAPTHOM
JI0KA3aTeIbHOCTH, IIOKA3bIBAOIIAs METOIUKOW/Tepanuei
3HAYUTEIHHOE MPEBOCXOICTBO
I10JIb3bI HaJl PUCKOM)
Pexomennaiust ocHoBaHa Ha cpeiHeM | MeToj/Tepanus BTOPOH JIMHUY;
YPOBHE JJOKa3aTeIbHOCTH (KaK 1100 MpH OTKasze,
MUHUMYM | yOenurenpHas MPOTHBOIIOKA3aHUH, WIIN

B nyonukarus |l ypoBHs Hea(p(peKTUBHOCTH CTaHIAPTHOU
JI0Ka3aTeIbHOCTH, TIOKa3bIBAIOIIAs METOIUKHU/TepaTHH.
3HAYUTEIHHOE MPEBOCXOICTBO PexomeHtyeTcsi MOHUTOPUPOBAHUE
M0JIb3bI HAJl PECKOM) MOOOYHBIX SIBIICHHUH
Pexomennarust ocHoBaHa Ha cmabom | HeT Bo3pakeHuil MpoTUB 1aHHOTO
YPOBHE JIOKa3aTeIbHOCTHU (HO KaK MeTO/1a/Tepanuu Wi HeT
MUHUMYM | yOenurenbHas BO3paKEHUH MTPOTHUB MPOJOTDKEHUS
nyomukarus |1 ypoBHs JAHHOTO METO/1a/Teparuu

C JI0Ka3aTeIbHOCTH, TIOKa3bIBAIOIIAs Pexomen10BaHO MpH OTKa3ze,
3HAYUTEIHHOE MPEBOCXOICTBO MPOTHBOIIOKA3aHUH, WIIN
II0JIb3BI HAJl PUCKOM) UU Hea(p(PpeKTUBHOCTH CTaHIAPTHOU
HET yOeUTEeNbHBIX IaHHBIX HU O METOIUKH/Tepanuu, pu YCIOBHH
I10JIb3€, HU O PUCKE) OTCYTCTBHSI TOOOYHBIX 3(h(HEeKTOB
OtcyrcTBUE yOETUTENBHBIX
nyomukaryii |, |1 umu 11 ypoBHs
JI0Ka3aTeIbHOCTH, TIOKA3bIBAIOIINX
3HAYUTEIHHOE MPEBOCXOICTBO

D MI0JIB3bI HaJl PUCKOM, JIN0O He pexoMeHntoBaHO
yoenurensubie myonukaruu |, 11 wmm
Il ypoBHS nOKa3aTENBHOCTH,
MOKa3bIBAOIINE 3HAYUTEIHHOE
MIPEBOCXO/ICTBO PHCKA HAJ MOJB30M
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Ipuinoxenue A3. CBA3aHHbIE JOKYMEHTbI

IIpukaz Munsgpascoupazsutuss PO Ne 185 or 22.03.2006 roma «O maccoBoM
o0cIie10BaHNM HOBOPOXKAEHHBIX JIeTEeH Ha HACIIEACTBEHHBIE 3a00JI€BaHUY,

IIpuka3 MuHHUCTEpCTBA 3paBOOXPAHEHUs U COLMAIBbHOTO pa3BuTus PP ot 16 ampens
2012 r. N 3661 "OO0 yrBepxaenuu [lopsiika okazaHus neanaTpudeckoil momomu"
[Tpuka3 Munucrepctpa 3npaBooxpanenus PO ot 15 Hos6ps 2012 r. N 9171 «O6
yrBepxkaeHnH [lopsiaka okazaHusi MEIUIIMHCKOM MOMOIIH OOJIBHBIM C BPOXKJICHHBIMH U
(Wnn) HaCTIEICTBEHHBIMU 3200JICBAaHUSMI)

ITocranoBnenue IlpaButensctBa Poccuiickoit ®enepanuu ot 9 anpens 2015 roga Ne333
«O06 yrBepxkaenuu IlpaBun ¢popmMupoBaHHs MepeyHs CHEHUATU3UPOBAHHBIX MPOIYKTOB

J1Ie4eOHOTO MUTAHUS JIIsL ,Z[CTCI‘;I-I/IHBEUII/I,Z[OB».
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Hpuiaoxenue b. AJropurm BeeHHs: NalUEHTA

[TatueHT ¢ noxo3peHnem

Ha TUPO3UHEMUIO THI |

A 4

Jnarnoctuka

!

Kouncynbramus Jwnarnos
pOGHIBLHOTO TOATBEPIKICH?
CIIELUAJIACTA
JleyeHnue:
> HUTU3UHOH
JMETOTEPATTHS
MOHHUTOPHHT
71a60paTOPHBIX < 1
oKa3zaTeley manueHTa
HET TA
Tepanus
sddexTrBHA
HET

TPaHCILTaHTall U
IICYCHU

30



Ipuinoxkenue B. Undpopmanus 1iis nanueHTa

Tuposunemus | muna — 5TO HacleACTBEHHOE 3a00JIeBaHUE, XapaKTepHU3YIolIeecs
HapylIeHHeM MeTa0oMu3Ma AaMHUHOKHCIOTBI THPO3UH U MPOSBIIAIONICECS WHTOKCHUKAIEH
IPOAYKTaMH €€ 0OMEHa, MOPAKEHUEM TIeUeHH, TIOUEK, IEHTPAIIbLHOM HEPBHOM CUCTEMBI.

Ocmpas ¢opma muposunemuu | muna nposensemcs B NepBble HENEIH/MECSIBI )KU3HU
(beOpuIbHONM JTUXOPATKOHM, PBOTOM, nuapeeld, 00E3BOKUBAHUEM, JKEITYXOH C YBEIMYECHUEM
pa3MepoB MEUYEHHU U CEJIC3CHKU, OCTPBIM JKEIyJOYHO-KHUIIECUYHBIM KPOBOTCUYEHHUEM, 3aIEPIKKOMU
pa3BUTHS, CHEUU(DUIECKUM «KaIlyCTHBIM» 3allaxoM Tena. Xpouuueckas muposunemus | muna
npomexkaem € INPEUMYIIECTBEHHBIM IOpPAXEHHEM IE€YeHH (LHUpPpO30M), TIOYEK, C
TUPO3MHEMUYECKUMU  KpU3aMH, KOTOPBIE  COIPOBOXKIAIOTCA  JUXOPAAKOH,  PBOTOWH,
MHTOKCUKAIlMEeH, KapIUOMHUOINATHEH M MPOBOLUPYIOTCA mpuemMoM OenkoBoil mumu. [lpu
XpOHUYECKONH TUPO3MHEMHUM OTMEYaeTcsl 3ajepkka pocra, Ha 3-4 roma OTCTaer
¢usnonornueckas cMeHa 3yOOB, 3allepXKUBAeTCs KOCTHBIM Bo3pacT. Ilpm oTcyrcTBUHM
CBOEBPEMEHHOM JMarHOCTUKY U JICUCHHSI TPOTHO3 3a00JIEBaHUS CEPbE3HbIH.

[Tocne ycTaHOBIEHHS AMAarHO3a Ha3HAYAaeTCs MaTOTCHETUYECKas Tepanus 3a00JIeBaHus ¢
HCIIOJIb30BAHUEM IIpeNapaTa HUTU3UHOH U JTUETOTEPANNH, XapaKTEPU3YIOLIENCs OIPaHUYECHUEM
B pauuoHe OenKa M MPUMEHEHHEM CIEeIHMaIM3UPOBAHHBIX CMece aMUHOKHCIOT. JleueHue
IIPOBOJUTCS I10J] CTPOIMM KOHTPOJIEM Bpaya.

YuuTeiBass ayTOCOMHO-PELIECCUBHBIM THUII HACJIEIOBAHUS U BBICOKMI PUCK IOBTOPHOTO
POXIEHUS B ceMbe OOJILHOTO peOeHKa, MOKa3aHO MEIUKO-TEeHETHUECKOe KOHCYIbTUPOBAHHE

ceMei.
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Ipunoxkenue I'l. Cxema MeTadoIM4eCKUX MyTel NPU TUPO3MHEMHUH THII |.

Tupo3unH

Tupo3nH amnHoTpaHcdepasa
(aedounuumT - Il TMN TUPO3MHEeMun, OMIM 276600)

deHnnanaHuH

4-OH peHnnnupysaT

Touka * 4-OH ¢peHunnupyeam AuokcuzeHasa
Aencrens (aedouumT - Il TR TMPO3uHemuu, OMIM 276710)
HUTU3NHOHA
rOMOreHTU3MHOBas K1ucnoTa MyTb cMHTE3a nopdupuHa

l 5-8MI/IHOJ'IeByJ'II/IHOBaFI KMcnoTa

ManeunaueToaueTtar """ %
‘ ™ = J| CyKuMHUnauleToaueTaT
|

n

n
- ' lMopgpobunu
CyKUMHUNaueToH |' . = HO2eH-

dymapunaueToaueTar

=, CUHMAa3sa
HacneactBeHHasn ><
TUpo3nHemus | Tun pymapunayemozudponasa (FAH) ﬁ
OMIM 276700 nopcobunmHoreH
dymapart + auetoaueTaT
Puc.1. Ilyrm wmeraGonuzMa THUpO3MHA (CIUIOIIHAS JIMHUS — HOPMAIbHBIM MyTh

MeTa0oM3Ma, MyHKTUPHbIE — allbTePHATUBHBIH MyTh).
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Hpuinoxenue I'2.ITocunapomublii AU pepeHInATBHBIN JHATHO3

THPO3UHEMHUH | Tim.

Cumnrom Bo3MOxHBIN T1arHo3
I'mnepruposzuHemus Bricokoe conepkanue 6enka B pariioHe

Tuposunemus Il Tuna

Tuposunemus |11 Tuna

Jpyrue 60Je3HU MeYeHN
I'mnepmernonunemus | I'oMonuctuHypus

Hapymenne metabosim3Ma METHOHHUHA
Jpyrue 60Je3HU MeYeHN

3aboJjieBaHuE IEYECHU

I'amakro3zemus tun 1, 3

HenepernocumocTs PpyKTO3bI

bonesns Humana-nuka tun A/B

bosie3ns Buiscona

HeoHaranpHbIil reMOXpoMaTo3

I'emodaronmTapHblii TMM(OTUCTHOIIUTO3

MuTtoxoHApHanbHast renaTonaTus

BpoxaeHnHblie HapyIIeHUs TTIMKO3UINPOBAHUS

Heduuut Tpancazb01a3bl

AneramuHodenoBast untokcukaius ([IAPAIIETAMOJIOM!!)
bakrepuanpabie nHGEKIINHU (CeTICHC, CAIbMOHEIA, TYOepKyIie3)
Bupycusie nuadexkunn (CMV, renatur A, B, repnec)
OtpaBnenue rpudbamu (61eTHON TOTAHKOM)

JlexapcTBa U3 paCTUTEIBHOTO CHIPhS

W anocuHKpasus Ha pa3IMyHbIC areHThI

MHGUIbTpaTUBHBINA MM MIIEMUYECKHH MpOIece

3abojieBaHuE MTOYEK

Cungpowm Jloy

[Muctuno3

IToyeyHbIl KAHAIBIIEBBIN AIU03
@aHKOHU CHHIPOM

Paxut

I'unodocdarazus

Heduut Buramuna D (HyTpUTHBHBIN UM T€HETHUECKU
JNETEPMUHUPOBAHHBIN )

I'unodocharemuyeckuii paxur

DaHKOHU CHHJIPOM

Hesponorunueckuit
KPH3HUC

Otex Mo3ra, KpOBOU3IIUSHUE

BupycHblit/6akTepuanbHbIi MEHUHTUT
['unepHaTpueMuveckas AeruapaTaus
Ocrtpast nepemexarorasicst noppupus
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Ipuinoxenue I'3. [IpuHIMNIBI OPraHU3ANNH JIeHeOHOTO MUTAHUSA MIPH
TUPO3MHEMUH THII |.

B Poccuiickoin ®enepanuu  3aperuCTpUpPOBaHbl  CIIELHUAIU3UPOBAHHBIE  IIPOLYKTHI
OTEUECTBEHHOT'O M 3apyOeHOTO MPOM3BOJICTBA HA OCHOBE aMHHOKHCIOT Oe3 (peHunanaHuHa U
TUPO3WHA, TpEeAHAa3HAYCHHbIE M OOJBHBIX pa3iauyHOro Bo3pacta (tabmuma 1).  Pacuer
HE00X0AMMOTO KOJIMYECTBA MPOAYKTa MPOBOIUTCS MO OEITKOBOMY SKBUBAJICHTY

Tadauna 1 - XuMudyeckuil coCTaB CIEHATN3NPOBAHHBIX MPOAYKTOB JIEYEOHOTO MUTAHUS JUIS
60mbHBIX THpo3uHeMuei | Tum (B 100 r cyxoro npoaykra)*

HaumenoBanue benox Kup, r Yraesopl, DHepreTu Bo3spacr

MPOJYyKTa (3kxB.) T r yeckas MIpUMEHE-
LIEHHOCTb, KKaJl HUS

Hyrpuren 14 14 23 BT.4. 50,3 470 0-12 mec

- tyr -phe JUITHXXK

Hyrpuren 20 20 18 50,2 443 C 1 rona

- tyr -phe

Hyrpuren 40 40 13,0 31,4 401 C 1 rona

- tyr -phe

Hyrpuren 70 70 0 4,0 296 C lroma

- tyr -phe

TYR Anamukc 13,1 23 BT.4. 49,5 457 0-12 mec

WNudant JIITHXXK

XPHEN, TYR 77 0 4,5 326 Hetu u

Tuposugox B3pOCIIBIE

*-IPOYKTHI 3aperucTpUpOBaHbl Ha TeppuTopun rocyaapcts TamoxxenHoro Coro3a u BkitoueHsl B [lepeuenn
CIENUANTN3UPOBAHHBIX MPOAYKTOB AJIsl AeTel —MHBaIUA0B cornacHo [locranoBnenuto IlpaBurenscrea Ne333 ot 9
ampenst 2015 rona.

Pacyer neueOHOTO TUTaHUS (MIPU HAIMYUH TEPANIMH HUTH3MHOHOM) JUIS IETEH MEPBOTO
rojia >KM3HH MPOU3BOIAT UCXOJI U3 MOTPEOHOCTH B Oenke, O1au3Koi K pusnonorunyeckoit (2,2 —
2,3 /KT Macchl TeNa B CyTKH), JaHHbIE IpuBeaeHbI B Tabmuie 2.. He menee 50%-60% cyrouHoii
MOTpeOHOCTH B OENKE YHOBIETBOPSETCS 3a CUET CIEHUATN3UPOBAHHON CMECH aMHHOKHCIOT
(Tabnuma 1), ocranpHas dacTth (40-50%) KoOMIEHCUPYETCsT OEKOM CIIEKEHHOTO MATEPUHCKOTO
MOJIOKA WJIM JETCKOW MOJIOUHOW CMECH ¢ HU3KHM cojaepkanuem Oenka (1,2-1,3 v 6enka Ha 100
MJI BOCCTAaHOBJIEHHOW CMecH), a Toclie 4-X MecCsIeB TaKKe HHU3KOOCTKOBBIMH MPOIYKTaMHU
npuKopMa (OBOIIHBIE ¥ GPYKTOBBIC TIOpE, O€3MOIOYHbBIE KAllli ¢ COACpKaHHeM Oenka He OoJiee
0,5 r ma 100 My TOTOBOHM Kalllv, CIIENUATH3UPOBAHHBIE HU3KOOEIKOBBIE MPOIYKTHI Ha OCHOBE
KpaxmaJyioB, Halpumep, caro u Ap.). [Ipy Ha3HAUEHUU TUEThl C HU3KUM COACPKHUEM THUPO3UHA U
(deHMIanTaHNHA OPUEHTUPYIOTCS HAa MUHUMAIbHBIE MOTPEOHOCTH B ITUX aAMHUHOKHCIOTaX
(tTabnmuma3). JlehuuuT KamopuHHOCTH J€4eOHOrO0 palMOHa KOMIIGHCHUPYETCS C TOMOIIBIO

no0aBJIeHUS JKUPOB (PACTHTETHLHOTO Macia, HO He Ooiee 3,5-4 T 001ero *upa Ha KT Macchl Tela
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B CYyTKM) ¥ YBEIWYCHHS KBOTHI YIJIEBOJOB 33 CYET J00aBJICHHUsS BBIIICYKa3aHHbIX
HU3KOOETKOBBIX MPOAYKTOB, a Takke 5% TIIOKO3bl. AHAJOTHYHBIM 0O0pa3oM CTPOUTCS
JeyeOHbI panoH y OOJIBHBIX CTaplie roja, OOmMHA OEIOK PAaCCUUTHIBACTCS HCXOMAS W3
Oe3omacHbIX TOTpeOHOCTEH B Oenke (He 6onee 1,5-1,8 T/Kr Macchl Tea B CYTKH).

[Ipy OTCYTCTBMM Tepanuud HUTU3WHOHOM MPHHLUUIBl OpraHU3ali JHETOTEparuu
OCTaIOTCs T€ K€, HO OTpaHMuYeHUs B Oenke Ooiiee xecTkue. PacueT mpou3BOIUTCS, UCXOS U3
MUHUMAaJIBLHBIX TOTPEOHOCTEH B Oellke Ha KI' Macchl Tesia B CYyTKH (Ha MEpBOM roay >Ku3Hu —1,5
MI/KI Macchl Tenma, y Jerei crapme roma ot 1,5 mo 1,2 1/kr wmaccel Tema). s
cOaIaHCUPOBAHHOCTH CYTOYHOTO palioHa HCIOJB3YIOT HU3KOOEIKOBBIE HATypallbHbIe U
CIEMANM3UPOBAHHBIE IPOJAYKTHI HA OCHOBE KpaXMalloB, a TaK)Ke PACTUTEIbHBIC Macia, B 3THX
IPOIYKTaX JKEJATeNIbHO YYUTHIBATh COJIEPKAHHME MMAaTOTEHETUYECKH 3HAYUMBIX aMHUHOKHCIOT.
Heo0xoauMo MOXXHU3HEHHOE NMPUMEHEHHE AMEThl ¢ HU3KUM COJlepKaHWeM (eHWIalaHuHa U
THUPO3UHA, B OCTPOM TEPHOJIE KOJIMIECTBO 001Iero 6enka cumxkaercs a0 1,2-1,5 r/kr maccel Tena
70 HOPMaJM3allUU COJEPKaHMs CYKIMHHJIAIETOHa B Moue u/mnu kpoBH. llpumep pacuera
MUTAHUSA U CYTOYHBIM HAOOP MPOAYKTOB MPEJICTaBICHBI B Ta0uIax 3-4.

Tadauna 2 - PekoMeHayeMble HOpMBI TOTpeOIeHus: Oenka AJis 30POBBIX JIETeH Pa3IUYHOTO

Bo3pacra [2,3]

Bo3spact RDA CIIIA BO3 EBpocoro3 Poccus
(r/kr/cytkm) | (T/Kr/cyTKH) (T/Kr/CyTKM)
0-6 mec 2,2 1,38 - 2,2 (r/kr/cyTKH)
6-12 mec 1,6 1,21 1,6 2,6-2,9 (r/xr/cyTKN)
1-2 rona - - - 36 r/cyT
2-3 rona - - - 42 r/cyr
1-3 ronma 1,2 0,97 11 -
4-6 ner 1,1 0,84 1,0 54 r/cyr
7-10 ner 1,0 0,8 1,0 63 r/cyr
Maunpuuku 11-14 ner 1,0 0,79 1,0 75 1/cyr
Masbunkn14-18 ner 0,9 0,69 0,9 87 r/cyr
JleBouku 11-14 et 1,0 0,76 0,95 69 r/cyr
JleBouku 14-18 net 0,8 0,64 0,85 76 r/cyT

Tabéauua 3 - JlomycTuMOe KOTUYECTBO 3HAYMMBIX aMUHOKUCIIOT B TUTAHUH JIETEH C

HACJICJICTBEHHBIMU aMUHOanuAonaTusMu [8].

Bo3spacr nereit JIOTyCTMOE KOJUYECTBO AMUHOKUCIIOTHI (MI/KI/CyTKH)
PeHunaIaHuH+TUPO3UH MeTtuoHuH
0-12 mec 80 25-20
1-3 rona 60 15-10
4-6 ner 25-20 10
ctapiie 7 jer 15-10 8

Taoauna 4 - TIpumep pacuera nuTaHus i pedeHka 3-X JeT ¢ TUpo3uHeMuei I-ro tuna.
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Macca tena 14 kr[2].

Tlokazarenn

Pacuér

[Ipumeuanue

OO01ee 1OMyCTUMOE CYTOYHOE KOJTMYECTBO OeliKa

1,5x14=21r

OO1iee 10MycTUMOE CYTOUYHOE KOTUIECTBO
(deHnTaNTaHHATUPO3UH B CYTKH

25 x 14=350 mr

Ha | kr Macchl Tena —25-
30Mr momyckaercs
(deHnIanaHnHa

JlomycTuMoe KOJIM4ecTBO OeiKa 3a CYET €CTeCTBEHHBIX T 1 r Genka comepKuT

MPOAYKTOB 50 mr ¢eHmIIaTaHUHA

KonuuectBo Oenka 3a c4eT crenuain3npoBaHHOTO

nponykra Hympueen 20 -phe, -tir 21-7=14r

CyTO4HOE KOTHMYECTBO CyXOr0 CIEUATH3UPOBAaHHOIO (14x100):20= | 100 r cyxoit cMecu

nponykra Hympueen 20 -phe, -tir 70T cogepkut 20 r Genka

Tadauma 5 - IlpumepHbIi CyTOYHBIH HAOOp MPOIYKTOB, €ro XHMHMYECKHH COCTaB H
SHEpreTuIecKas ICHHOCTD JUIs JAeTeil paHHero Bo3pacta (1-3 roaa) ¢ tuposunemueii | Tuna [2].
[IponyxTsl KomnuuectBo XUMHUYECKUN COCTaB, T DHeproueH denunanaHuH+
M/ T Oenku HKHUPBI YIJIEBOIBI | HOCTB, KKall TUPO3UH, MT'

X1eb 6/0 50 0,38 1,25 30,7 135,1 25
Xebo0ynou 13 0,1 1,17 8,4 45,5 5
HBIE U3/ICIIHS
Cyxas cMech 31 0,5 0,3 28,2 130,3 30
«OnaapImex»
Bepmurmiens 6/6 6,8 0,06 0,04 57 24,3 4
Caro uckyccr. 17 0,01 0,03 14,7 61,2 -
Cyxoit 6/6 12 - 2,5 8,6 57 -
HAIUTOK
Maciio cius. 20 0,1 16,5 0,16 149 5
Maciio TomieHoe 10 0,03 9,8 0,06 88,7 -
Macio pactur. 30 - 29,9 - 269,7 -
Caxap 30 - - 29,9 113,7 -
Bapenne 20 - - 14,0 56 -
Kaprodens 50/35 0,7 0,14 57 28 35
Kanycra cex. 110/88 1,58 0,1 4,2 23,8 80
MoOpKOBB 80/64 0,83 0,06 4,06 21,8 42
Caexiia 50/40 0,6 0,04 3,6 16,8 30
Kabauku 20/15 0,09 0,05 0,74 3,5 7
Orypiisl 10/9 0,07 0,01 0,23 1,3 3
Caunar 5/4 0,06 - 0,09 0,7 3
ITomunopst 10/9 0,9 0,02 0,34 2,1 25
Tomar-macra 2 0,1 - 0,38 2,0 0,5
JIyk perrgatsorii 8/7 0,09 - 0,64 29 5,0
Kiroxsa 10 0,05 - 0,38 2,6 2
Coku 100 0,5 - 11,7 47 20
DpPYKTHI CBEKHUE 150/127 0,64 0,38 12,45 58,4 45
DpYKTHI CyXue 10 0,3 - 5,05 22,7 10
3a cuer Haryp - 6,9 62 191 1341 347
MPOYKTOB
Hympuzen 20 - 70 14 12,6 36,12 314 -
phe, -tir
Uroro 21 74,6 227,12 1655 347
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Ipunoxkenue I'4. PacmiudgpoBka npumedanuii

— JIeKapCTBEHHBIM mpemnapar, BXxomsauwii B IlepedyeHp JKHM3HEHHO HEOOXOIUMBIX U
BAKHEHIINX JIEKAPCTBEHHBIX IIpEnapaTroB My MEIULUHCKOro IpuMeHeHus Ha 2016 ron
(Pacnopsbxenue IlpaButensctea PO ot 26.12.2015 N 2724-p)

" — nekapcTBeHHBIN Tpenapar, BXOsIuil B [lepedeHb JICKapCTBEHHBIX MPENApaTtoB JUIs
MEJUIMHCKOTO TPHUMEHEHUS, B TOM YHUCIIE€ JIEKApPCTBEHHBIX IPENapaToB A MEAUIMHCKOIO

NPUMEHEHHs], Ha3HAYaeMBIX 10 PEIICHUIO BPayeOHBIX KOMHUCCHH METUIIMHCKHUX OpraHU3aIi

(Pacnopspxenue IlpaButensctsa PO ot 26.12.2015 N 2724-p)
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