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KiaoueBble cjioBa

0-aMUHOJIEBYJIMHOBAs KUCIIOTA
Aneroanerar

Butamun D-pe3ucTeHTHBIN paxuT
I'emaromeranus
['enarouemntonspHas KapuuHoMa
Metrnonun

Hutuszunon

CenexkTUBHBIN CKPUHUHT
CykuuHuIamneToamneTar
CyKuuHUIaIeToH

Tupo3nn

TpaHcmianTanus ne4eHu
dymapuarneroarerasa
dymMapuiIaneToruIpoIasa

dymapar



Cnucok coxkpameHui

ADII - Anbda-deronporent

AYTB - AKTUBHpPOBaHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMS

AJIT - AnanunamuHoTpancdepasa

ACT - AcnapratamuHoTpaHcdepasa

I'TTII - 'aMMararoKypOHUITPAHCIIENTHIA3a

'K - I'emaTonemmonspHas KapimHoMa

HT - HacnencrBeHHast THPO3MHEMHUS

HT 1A - Octpas HaciencTBeHHasi THPO3UHEMUS

HT 1b - XpoHnueckas HacleICTBEHHAs! TUPO3UHEMUS

KT - KomnsrorepHas Tomorpadus

KHIC - KucnoTHO-MEen0YHOe COCTOSTHUE

MPT - MarautHo-pe3oHaHcHasi ToMorpadus

MPXIII" - MaruutHoO-pe30HaHCHas XOJaHTHoNaHKpeaTorpadus

[ITH - [IpoTpoMOHHOBBIN HHIEKC

P®II - Paguodapmnpenapar

TMC - TannemHasi Macc-ClIEKTPOMETPHS

I® - [lenounas pocdaraza

FAH - ®ymapuiianeroruaponasa

NTBC - 2-(2-auTpo-4-tpudaroopomeTrndeH3om)- 1,3-1mKIorekcaHe IMOH (HUTU3UHOH )
TORCH wundexiun - CokpallleHHOE Ha3BaHHE TIpyNnbl HHGEKUUH, NepeJaroluxcs
BHYTpUyTpoOHO oT Marepu 1oy : T - Toxoplasmosis (Tokcomnazmo3s) O - Others (cudunuc,
renatut B, Bapuuenia-3ocTep BUpYC, Apyrue BUpychl U 6akrepun), R - Rubella ( xpacuyxa), C -
Cytomegalovirus (muromeranoBupyc), H - Herpes simplex virus (Bupyc mpocToro reprieca)

V3U — ynbpTpa3ByKkoBasi AMarHOCTHUKA



TepMuHBI ¥ onIpeaeIeHUA

Huxa Kpedca (uukn TpukapOOHOBBIX KHUCIOT, UMK JUMOHHOM KHCIIOTBI) — CIOXHBIN
LIUKINYEeCKU (PepMEHTATUBHBIN IMpoliecc, TP KOTOPOM B OpraHU3Me MPOMCXOJUT OKUCICHHE
MMPOBUHOIPAHON KUCIIOTHI C 00pa30BaHUEM YIJIEKUCIIOTO ra3a, BoAbl U dHepruu B Buge AT,
3aHMMAET LEHTPaJbHOE IOJIO)KEHHE B 00IIel cucreMe OOMEHa BEUIECTB U DHEPIHMM >KUBBIX
OpraHU3MOB.

Cunapom @DaHKOHM - TeHEpalu30BaHHAs AUCHYHKIUS NPOKCHUMAJIbHBIX KaHAJIbLIEB
MOYEK, MPOSBISAIOLIASACS TJIIOKO3ypuel, amuHoauuaypued, Qocdarypueil, Mo4eyHbIM
KAHAJIBLIEBBIM al[U030M.

I'unogocharemuyecknii paxur (CHHOHUMBL: BUTaMHH D-pe3UCTEHTHBIH paxwur;
runodocdareMuueckuii BUTAMMH D-pe3UCTEHTHBIA paxuT) - HACJIEACTBEHHOE PaxXUTONoJ00HOe
3a00J1€BaHNe, B OCHOBE KOTOPOTO JICKHUT (PEpMEHTHBINA JeEeKT, MPOSBISIOMIUNCS CHIDKCHHEM
peabcopbimn hocdatoB B MPOKCHUMAIBHBIX OT/AETAX MOYEYHBIX KAHAJBIIEB, MPHUBOISIINM K
runepdocdarypun u runodochareMun U XapaKTepu3yeTcsl KIMHUUYECKOW KapTUHOM paxuTa Uiu
OCTEOMAJISILIUY, HE TIOJAAIOIIKXCS JIEUEHUIO OOBIYHBIMY I TEpAllUU paxuTa J03aMU BUTAMHMHA
D.

I'mneprpoduyeckass KapAHOMHONATUS — XapPaKTEPU3YETCS YTOJIIEHHEM CTEHOK
KEIYI0UKOB (IIPEUMYILECTBEHHO JIEBOI0), HApYIIEHHEM €ro JIuacTOJIMYecKod (yHKIuU u
HEPEeJIKO COMPOBOXKIAECTCA Pa3BUTHEM OOCTPYKLIUU BBIXOJHOIO OT/IENA.

Tupo3uHemuyeckne KpPH3bl - COCTOSIHMS, CIIPOBOLIMPOBAHHBIE MPUEMOM OEIKOBOM
IIUIIY ¥ CONMPOBOKIAAIOLIUECS JIUXOPAIKOM, pBOTONW, HHTOKCHUKALMEN, KApAMOMHUOIIATHEMN.

IIpenaranbHasi IMArHOCTMKA THPO3UHEMHH - KOMIUIEKCHAs TOPOJIOBasl INAarHOCTHKA C
LEIbI0 BBISBICHHS] HACJIEICTBEHHON THPO3MHEMHM HA CTaUM BHYTPUYTPOOHOrO pa3BUTUSA
Metogamu mipsimodt mim kocBeHHoW JIHK-mmarnoctukm o6pasmoB JIHK, BbeigenenHonr wu3

OononTaTa BOPCHH XOPHUOHA W/WJIH KIETOK aMHUOTHYECKOU JKUIKOCTH.



1. Kparkas nnpopmanus

1.1 Onpenesienue

HacnencrBennas tuposunemus 1 tuna (HT1) wnim remaropenanbHas TUpO3UHEMUS -
penxoe (opdanHHOE) 3a00JieBaHHME C ayTOCOMHO-PEIIECCHBHBIM THIIOM HaCJEAOBaHUS,
00yCIIOBJICHHOE MyTalUsIMU B reHe bepmenTa ¢dbymapuaneroanerasbl
(bymapunaneroruaponassl (FAH)). Cunonumer: nedunut Qymapunaneroanerasbl, IeGUIIAT

(bymapuianeroaneTaTTuApoIassl.

1.2 ITHOJIOTUA U IATOTeHe3

Hedexkr depmenta dymapmianeroanerassl (dymapunaneroruaponassl, FAH, EC
3.7.1.2), OCyIIECTBISAIOMIETO B HOPME KOHEYHBIN JTaIl JETpaJallii TUPO3WHA HAa HETOKCHYHBIC
dbymapar u aneroamnerar. B pesynprare reHeTHdeckoro nedexra Mmyranuu 0enka, KOIUPYIOIEero
FAH, pacnag Tupo3uHa OCYIIECTBIIAECTCS 10 IbTEPHATMBHOMY IATOJIOIMYECKOMY ITyTH, C
00pa30oBaHMEM BBICOKOTOKCHYHBIX M KAaHILIEPOTE€HHBIX CYKLMHUJIAIIETOHA, MajleujaleToanerara,
dbymapunaneroanerara ([Ipunoxenue I'1).

I'en FAH nokann3oBaHHOM Ha JUIMHHOM Iiede 15-i xpomocomsl (15q23-g25), coctout
u3 14 5K30HOB.

[Tarorene3z HT1 Tumna 3axintoyaercss B MHTOKCUKAMU MPOJYKTaMH aHOMaJILHOTO pacnaja
THUPO3MHA - (pymapuialeToaneTaToM U MajenIaleToaneTaToM U UX KOHEYHBIMU METa00JIuTaMu
— CYKIMHWIALETOHOM U CYKLIMHUJIAIETOALETaTOM, KOTOPBIE SIBIISIFOTCSI MUTOXOHJIPHAIbHBIMU
TOKCHMHAMH, TOPMO3AT (ochopunmpoBanne u Omoxupyror mukia Kpebca. Hakxomnenue stmx
TOKCHHOB IMPHUBOJUT K MPOTPECCUPYIONIEMY 3a00JIEBAHUIO NEUYEHU C Pa3BUTHEM IEUYEHOYHOMU
HEJO0CTaTOYHOCTH, LHppo3a, TyOyronaTuu ¢ (GOPMHUPOBAHMEM pEHAIbHOW TyOylonaTuu,
runodocaremuueckoro paxura, curapoma ®dankonu. OcTpas TUPO3HUHEMHSI CONPOBOKAAETCS
paszButueM runeprpodudeckoil kapauomuonatuu. bes neuenus y 40% pereit dhopmupyercs
renarouesuItosipHas — kapuuHoma. Kpome  TOro, CyKUMHUJIALETOH  HMHrCUOMpYeT  O-
aMUHOJIEBYJIMHAT JIerUapaTa3y, IpOMEKyTOUHbI MeaAUaTop Nop(OoOMINHOTEeHa, YTO MPUBOAUT K
HapylIeHUI0 OMOCHHTE3a reMa M KIMHUYECKH MOXET MpPOSBIATHCS CHUMITOMaMU OCTPOM
nepemexaromielics nopdupuu - OOJAMH B OKMBOTE, AapTEPUATBHOM THUIIEPTEH3HEH,
nepudeprudeckoil noauHenponaTuen.

bonbmmucTBO (10 90%) manmeHToB 0€3 crnenu(UUecKoro JIeYeHUs] U TPaHCIUIaHTAuN
neyeHu norubanu B Bo3pacte A0 10 jer. BpDKMBAeMOCTh 3aBUCHT OT CpPOKOB IOSIBJICHHS

CUMIITOMOB.



1.3 nuaeMuoJI0rus

Yactora HT1 B paznuunasix nomymsmusax kosednercs ot 1: 100 000 -120 000 >xuBbIx
HOBOPOKJeHHBbIX. Hacrora HocutenbcrBa myrauuii HT1 B momymsanmsax 1:150-100 uenosek.
YeTrkux B3aUMOCBSI3€H MEXAYy TE€HOTUIIOM M (PEHOTUIIOM HE YCTAaHOBJIEHO, pa3M4YHbIE
KJIINHUYECKHE BapUaHThl MOTYT IPUCYTCTBOBATh y WICHOB OJHOW CEMBH C OJIMHAKOBBIMHU

mytarusmu [ 1,4,10].

1.4 KonnpoBauue no MKbB-10

E 70.2 - Hapymenust oOMeHa THpo3uHa

1.5 Kinaccupukanus

Knunnyeckue BapuaHThl Te€UEHHUS NOJIOKEHBI B 0CHOBY Kiaccudukanuu HT 1 — octpas

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

1.6. Ilpumepsnl GOpMYJIUPOBKH AHATHO30B

o HacnencrBennas tuposunemuss 1 A Tuma (OcTpoe TEUEHHUE), OCIOKHEHHOE OCTpOil
IIEYEHOYHOW HEJOCTaTOYHOCTBhIO, BUTaMHH K 3aBHCHMON KoarynomaTuei, OCTpou
nocTreMopparuyeckoi  aHemueili Ha (¢GoHE KaTacTpo(UUYECKOrO0  KpPOBOTECUCHHS
(cBepiuuBLIEECS] KPOBOTEUEHUE U3 OCTPOM S3BBI XKENY/IKa U BHYTPUIKEITYT0UKOBOE).

o HacnencrBennas tuposunHemus 1 A Tuma (ocTpoe TEUYEHHE), OCIOKHEHHAs LUPPO30M
M€YEHHU, BUTAMUH-/[-PE3UCTEHTHBIM pPAXUTOM, HENOJHBIM CHUHAPOMOM {aHKOHH.
JluHamuueckast HEpOXOUMOCTb ToJICTOM kuiiku. Cerncuc.

o HacnencrBennas tuposunemuss 1 b Tuna (XpoHHMUeckoe TeueHHUE), OCJIOKHEHHAs
LUPPO30M IE€YEHH, MOPTATbHON TUIEPTEH3UEH, negopmanusi KocTel ckejera Ha (oHe
ITOJTHOTO cuHApoMa DaHKOHU.

o HacnencrBennas tuposuHemuss 1 b Tuma (XpoHHYEecKOe TEUEHUE), OCIIOKHEHHOE

renaTouesUIIoIsIPHON KapIIMHOMOI 1paBoii 1oyu neueHu u ¢pudposom neyend [ 1,4,10].

2. JIMarHoCTHKA

Huacnocmuxa ocHosana Ha OAHHLIX AHAMHE3A POOOCIOBHOLU, AHAMHE3Ad 3a001e6aHUS,
KAUHUYECKUX CUMNIMOMAX, pe3yIbmamax noxazameneti QYHKyuu neyeHu, 1adopamopHbix
UCCIe008AHUL AMUHOKUCTIOMHO20 CNEKMPA KPOSU, NAMO2eHeMUYeCKU 3HAYUMbBIX MemaboaIumos
MOUU, OAHHLIX  UHCMPYMEHMANbHbIX  UCCIe008anull, OaHublx  Mmonexkyaapuou  ({HK)

OUACHOCIMUKU.



2.1 Kaao0bl U1 aHaAMHE3

JKenmyxa, nomepss maccet mena, cpvleuganusi, peoma, y@eiuyeHue pasmepos nedeHu,
Celle3eHKU, HOCOBble KPOBOMEUeHUsl, KPOBOMEeUeHUs U3 MeCm UHbeKYul, paziuyHvle
Odepopmayuu ckenema (wawge HUNICHUX KoHeuHocmel). [na ocmpoti ¢opmel 3ab01e8anus

XapakmepHo panee HaAUYA10 (8 nepavie Hedelu/Mecaybl HCUZHU).

2.2 Du3uKkaJILHoe 00cIeI0BaHNe

Ilpu ocmpou ¢hopme HT 1A obpawaem na cebsi GHUMAHUe 3A0EPHCKA PA3BUMUSL,
Gebpunvras memnepamypa; peoma, obe3godcusanue, ouapest ; 2enamocnieHoMe2anus, acyum
U OUHAMUYECKAs HEeNnPOXOOUMOCHb KUWMEYHUKA, HCeNmyxa (Ha Cmaouu OCmpoeo 2enamuma);
ocmpoe JHceny00UHO-KUUEYHOe KposomedeHue (803MOJMCHbL MeleHd, peoma Kogheunol yuell);
be30enKkosbie OmeKuU, aHacapka, KPOBOMeYeHUsl 34 Cuem CHUNCEeHUS DelK080-CUHMEemu4ecKol
@yHKYyuu nevenu, uHo20a cneyuguueckull «KAnyCMHsI) 3anax meid, 2unepeuopo3, KOmopbwiil
8bIPAJICEH 8 NEepUod Kpusos, OCOOEHHO Ha (hoHe AUXOPAOKU U 2SUNOSIUKEMUU, SABIAEmCs
BMOPUUHBIM, MAK KAK KYRUPYemcs NO Mepe CHUMCEHUS. IHOO2EHHOU  UHMOKCUKAYUU,
2unepacmesusi KO#CHbIX NOKPOB08 (pebenoK npednoyumaenm HaAxoO0umvcs 6 Kposamke, d He Hd
PYKax y mamepu) s6151emcs nposeienuem noaunetiponamuu. Ilpu omcymemeuu ceoespemenHou
MEOUYUHCKOU NOMOWU NpU OCMPOM MeyeHUuu 3a0071e6aHUs 803MON*CEH NeMANbHblll UCX00 8
sospacme 00 2o0a (6-8 mec.) om neueHoyHol HeOOCMAMOYHOCIU U/UNU KPOBOMEUEeHUS.

Xponuueckas HT' 15 npomekaem:

a) ¢ npeumyweCmeeHHbiM HNOPAXCeHUeM NedYeHU (YUppo3om, 2enamoyenntoisipHol
KapyuHoMOotL),

0) pedice ¢ 8edywum nopaxceHuem nouex (PaxumonoooOHbiM 3a001e8anuem 6Ciedcmsue
msANCeNOn MyOYIONamuu - 6MOpudHo20 cunopoma PanHKoHu, ¢ amunoayuoypuel, 2noKo3ypuetl,
docghamypuelti, noueuHviM KaHATLYEBLIM AYUUOO30M);

8) C COUemManHbIM NOPAdNCEHUEeM U Ne4eHU, U NOYeK.

B oebrome 3abonesanus 603ModCHbI HeneueHouHble CUMNIMOMbL, NPOAGIAIOWUEC NO
muny ocmpou nopgupuu nepughepuueckol Hetiponamuel, OCMpPbLIMU aAOOOMUHATLHBIMU
Kpuzamu), uiu max Hazvieéaembvie «MUPOIUHEMUYECKUe» Kpusbl, KOMopble HpOSOYUPYIOMCs
npuemMom 8bICOKODENIKOBOU NUWU U CONPOBONCOAIOMCI TUXOPAOKOLL, PBOMOU, UHMOKCUKayuell,
Kapouomuonamuetl.

Ilpu omcymcmeuu newenus cywecmeyem 6vlcokuti puck (0o 40%) pazsumus

2€nam01/‘t€]l]l}0]l}lpH01/7 KapyuHoMbl.



Y 0emeii epyonoco u pannezo 6o3pacma nposesnenus 1b muna obnapyscusaromes 6 guoe
eenamome2anuy, — SUNO2IUKeMUU, NOMAUBOCMY, — crabocmu,  noauypuu,  eumamur  D-
PE3UCNEHMHO20 PAXUMA.

Xponuueckasn ¢popma (HT 1B) npomexaem necue, 0cobeHHo Ko20a 0emu 0OmKa3bl8aomcs
om 6enKosol nuwuy, a pooumenu He HACMAUBarOmM Ha ee npueme. I enamomezanus 8viA6IAENCA
VY 8cex Oemell, NOpadiceHue NOYeK onpeoeisiem PasiudHyl0 Cmenenb paxuma om MUHUMATbHOU
eunogochamemuu u B8anLESYCHOU Oeopmayuu Hoe 00 mANCENOU Oepopmayuu cKelemad,
NO360HOYHUKA, 2PYOHOU KI1emKU, 6N10Mb 00 NOJHOU NOMepU ONOPHOU CHOCOOHOCMU, YMPanbl
panee Cyujecmeosasuiux HAblkos XoovOwl. I[Ipu Xpouuueckou MmMupo3uHemMuu Ommeyaemcs
3a0epyxcka pocma, Ha 3-4 2o0a omcmaem QuzuoIOSUYECKAS CMEHA 3)008, 3A0epHCUBAEMC
Kocmublll  6ospacm. Kapouomuonamusi u apmepuanvbHas eUunepmeH3us Nposasisomcs Kak
pesyibmam memadoauieckux npoyeccos, Max U 6MopUiHoO Ha YoHe NOPAX*CeHUs. NOUEK.

Kpunmoeennvle yuppos neuenu u/unu eenamum om MUHUMALLHOU 0O 8bICOKOU CMENeHU

AKMUBHOCMU AGIIOMCA NOKa3aHuem K uckuiovernuio HT 1.

2.3 JIaGopaTopHas AMATHOCTHKA

e [lpm momO3peHUM HA THUPOZHMHEMHIO PEKOMEHIOBAHO ONPEICIICHUE COICpKAHUSI
CYKIIMHUJIAIIETOHA B MOY€ U I1a3me Kposw. [ 1,4,10].
(Cuna pexoMeHAaUN A; YPOBEeHb yOeaUTEeILHOCTH J0Ka3aTeabCTB 1)
KommenrTapuu: Badxxcno nomuums, umo 63amue OUON02UYECKO20 Mamepuana oias
AHANU308 (MOYU HA CYKYUHULAUEMOH U KpO8U OJisl NPOBeOeHUs MAHOeMHOU MAacc-
cnekmpomempuu) O0IHCHO NPOBOOUMBCS 00 HAYALA UH@Y3UOHHOU Mepanuu, 0coOeHHO
88e0€eHUs NIA3MO3AMEUAIOUUX PACBEOPOS U KOMNOHEHMO8 KPOSU.
Ilamoznomonuunvim npuznakom HT 1 u npuopumemHnviM 6 OuacHOCMUKe s6/emcsl
8bICOKULL YPOBEHb CYKYUHULAYEMOHA 68 Moue u niazme kposu (nopma 0-2 mMonv/Mons
KpeamuHuHa). Hebonvuioe nogviuienue CyKYUHUIAUEMOHA 6 KPO8U U MOYe MOANCem
Haba0amvCcsi npu nepekopme 0OenKosol nuujel, npusoosuiem K @OYHKYUOHATbHOU
neoocmamounocmu  FAH.  Ha ¢one npogedenuu  cneyuguueckoi  mepanuu
HUMU3UHOHOM, HU3KOOENKO80U Ouemvl U NpPO8eOeHUU OeMmOKCUKAYUOHHOU mepanuu
VPOBEHb CYKYUHULAYEMOHA 3HAYUMENIbHO CHUMCAemcs U 0ocmuzaenm HOpMbvl 68 medenue
cymok. Hccnedoganue  cyKyuHunayemoua HeooOXoo0umMo Npogooums 00 HAYAld

demoxcumuuonnoﬁ mepanuu, nepeiueanusl niasmol u Opyeux KOMNOHERMOB KPO6U.



PexoMeH10BaHO omnpeiesieHrne coiep KaHusl aMUHOKHCIIOT (B MEPBYIO Ouepeib THPO3UHA,
(deHunanaHuHa, METHOHMHA) B CYXOM IISITHE KpPOBUM METOJOM TaHAEMHON Macc-
cnekrpoMerpuu (TMC) unu B ruia3me kpoBu Xxpomarorpapudeckum merogom [ 1,4,10].
(Cuna pexomenaanuu B; ypoBenb yoeauTeabHOCTH I0Kka3aTeabCTB 1)
KommenTapuu: Buicokuil yposenv memuoHuna npueooum K nosi@leHuto «KanyCmuo2o»
3anaxa, KOmopwlii He MaK cneyuguier, KaKk ONUCbI8aI0Ch panee, U CKopee ompaxicaem
NeueHOYHO-KIeMOUYHYI0 HeOOCMAmoyHOCmyb. Yposenv mupo3una eviute 200 mxMonv/n u
nosvluleHue e20 NpeouleCmeeHHUKa (QeHuNalaHuHa npu mupo3uHemMuy Onpeoesiomcs
qUWb Yy O0emeti ¢ HOPMANbHLIM HYMPUMUBHLIM CMAMycom. Y ucmouwjeHHvlx oemell ¢
ONUMENbHLIM AHAMHE30M U KIUHUKOU 0eNKo80-IHep2emuyeckol HeooCmamoyHoCmu
cooepoicanue mupo3uHa U eHUIaNaHuHa 8 Kposu Mo2ym Obimb 8 HOpMe U 0adice HUdMCe

HOpMbL.

PexomennoBano onpenenenue anbda-peronporenna (ADII) B ceiBopoTke (Min 11azme)
kposu [ 1,4,10].

(Cuna pexomenaanuu B; ypoBenb yoeauTeabHOCTH I0Kka3aTeabCcTB 1)
KommenTtapuu: A®II — maprep nporughepayuu sxcenunwvix xo008, npu HT 15 nosviuien 6
oecamku, a y oemeti ¢ HT 14 oasce 6 moicsiuu pas. ADII ne cneyuguunwiii, Ho ouensb
YY8CMEUMENbHbI NOKA3AMENb, NPU HOPMATbHOM e20 yposHe ouazcno3 HT 1 comnumeneH.
B nopme y oemeui om 0 0o 3 mec. ARII <1000 ne/mn;, om 3 mecayes oo 18 nem ADII<I2

He/ML.

PexomeHtoBaHO OIpenesieHNe COACPIKAHUS O-aAMUHOAEBYIUHOBOU KUCIOMbL MEMOOOM
TMC [1,4,10,11].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabCTB 1)
KommenTapuu: [losviuienue O-amunonegyiuno8ou KUuciomol s611emcs KOCBEHHbIM
npuznakom HT 1, max Kkaxk cykyuHuiayemou uHeubupyem o0ecuopoceHasy o-
AMUHONIe8YTUHOBOL KUCIOMbL 8 NeyeHu U spumpoyumax. B nopme coodepocanue o-
AMUHONEBYTUHOBOU KUCIOMbL 8 pa3080l npobe mouu cocmasiiem <34 MKMOIb/
(hopmyna nepepacuema<4,5 me/n x 7,626), 6 cymounou move - om 11,4 oo 57,2
mrmoav/cym (1,5- 7, 5 me/cym).

llosviwenue KoHyeHmpayuu O-amMuHONE8YIUHOBOU KUCTIOMbL OMMe4aemcs makice npu
ocmpelx  nop@upusax — (ocmpas — nepemexcarouiancs, — «necmpasy,  8POHCOEHHAs.
Konponopghupus), ompasieHuu C8UHYoOM, Oeduyume aMUHOIEBYIUHAM-0e2UOPamasvl

(como3ucomsl). Ymepennoe nosviuieHue modcem HAOIO0AMbCA NPU OUAdEMuUYecKkom
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Kemoayuoose, bepeMeHHOCMU, NO30Hel KOXCHOU nop@upuu u npu npuéme HeKOmMopbix

NPOMUBOCYOOPONHCHBIX CPEOCHE.

PekoMeHI0BaHO oOIpe/ielicHUE BBISBICHHE MYTallMid B TeHE ()yMapHIIAeTOTHIPOJIa3bI
(FAH), xonupytoieM cuaTe3 Oenka ’u3uma [ 1,4,5,10].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)

PexomeHn10BaHO IpOBEICHNE PYTUHHBIX OMOXMMHYECKUX aHAaIU30B KposH [1,4,5,10].
(Cuna pexomenaanuu C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: B kposu ommeuaromesi ymepeHHO NOGblULEHHbIL YPOBEHb MPAHCAMUHA3
(6 2-3 u bonee pas), 8vicOKUll ypo8eHb 2ammaznoKyporurmparcnenmuoasvl (ITTII) u
wenoynou gocghamaszvl (LL{D), komopvie Asnaomcs NpuUsHAKAMU SHYMPUNEYEHOUHO2O
xonecmaza. Ilpu HT 1A ommeuaemcs ymepenHulli 6HYMPUNEUeHOUHbIU X0ecmas, npu
HT 15 xonecmasz mooicem Ovlmb OUCCOYUUPOBAHHBIM. NPU HOPMALLHOM YPOGHE
ounupyouna ommeuaemcsi BbICOKUU YPOBEHb  2AMMA2NIOKYPOHUIMPAHCNEeNMUOa3vl
(I'TTIl), a makace wenounoti pocghamasvl (LL[D), yseruuenue xomopou modxcem Obimb
NposIBeHUEM OCMPO20 paxuma.

Ipu nanuuuu paxumonodobHozo 3abonesanus akmusHocms LI[@ npesviuaem nopmy 6 5
u oonee pas. Buwipasxcennocmv mybynonamuu onpedensiemcs  NeKMPOIUMHBIM
oucbanancom u nposeaaemcs HUKUM YpOBHeM Kanbyus u ghocghopa 6 cbieoOpomke Kposiu.
Cunopom @Danxkonu modxcem ObiMb KAK NOJIHLIM, MAK U HENOJIHbIM, ONMUMAILHO OH
onpeoensiemcs Kaubyutl/KpeamunuHosbim U hoc@op/KpeamunuHosbim Kodghduyuenmom
8 pa3oe6otl (6mopoii) nopyuu Moyu, KOMopvie MO2Ym OblMb JLOHCHOOMPUYAMETbHBIMU NPU
HU3KOM YPOGHEe IMUX 21eKmpoaumos 6 kposu. llpuznaxu cunopoma Pankonu Kuouaom
2NIIOKO3YPUIO, 2€HEePAU308aAHHYI0 AMUHOAYUOYPUIO, NOYEYHbI KAHANbYEBbI AyUdo03,
docpamypuro. Bmopuunvlii  eunepnapamupeo3  conpsAxceH € unoxanvyemuetl,

aunogocamemueli u coomeemcmayowuUMu UM Karbyuii- u pocpamypuet [1,4,7,9].

PexomennoBano onpeaenenne KUCI0THO-0cHOBHOTO cocTosiHust (KOC) xposu [1,4].
(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: V ne neuennvix 6onvnvix KOC xkposu xapaxmepuszyemcs oepuyumom
ouxapoonamos. lIpu ocmpom mevenuu HT 14 ommeuaemcs memabonruueckuti ayuoos 3a
cuem HapyuleHusi Komnencayuu ouxapoonamamu. Moodwcem 8biAGIAMbCA 2UNOIUKEMUS,
KOMOopas CceA3aHa ¢ NeYeHOYHO-KIeMOYHOU HeOOCMAamoyYHOCMbl0 U UCMOUieHUeM

3andacoe ciuKozerHa 6 nevyeHu ujiu 06yC]l06]leHa CUNEPUHCYIUHUSMOM.
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PexomennoBaHo nccnenoBannue CUCTEMbI CBEpThIBaHMs KpoBwu [1,4,7,9,10].

(Cuna pexomenaanuu B; ypoBenb yoeauTeabHOCTH 0Kka3aTeabCTB 1)

KommenTapuu: Koacynoepamma neobxoouma ons evissneHus sumamun K—3asucumoii
Koaz2ynonamuu, KOMopas Xapakmepuzyemcs 0euyumom 6cex neueHoYHvlX (hakxmopos
ceepmouiganus (I, V, VI X, IX, XI, XII), yorunenuem npompomouHosozo u
AKMUBUPOBAHHO20 YACMUYHO20 mpombonaacmunoeo2o epemenu (AYTB), chudxcenuem
npompomMoOUH068020 uUHOexkca, Quopunozena, anmumpomouna Il Koazcynonamus uyawe
eécmpeuaemcs npu ocmpou muposunemuu (HT 14), npomexaem 3navyumenvno msasicesnee
yem npu Opyeux 00N1e3HAX NeuyeHu, npu d3MomM AKMUBHOCMb MPAHCAMUHA3Z U USMEHEHUs
cooeporcanuss OunupyouHa mo2ym 6bimv 8bIPANCEHbI YMEPEHHO U He COOmMEemcmaeo8ams
maxcecmu cocmosanusi pebenka. Bvicokas cmenenv yumonusa (kax 3a cuem ACT, mak u

AJIT), 6ecmpeuaemcs peoko [1,4,7,9,10].

2.4 UHCTPpYMEHTAJILHAS JUATHOCTHKA

PexomennmoBana yiabpTpa3ByKOBas THArHOCTHKA OPraHOB OpPIOIIHOHM TIOJIOCTH, B TOM
qlClie, C IONIUIEPOBCKUM KapTUPOBAHUEM COCY/I0B MOPTaIbHOU cuctemsl [4,10,12].
(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: ynerpasBykoBas nuarHoctuka (V3H4) nozeonsem eviasums oughghysmvle
U3MEeHeHUs. neYeHU HA PAHHUX CMAOUsX, Ha4albHble NPUSHAKY NOPMALbHOL cUnepmen3uu
8 6ude cnieHome2alul, pAacuupeHusi BOPOMHOU U CeNle3eHOYHOU 6eH, 2unep- Uu
2UNOIXO2EHHblE V3Ibl 8 NedeHUu, JAUMPOY31bl 6 BOopomax nedeHu, 2Unepniasuio
NOO0XMCEYOOUHOU Jicele3bl, Y8elUudeHUue pazmepos nouex, Hapyuiernue oughgeperyuposxu

clloes.

PexomennoBano npoBeneHue amacrorpaduu neuenu. [ 1,4,5,6].

(Cuna pexomenaanuu C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabCTB 1)
KommenTapuu: Qubposicmoepagus - onmumanbHwlli HEUHBA3UBHBLU YIbMPA3ZEYKOBOU
MemoO KOAUYECMBEHHOU OYeHKU NJIOMHOCMU MKAHU NeYyeHU, NO380Js1enm onpeoeiums

aghghexmuenocmos mepanuu.

PekoMeH10BaHO MCHOJB30BaHUE KOMIIBIOTEPHON TOMOTrpa(uu, MarHUTHO-PE30HAHCHOM
ToMorpaguu € MarHUTHO-PE30HAHCHOW  XosaHruomnankpeatorpadueit (MPXIIT)
[1,4,5,6,11].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabcTB 1)
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KommenTapuu: Jaunuvie memoovt eusyanuzayuu HeoOXo0umsvl OJNsl  UCKIIOUEHUs]
npoyecca  MAanucHU3Ayuu,  Hanpumep, Npu  HOOO3peHuu  Ha  hopmuposauue
2enamoyeoNApHOU KAPYUHOMbL, PUCK KOMOPOU O4eHb elux npu noxkazamenix ADII

npesvlularux HoOpmy 6 COmru u oaoice muicaqu pas.

PexomennoBano MIPOBEICHHE PanTuoOU30TOITHOTO WCCIIC/IOBaHHS NeYeHU
(rematocuMHTUrpadust cTaTuyeckas M JAUHAMHUYECKas, renaToOMIMCUMHTUTpadus) u
nouek (peHocuuHTurpadus) (1,4, 6,11].

(Cuna pexomenaanuu C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabCTB 1I)
Kommenrapumu: Memoo couemaem He MONbKO BU3YAIU3AYUIO, HO ABIAEMCA U
@ynkyuonanouvim  uccreoosanuem. Hapywenue eHympuxiemounoco mpancnopma,
aKcKkpeyuu paouopapmnpenapama (POII) ¢ orcenuvto, nymu 6vigedeHus e20 u3
Oopeanu3ma, 6 mom 4ucie, nepepacnpeoeneHus nedeHb/cele3eHKa Npu cmamuieckou
eenamocyunmuepaguu, euneppuxcayus PDPII 6 cenezenxe Oonee 15% ssnaromces
NPUSHAKOM HNOPMANbHOU 2Unepmensuu. Yuacmrku CHUMCEHHO20 HAKONAeHUs — 35MO
AHCUPOBASL U COCOUHUMETIbHASL MKAHb, KUCMbl, A0eHOMA (000poKauecmeeHHas Onyxo.v),
V3JIbl peceHepayuy ¢ NOHUNCEHHOU 8aCKYIApUIaAYUel.

Penocyunmuepaghus noszeonsem ouggepenyuposano oyeHums GyHKYUuo npasoil u 1esotl

NnoYex.

PekoMeHIOBaHO HCCIICOBAaHUS MHHEPAIBHON IUIOTHOCTH KocTed  (TpoBencHHE
JICHCUTOMETPHH, KOTOPYIO IEIecOO0pa3HO codeTaThb C OTPEACICHHEM KOCTHOTO
BO3pacta). [6,9,11].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabCTB 1)
KommenTapuu: Hccreoosanue nposooumcs y Oemell ¢ NpuzHakamu myoOyionamuu:
uUsMeHeHuem  J1aOOpaAMOpHLIX — NoKazameneu,  pPaxumonoOOOHbIMU — KOCHHbIM
oehopmayusamu. Penmeenoepaguueckoe onpedenenue KOCMHO20 803pacma HA3HAYAIOM

Odemsam cmapuie 2 1em, 0eHCUMOMempUI0. — Kak npasuio, 0emsam cmapuie 5 jiem.

PexomennoBana pentrenorpadus Kkocteit ckenera [4].
(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabCTB 1I)

KommenTapuu: [lokazana npu nianupyemoii opmoneoudeckol KOppeKyuu.

PexomenoBana no moka3aHusM peHTreHorpadus rpyaHON KIETKH [4].

(Cuna pexomenaanuu C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabCTB 1)
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KommenrTapuu: /Hccrnedosanue nokazano 6 cayuae nposeoenus NOOHAPKOZHbIX
uccne0osanull, npu Hanuyuy KAUHUYECKUX nposigneHull OblXamenbHou

H@()OCI’I’ICZI’I’IOUHOCI’I’IM, Kap()uomuonamuu.

PexomennoBana no nmokazanusim DKI', axokapauorpadus [4].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)
KommenrTapuu: /lannvie memoowvl noszeonsiom oyenums Mopgho-ghyHKyuonaivHoe
cocmosiHue cepoya U  MmMakxce Heobxooumvl NpuU  NPOBeOeHUU  NOOHAPKO3HBIX

UCCAe008aHull.

2.5 Unass AMarHocTukKa

PekomeHayloTC ~ KOHCYAbTalMM  CHEIHAJMCTOB (IO  IOKa3aHWAM)  TEHETHKa,
odranbmonora, HEBpPOINATOJOra, [JUETOJIOra, KapauoJora, Jioronena-aedexrosiora,
HEWpOOpTONena IMalMEeHTaM C TIyTapoBOM anuaypued Tun [, mMeromuMm HapyleHHs
(GYHKIMI COOTBETCTBYIOLIUX OPraHoB U cucteM [1,4].

(Cuna pexomenaanuu C; ypoBeHb yOeauTebHOCTH 10Ka3aTeabeTB 1I).

C ImmarHoCTHYECKO MEeNbI0 peKOMEHI0BAHO MTpoBeieHne Ouoricuu neuen [1,4,6,10].
(Cuna pexomenaanuu B; ypoBens yoeaureabHOCTH A0Ka3aTeabCcTB 1)
KommenTapuu: [lpu nosmoprom nooveme anva-ghemonpomeurna u nooo3peHuu Ha
eenamoyennonsapuyro kapyurnomy (I'LIK) credyem 6ozdepacamucs om duoncuu neweHu 60

uzbesrcanue 2eMamo2eHHo20 3aH0Ca U memacmasupoeanusl Onyxosu.

2.6. /InddepenuuanbHas JMArTHOCTHKA

Octpyto HT 1 pexomenaoBano muddepeHIupoBaTh ¢ APYTHUMH HACJIEICTBEHHBIMHU
HapylleHUssMM OOMeHa BeUIeCTB, OCOOEHHO TMpU HAJIMYUU  COMYTCTBYIOLIEIO
CENTHYECKOTO COCTOSIHUSA, PE3UCTEHTHOIO K TEpalud aHTUOMOTUKAMM ILHUPOKOTO
crekTpa  nedcTBusa.  Bupyc-accouupoBaHHble — 3a0oseBaHus  (Teprec-TpyIIIbL:
UTOMerajioBupyc, Jnirelna-bapp Bupyc, reprec 1, 2 u 6 tunos), TORCH undpexkunn
He uckimrovaroT Hamuaust HT1 tuma [1,4,11].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)

['MnepMeTHOHMHEMHUIO PpPEKOMEHAO0BaHO JAu(@epeHIupoBaTh € TOMOLUUCTUHYPUEH,

00se3HIMU MeTaboIM3Ma METHOHUHA, IEKOMIIEHCUPOBaHHbIM Ituppo3om [1,4,11].
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(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)

JlnarHoCTHYECKUH TIOUCK MPH renaToMEerajiui U rernaTtuTe peKOMEH0BAHO MPOBOJIUTH C
rajJjaKTo3eMuen, GpyKTOo3eMHei, HEMEePEeHOCUMOCThIO (PPYKTO3bI, OoJie3Hbl0 Humanna-
[luka, OGone3Hpto BuiibcoHa, HEOHATAJbHBIM T'€MOXPOMATO30M, TIeMo(arouuTapHbIM
JTUM(OTUCTUOIIMTO30M, MUTOXOHAPUAIBHON LUTONATHEN, BPOKJIEHHBIMU OO0JE3HSIMU
IJIMKO3HWIINPOBAaHUS, neQUIUTOM TpaHCaJIb/10J1a3Hbl, areTaMUHO (hEHOBOM
(mapaneramMojiOM) WHTOKCUKanued, HHPEeKIusIMU (CerncucoM, CalbMOHEIIE30M,
TYOEpKyJie30M, TEpIIeC-BUPYCHOM, B TOM YHCJIC, ITUTOMETaJOBUPYCHOW HH(EKIIHUEH,
BUpPYCHbIMU renatutamu A u B), oTpaBienuem rpubamu, JeKapCTBEHHBIMU CPEACTBAMMU
Ha pacTUTENbHON OcCHOBe. I['eHepanu3oBaHHAs AaMHHOAUUIEMHsSI 4YacTbli MPU3HAK
MEYEHOYHOU HEeIOCTATOUYHOCTH, HapymeHust GpyHKuuu accumuisanui [ 1,4,6,7].

(Cuna pexomenaanuu C; ypoBeHb yoeauTebHOCTH J0Ka3aTeabeTB 1I).

[Topaxxenue mouyexk npu HT 1 pexomenmoBano nud¢depeHuupoBaTh C IUCTUHO30M,
cuagpomoM Lowe (okyrorepeOpopeHanbHas AUCTPOPHs), MOYECUYHBIM KaHAIBIIEBBIM
anuao3oM, cuHapomoMm @Dankonu. [lpu paxuTomogOOHBIX HM3MEHEHHUSX CKeleTa
PEKOMEHJ0BAHO MCKIIIOUaTh Tunodocdarasuio (HU3KUA ypoBeHb I1enouHoi (ocdaTazbl
u dochopa B CBHBOPOTKE), AeduUnHUT BUTaMHHA D (HYTPUTHBHOTO M TEHETHYECKH
o0ycinoBieHHoro), cuaapom Pankonu [1,4,9].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)

HeBpouiornueckue kpusbl peKOMeHJI0BaHO Iu((depeHIUpOBaTh OT IMPOSIBICHUNH OTeKa
MO3ra W KpOBOM3JIMSHUN, OaKkTepHalbHOTO MEHUHIUTA, T'HIEpHATPUHEMUYECKOTO
00€3BOKUBaHMSI, OCTPOU nepeMexatomerics nophupuu [1,4,9].

(Cuna pexomenaanuu C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabCTB 1)

[Ipy M30IMPOBAHHON TUIEPTUPO3MHEMUH PEKOMEHJIOBAHO HCKIIOYAaTh HApYIIEHHE B
MUIIEBOM  panuoHe  (MOBBIIEHHOE  YNOTpeOJeHWe  TUIIEBOro  Oenka), 4To
COMPOBOXKIAETCSA  COCTOSIHUEM  TPAH3UTOPHOIO  TUPO3MHO3a,  (YHKIMOHAJIBHOU
HegocraTouHoCThiO pepmenTa FAH. Taxke pekomMeH10BaHO UCKIIOUaTh TUpo3uHeMuH 11
nu III TumoB, papyrue OOJIe3HM TE€YEHU C HAPYIIEHUEM CHHTETUYECKOW H
JNETOKCUKAIMOHHOM PpyHkmmu. [1,2,8].

(Cuna pexomenaanuu C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabCTB 1)

Tlocunopomuwiii oughgepenyuanvHwvlli Ouacno3 ompasicer 8 npunodxceruu 172
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3. Jleuenue

3.1 KoncepBaTuBHOE JeYeHHUE

Jns nedyeHus HACIENCTBEHHOW THUPO3MHEMHM THUN | pEeKOMEHAOBaHA IMOXKWU3HECHHAS
naTtoreHeTH4eckass Tepamus npemaparoM  HutusuHoH”  (NTBC,  2-(2-HuTpo-4-
Tpudroopomerunoensonn)-1,3-muknorexkcanenon), kog ATX -A16AX. B coueTanuu c
HU3KOOCTKOBOW JMETOW M HA3HAYCHHWEM CICIHATN3UPOBAHHBIX IPOJYKTOB Ha OCHOBE
cMecell aMMHOKHCIIOT, HE COJIep KalluX TUPO3UH U peHunananuH [2,8,9,10].

(Cuna pexoMeHAaUU A; ypOBeHb YOeaUTEIBLHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: /[nsa Oonvuwen s¢hgexmuenocmu eyeHus HUMU3UHOH YenecooOpasHo
ucnoivL308ams  HA  CmMaAouu, npeoulecmsyrowell  passumuio  2enamoyeinionapHou
Kapyunomvl. Mexanuzm Oetlicmsus npenapama 3aKi04aemcs 8 mom, 4mo ox OJoKupyem
4-eudpokcugenunnupysam OuoKCcuceHazy u npenamcmeyem o00pa308aHUI0 KOHEUHbIX
MOKCUYECKUX Memadonumos, ypoeeHb MUPO3UHA 6 CblBOPOMKEe KpPOSU NpU IMOM
NOBLIUAEMCS, UYMO ABAAEMCA CMPO2UM NOKA3AHUEM Ol O02PaHudeHus. 6 oueme
HamMypanibHo2o nuujego2o benka, a emecme ¢ HUM U ¢henunranaHuna  (Kax
npeoulecmeeHHUKa mupo3una) u muposuta. lecuyum 6enka komnencupyemcs nymem
HA3HAYeHUs CReyualu3upo8aHHoU Ouemsl ¢ 02PaHudeHueM SMux amMuHOKUCION.

Jloza Humusurona noooupaemcs UHOUBUOYANLHO 8 3ABUCUMOCMU Om dppexmusHocmu,
KOMopas oyeHueaemcsi N0 YPOGHIO CYKYUHULAYEMOHA 8 Mode U KpOS8U, U YPOBHIO
mupo3una 6 cvieopomke Kposu. Ocmpas Gopma mupozunemuu (HT 1A) mpebyem
HA3HAYeHUs HUMUSUHOHA 8 003e 2 M2/Ke, No Mepe pocma u yeeaudyeHus Maccol meid
pebenka 0oza cuudcaemcs 0o 1 me/xe.

Tloooepoicusarowas mepanesmuyeckas 0osa npu HT 1A cocmasnsem 1 me/ke/cymku, npu
HT 15 nauanvuas ooza 1-1,5 me/xe/cymku, ecau yposenv muposuna menee 600-800
mMKkMonv/n, cymounas 0o3a 0aemcs 8 00uH-08a npuema eHympb. llepuoo nonysvigederus
cocmasnsiem 54 uaca, umo no3eonsem peKoMeH008amsb 0OHOKPAMHbIL NpUem CYMmoyHOl
0o3vl. Koppexyus 0036l HUMUBUHOHA NPOBOOUMCS 8 3ABUCUMOCIU OM OUOXUMUYECKUX
nokasameneu u Hapacmanus maccvl mena pebenxa. Oxono 10% 6orvublx Ha mepanuro
HUMU3UHOHOM He Omeeyaiom, umo Oonpeoensiemcs pe3yibmamamu OUOXUMUYECKO20
MOHUMOpUH2A (CYKYUHULAYEMOHA 6 Moue, (YHKYUOHATbHblE NpoObl neueHu, anvgha-
demonpomeun (ADII). Taxue nayuenmol 261210MCSE NOMEHYUANLHBIMU NPEMEHOEHMaAMU

HA MPpAarCcnjianmayuro ne4ernu.
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Ilpu evicokom ypoene oOunupyouna (>100 mrmonv/n) u ocmpoti neueHOYHOU
HEeOOCmamouHocmu 8 coyemaHuu ¢ eunepammonuemueti (> 100 mxMonwv/n) He
UCKIOYAemcsi He0OX00UMOCb 8 IKCMPEHHOU MPAHCHIAHMAYUU NeYeHU.

CHudiceHue ypoeHsa CYKYUHULAYEMOHA HA (OoHe mepanuu HUMUZUHOHOM NPOUCXOOUMm 6
meyenue 24 uacos, KOHYEHMpAayus aMUHOKUCIOM (MUpPO3UHA U QeHuIaIaHuHa)
NOBLIUAEMCSL 8 3ABUCUMOCIU OM KOJUYECMBA NUWe8020 HamypaibHozo 6enxa. ADIT
CHUDICAemcsi MeOJIeHHO U 3A8UCUM O HAYAIbHBIX KOHYEHMpayull, He ce20a docmuzaem

HOpMbL.

PekoMeH10BaHO yBeNMYEHHE J03bl HUTU3MHOHA J10 2 MI/KI/CYTKH INpPU OTCYTCTBUU
MOJIOKUTEIILHONW TMHAMUKHU TOKa3aTelell KoaryJlorpaMMbl U YPOBHSI CYKIIMHUJIAIIETOHA B
MOYe B T€UEHHE 2 HeJ/elb, COXPAHSIOIIEMCS BBICOKOM YPOBHE TUPO3UHA B KpoBH (Oosee
800 mxMoub/m). JledeHne HUTU3MHOHM JOJDKHO OBITH HENpEpHIBHBIM. B xone Tepanuu
[pernapaToM KOHIEHTpAlUsl TUPO3UHA YBEJIWYUBAETCS, MEPEPBIBbI B TEPANUU T'PO3ST
pa3BUTHEM THUPO3UHEMHUYECKHX KpU30B (TOPPUPHUHONONOOHBIX HEBPOJIOTHMUECKUX
Kpu3oB, MmanurHuzauuei). Pekomennyemass konuentpauus NTBC B mnazme 30-50
MKMonb. Jletn ¢ oxupeHueM TpeOyrT MOJIep)KaHUsS YyThb MEHbIIEH KOHILIEHTpalUH
npemnapara Ha 1 Kr Beca, B cpeHeM 35 MI/M’/IIeHB. O} PeKTUBHOCTH JICUCHUS 3aBUCHUT OT
CPOKOB YCTaHOBJICHHS IMarHO3a U CBOEBPEMEHHOTO Hadasa jedeHus. Y 90% marueHToB
Ha (oHEe mTpueMa HUTU3WHOHA [IEYEHOYHAs  HEJAOCTATOYHOCTh  CTAHOBUTCH
KOHTPOJIMPYEMOM, BHETNICUEHOYHBIE MPOSIBICHUS, KaK MPAaBWIO, KyNmUpPYrTcs. MupoBou
onbIT npuMeHeHus: HutusnHoHa (NTBC) y nereil, HauaBIIUX Jie4eHHE B Bo3pacTe 10 2
MECSLEB JKU3HM, MOKa3all, YTO PUCK Pa3BUTHUS y HUX IeNaTOLEIUIIOJISIPHON KapLHOMBI
camwkaercs ¢ 40 1o 5% [1.,4,9].

(Cuna pexoMeHaanuii A; ypoBeHb yoeauTeILHOCTH HJ0Ka3aTeabcTB 1)

PekomeHnoBaHO ycunuTh orpaHudeHusi odmiero 6enka B auere (1-1,5 r/kr/cyrku) mpu
MOBBILIEHUH COJIEP’KAHUSI TUPO3UMHA B KPOBU U MPU OTCYTCTBUU JICUEHUS HUTU3HMHOHOM
[1,8].

(Cuna pexoMeHAaUU A; ypOBeHb YOeaUTEIBLHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: [lompebuocms 6 Opy2ux nHe3ameHumMblX dMUHOKUCIOMAX GOCHONHAEHICSL
HA3HA4YeHueM CReyualusuposanHvlx cmeceu 0Oe3 Mmupo3una U QeHUIaIanund, uYmo
n0360Ji5em NoGvlCUMb Keomy nompebiienus Oeika u 000UmMbCs HOPMAIbHO20 POCma U
pazeumus pebenKa, a makdce CHU3UMb KOHYEHMpAyuio Mupo3uHa 6 CblBOPOMKe,

YMeEHRbUIUMb Yacmomy U 6blpAHCEHHOCHb 603MOINCHBIX noOOYHbIX agbgbekmoe.
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Ocnosnule NPpUHYUNnsl opcanuzayuu neyebrHo2o numarus, npumepsvl pacuemos Uu

uHopMayuoHuslil Mamepuansvl npeocmasienst 6 Ilpunosxcenuu I'3.

PekoMeHI0BaHO MPOBOIUTH KOHTPOJIb TEPallMd B TCUYCHHWE TICPBOM HENCIN JICYCHHUS
[1,4,9,10].

(Cuna pexoMeHAauU A; ypOBeHb YOeaUTEeIBLHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: Koumpono noonexcam creoyrowue nokazamenu kpoeu: KIIC,
¢dyukyuonanvnovle  npobvl  newenu  (ounupyoun,  AJIT, ACT, ITTIl -
2AMMAIOMAMUTIMPAHCRENMUOA3a, welouHas gocgamasa, arbOyMum), KOa2yioepamma
(IITHU, AYTB, ubpunocen), mouesuna, 31eKMpoOIUMbl, KpeamuHuH, Kaivyul, gocgop,
KIeMOuHblll cOCmas Kpoeu, amunokuciomuwviti cnekmp, ADII, cykyununayemow, no
sosmoxcnocmu, konyenmpayusi NTBC, npu ocmpoti neueHouHoU HeOOCmamouyHoCmu —
O0ONOHUMENbHO ONnpeodeleHue aMMOHUS, 2II0OKO3bl, a4 MAaKxice MNOKA3amenu MOYU:
2NII0KO3d, AMUHOKUCIOMbL, hocghop- u Karbyuil/KpeamuHuHogvle Ko3pduyuenmoi,
anbOymuH, 6enox, bema-2-mukpocioOyiuH.

B oanvhetiwiem nocne nopmanuzayuu noxazameneu uHmMep8an Meicoy UcCieo08anusmMu

cocmaensem He menee 6 Mmecsyes.

PexomennoBan 10 TOKa3aHUSIM KOHTpPOJIb ypoBHS (onaToB, BuUTamMHHA B,
CBIBOPOTOYHOTO Xene3a u depputuna, ButamMmuHoB A, E, D, MUKpo31eMeHTOB ceneHa,
uuHKa, meau [1,4,8].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: Q@onamel kpou KOHMPOAUPYIOM NpuU HAPYWEHUAX CEEpmMblearouet

dyuKyuu Kposu u ¢ yeavio oughpepenyuanrbHo2o OuazHo3a Koazyionamui.

Pexomennyercs koHCymbpTanus odranbmosnora (OCMOTpP € MOMOIIBIO IIEIEBOM JIAMIIBI)
[1,4,10].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabcTB 1)
KommenTapuu: Ocmomp crnedyem npogooums 00 HaAUANA MeOUKAMEHMOZHOU mepanuu
u uepe3 mecay nocie Hauana jaeyeHus. Tak KAk 603MOXNCHbI NOOOUHblE d¢hghexmubl
HUMU3UHOHA - KOHBIOHKMUGUM, HOMYMHEHUEe DPO20GUYbL, Kepamum, Cc8emoOosi3Hb,
0bpamumas 1etikonenus, 2panyioyumonenus u mpomooyumonenus. Pesxce ommeuaromes
Jeuxoyumo3s, onegapum, KONCHbLU 30, IKCHOIUAMUBHBIL OepMaAMUm, 3pPUMemMamo3Has

Cblnb.
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[Ipu nedyeHnm OOJBHBIX THPO3MHEMHEH HE PEKOMEHIIOBAHO MPUMEHSATH OEIKOBBIE
npenaparsl U Ipou3BoAHbIE KpoBH [1,2,3,4,10].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: /Ipouszsoonvie Kposu npumeHsiomcs UCKIIOYUMENbHO NO IHCUSHEHHBIM
NOKA3AHUAM NpU NPOBEOeHUU IKCMPAKOPNOPATbHBIX MEMOO008 0eMOKCUKAYUU, 3AMEHHOM
nepenlueaHuy NaasMul, UCKIIOUAIOMCS Npenapamsl HA OCHO8€ AMUHOKUCIOM (8 MOM
yucie 2enamonpomeKmopsbl Ha OCHO8e aAdeMemUuoHUHa, opHumuxa u op.). Baxyunol u
CbIBOPOMKU MO2YM UCNOIb308AMbCS 8 Clyuae KpauHel HeoOX00UMOCmu U nocie

HA3HAY€eHUA HUMuUu3uHoHd.

He pexomenmoBaHO MpUMEHSTH MapareTamMoll U Ipyrue MeIMKaMEHTO3HbBIE Mpenaparsl,
BBIBOISIIIMECS U3 OPTaHU3Ma MTPEUMYIIIECTBEHHO MeuYeHOYHbIM myTeM [1,2,3,4,10].

(Cuna pexoMeHaanuu A; ypoBeHb YOeaUTEIBLHOCTH J0Ka3aTeabeTB 1)
Kommenrapun: [lapayemamon skckpemupyemcs uepe3 cucmemy yumoxpoma P450.
Juasenam, npenapamoel eanvnpoesoil Kuciomel u Opyeue npenapamvl ¢ NeyeHOYHbIM
nymem memabonuzmMa Mo2ym 6ul36amsb Nepedo3UposKy U yxyouleHue YHKYUOHATbHO2O

COCMOAHRUA neYeru.

3.2 Xupypruyeckoe JedyeHue

[Ipu mporpeMeHTHOM TEYEHUHW MATOJOTHYECKOTO MpOoIecca B MEUYCHH PEKOMEHIOBaHA
TpaHCIIaHTaus neyenu [4,7,8].

(Cuna pexoMeHaanuu A; ypOBeHb YOeaUTeIBLHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: B cocmoanuu  ocmpou — ne4eHOYHOU  HeOOCMAamoyHOCHU
MPAHCAIAHMAYUIO NeYeHU NPOB0OAm NpuU YCI08UU, eClu Npopuib Koazyrsayuu He
yayuwaemcsi uyepe3 1 Helenro neuenus. B cocmosHuu Xpomuuyeckou ne4eHouHou
HeO0OCmamoyHocCmy — NOKA3auuem Ol MPAHCHAAHMAYUuu  nedeHu  GJAemcs
2enamoyenionapHas KapyuHoma, a UMEHHO peyuous Nno8bluleHUsl YPOBH: albgha-
gemonpomeuna u/unu Oexkomnencayusi yuppoza nedenu, Npu KOMOPOM 6e0yuUMU
aeaaomces pasnuunvle memoowl euzyanuzayuu (MPT, KT), nossenenue y3106 ouamempom
oonee 10 mm u Konuuecmeennoe ux yeenuuenue. buoncuu ysnoe cnedyem usbecamov
c8A3U ¢ puckom memacmaszuposaunusi. Pewenue o mpancnianmayuu  neuenu

npuHumaenmcsl KOHCUIUymom epaqeﬁ.
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e PexkOMEHJ0BaHO HAa3HAYEHHWE HUTHU3WHOHA. INEpe] IUIAaHUPYEMOW TpaHCIUIaHTalUen
nevyeHu npu remnarouestoisipHoil kapuuHome (I'LIK), BbIsiBIEHHON Ha MO3JHUX CTAIUSIX
HT 1. [4,7,8].

(Cuna pexoMeHaanuu A; ypoBeHb YOeaUTeIBLHOCTH J0Ka3aTeabeTB 1)

4. PeaOuaurauus

Pexomenoosanvl peabunumayuonuslii. meponpuamus, HANPAasleHHvle HA YIyduleHue

dyHKYyuUu neyenu, COCMOSIHUL HEPBHOLL CUCTEMbL, KOPPEKYUIO CKeJIemMHbLX 0epopmayuil.
5. IlpopunakTuka u AUCaHCEPHOE HADJIIIeHNe

S. 1.IlpoduniaakTuka

IIpogpunaxmuueckue mepwvl 6KIOUAIOM MEOUKO-2EHEMUUEeCKOe KOHCYIbIMUPOBAHUe U
npenamanvHyto  ouacHocmuxy. Cemwvsam, umerowum pebenxa ¢ HTI pexomendyemcs
KOHCYIbMayusi 2eHemuKd, KOmopbwlil MOX4Cem NOACHUMb 2eHemudeckue pucku ous cemvu. Kax u
npu Opyaux aymocomuo-peyeccusnvlx zabonesanusx npu HT1 onsa xascooil bepemeHnocmu puck
pooicoenust pebenka cocmasisiem 25%. B cemwvsix, 20e ecmb 00IbHOU peOEHOK, Cyujecmeayem
803MOACHOCIb NPOBEOCHUSI NPEHAMATbHOU U NPEUMNIAHMAYUOHHOU OUASHOCTUKUL.

Ilpenamanvnasn ouacnocmuxa HT1 6o3moxcna memooamu npamou uiu xoceennou /JJHK-
ouaenocmuxu oobpazyos /THK, evidenennou uz ouonmama eopcun xopuouna Ha 9-11 neodene
bepemenHOCMU UW/UNU KIemOoK amHuomudeckou scuoxocmu na 20-22 nedene bepemeHHocmu.

Llenecoobpaszno nposooums cenreKmueHblli CKPUHUHZS HOBOPONCOEHHBIX NPU HAIUYUU
OMASOUWEHHO20 HACIeOCMBEHHO20 AHAMHe3d, cMepmel MIAOeHYes8 68 ceMbe Om Cencucd,
BHYMPUNCENTYOOUKOBLIX UNU UHBIX KPOBOUIUAHUL U KpOBOMedeHull, cmepmell Oemei oOm
HEYCMAHOBIEHHOU  OoCmpoli  neueHouHou  Hedocmamouynocmu. Cenekmuenvili  CKPUHUHS
3aKnouaemcs 8 UCCIe008aHUU YPOBHS CYKYUHUNAYEMOHA 6 Mode U/uiu Kpoeu Kaxk npu
POdAHCOEHUU, MAK U Yepe3 Heoelio U Yepe3 Mecay NOCe PO#COeHUs.

Heonamanvnuiii ckpunune 6 Poccutickou Dedepayuu He npo8ooumcsi.

5.2. JlucnancepHoe HA0JI0AeHHE

IIpooonsicumenvrocms 2ocnumanu3ayuy 3a8UcCUm om cKopocmu eepugpuxayuy OuasHo3a
u nauana cneyuguueckot mepanuu. Omeem Ha nedyenue HUMUSUHOHOM OMMeUaemcsi 8 nepevle
OHu. IlpodondxcumenvHocms  2ocnumanuzayuyu  3a8UcUm Om CKOPOCMU — 80CCHAHOBNEHUs
noxazamejei Koazyioepammul u 0oviuno cocmasasiem 30 Ownell.

Jemu 6 eo3pacme cmapuie 200a Haubonee uacmo, 00 YCMAHOBAEHUA OUASHO3A,

cocnumanu3upyromcs no I’lOGO()y cenamuma, 00beMHO20 06pa306aHuﬂ neyeHu 6 xupypsudeckoe
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omoenenue, obpawalomcs 34 KOHCyibmayueli K — OHKONOZY,  UHQEeKyuoHucmy  u
2acmpoIHmepoNocy — 2enamosozay.

IIposedenue ougpepenyuanvroli OuacHocmuKy, YCmManogieHue ouasHo3a U Ha3HavyeHue
cneyughuueckou mepanuu - cokpawaem cpok eocnumanuzayuu. Ha ¢one naznavenus
HUMU3UHOHA NPOOOTIHCUMENTbHOCIb CIMAYUOHAPHO20 JleyeHusi 00biuHO He npesviuiaem 14 owuell.
Iayuenmos co cmaburbHLIMU NOKA3AMENAMU MOHUMOpUHea memabdonusma u ypoeus ADII
MOJHCHO Habnodamv 6 amOYIaMOPHO-NOJUKIUHUYECKUX VCI08UAX U 8 OHE8HOM CMmayuoHape
(OnumenvHocmv cocnumanusayuu e menee 10 cymox).

Yavmpazeykoeoe uccieoosanue OprOUHOU NOIOCU OOAHCHO NPOBOOUMBCS KaAMCOble O
Mmecayes, a MacHUmMHo-pe3oHancuas momozpagus (MPT) neuenu esxce2o0no, ecnu 8bla8aA0OMCs
noodo3pumenvHvle  y37108ble  00pA308aHuUs,  NOKA3AHbL ~ Memoobl  GU3VATUAYUU  C
kowmpacmuposanuem (KT, MPT, paououzomonnoe  ucciedosanue),  no3eoasowue
noOmMeepoOums  2enamoyelloNAPHYIO KapyuHomy. Ypoeeuv anvgha-gpemonpomeuna 0oaxceH
KOHMPOAUPOBaAmubcs Kaxcovie 3-6 mecsayes, a nosmopHoe noswviuienue ADII 0onxcro cayxrcums
nogoodom 0 yenyboaennozo obcreoosanusi na npeomem I'LIK. Iloxazana koncynremayus
0emcKo20 OHKOJI02d.

Koumpone mepanuu numuzunonom exnrouaem onpeoeieHue ypoGHs (HeHUNalaHuHa u
mupo3una, npu Huskom (menee 20 mxMonv/n) ypoene enunananuna Heobxooumo ygeiudenue
benxa 6 oueme. Yposeno mupo3suna sxcerameibHo yoeparcusams 8 ouanasore 200-400 mxMonwv/x,
Ymo He NO360J5ieM NOABUMBCS NOOOUHLIM d¢hhekmam. Hedscenamenvrvie 3¢hghexkmovl 6 6uoe
GdomobosasHu u uyscmea «necka 6 2na3ax» HNOAGNAIOMCA NpU YEeaudeHuu KOHYeHmpayuu
mupo3una 8 cvigopomke kposu eviue 800 mxMonv/n u 06yci061eHo He cmobKo Oeticmeuem
HUMU3UHOHA, CKOJIbKO HaApYUleHuem Ouemsl U HU3KOU KOMNIAeHMHOCMbIO pOOUmenel.

3abonesanue Oemeiti, umMeOWUX NEUEHOUHYIO HEOOCMAMOYHOCMb, YACMO NpOmeKaem
Kpatine mMANCENO C BbIPANCEHHOU Koazyronamuel u acyumamu. Hasnauenue unumusumnona
npU8OOUM K KIUHUYECKOMY VIYYULeHUIO 8 MeyeHUe HeCKONbKUX Onell, npu smom 90% nayuenmos
omeeuaiom na mepanuio. Eciu koazynoepamma ue ynyuwiaemcs ¢ meuenue 1 meoenu, mo 003y
HUMU3UHOHa ciedyem nogvicums. Ha pone neuenus y 6orvuuncmea oemet, Komopwvle umerom
KIUHUYeCKUe NpOosAGNIeHUs Yuppo3a U HOPMANIbHOU 2UNEPMEH3UU, JleyeHue HNpugooum K
KOMNeHcayuu u 0axce pecpeccy yuppomuieckux usmeHeHull.

DYHKYUS NOUEUYHBIX KAHAILYEE HOPMANU3YEMCs, NPeKpaujaromes nomepu Kaibyus u
docgopa c moyoii.

Jlevenue HUmMusUHOHOM 6 meyeHue nepsvix 3 Mecayed MHCU3HU npedomspaujaem
passumue Kapouomuonamuu, npu 6onee no3oHeM Hauaie mepanuu ee medenue Viay4uiaemcs

He3aeucumo om d)Oprl 3abonesanusl.
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Ilpumenenue numusunona obecneuusaem noiHoe Kynupoganue He8porocUYecKux Kpuzos
no muny nopgupuu.

Tepanus numusunonom nepexnrouam genomun HT 1 6 ¢henomun muposunemuu I (cm.
Ipunoscenue I'l). Ecmecmeennviti xo00 pazeumuss HT Il muna, npeocmasnsem coboti
eeHemuyeckuli oepuyum 4-euopokcugenunnupysam OuUOKCUSEeHA3bl, ABIAEMC YPe38bIUAliHO
PEOKUM U NI0XO ONUCAHHBIM 8 JUMepamype, HO 3A0epPAHCKA UHMELIEKMYAlbHO20 pPaA36UMusL
Aa61emcs 0oujeu38ecmHbvIM KOMHOHEHMOM 8 CIMPYKMype 0aHHO20 3a001e8aAHUSL.

Jlewenue mybynonamuu (cunopoma DankoHu) u eumamuu J{-pe3ucmenmHoz20 paxuma
Haubonee d¢hpexmusno Ha panHux cmaousx u exuoyaem kpome NTBC naznauenue akmusHwiX
Memaboaumos eumamuna J{ (karbyumpuona), npenapamos Kaivyus u 08Y0CHOBHbIX (hocihamos.
Obcneoosanue exmouaem onpedenenue KIIC (pH kposu, cmanoapmuvix Ouxapboonamos,
depuyum ocHo8aHulL).

Couemanue amunoayuoypuu, 2110K03ypul, Gochamypuy, no4euHo2o KaHAIbYEE020
ayuoosa ceudemenbcmeyem o0 NOIHOM cunopome DAHKOHU U NPUBOOUM K MANCETOMY paxXumy,
HeppoKaTbYUHO3Y, 2IOMEPYIOCKIEPO3Y U XPOHUYECKOU NOYEeYHOU HeO0CMAamOYHOCHU.

Obvem u KpamHocmob UCCIE008AHUL NPU JIeYeHUU HUMUSUHOHOM NpeoCmasiensbl 6
mabnuye 1 u umeem yenvio Kaxk npedomepauwjerue ociroxcrenuu HTI, max u xommpoiw
no6ounsix 2¢hexmos u pannioro ouacnocmuxy ocroxcrenuit HT'1, I'l[K 6 nepsyro ouepeow.

Tabdmuua 1 - [lnaH MOHHTOPUPOBAHMS IAPAMETPOB KPOBHM M 4YACTOTa WHCTPYMEHTAIbHBIX
UccleI0BaHuM Ha (JOHE KOMIUIEKCHOM Tepanuu

[Tocne nepBbIX 6 Mec. u
[lepBrie 6 mec.
HccnenoBanue Hasano Aaee
Tepanuu 1 pa3/3 | pa3/3 | pa3/ 6 | 1pa3
paz/mec. Mec. Mec. MeC. | BTOJI
KonueHnrpanuss aMUHOKHCIIOT B X X X
KpOBU
CyKIMHUIAIETOH B MOYe X X X
KoHuenTpanyss HUTU3MHOHA B X X
KpOBU
OO6mmit anamm3 kposu (Hb, Ht, PIt, | X X X
WBC)
HCCIIEIOBAHUE MEUEHU U ee (PyHKUIMM
A®II B CBIBOPOTKE KPOBHU X X X
[IpoTpomOuHOBOE Bpems X X
YactuyHOe TPOMOOIIIIACTHH. BpeMs X X
OounupyouH X +
AJIT/ACT X X +
I'TTII X X +
[lemounas docdaraza X X +
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KT um MPT' | X | | | X
MOYKH, CKEJIeT

OOt aHaIU3 MOYH, KpEaTUHUH X X

Hencumerpus (crapiie 4 neT) uiu X +
Pentrenorpadus

0CMOTp 0 TaTBLMOJIOTA

OcMOTp B 1I€TIEBOM JIamIIe, OIIEHKa X X X
OCTPOTHI 3PCHUS

+ = 0 KJIMHWUYECKHUM JIAaHHBIM

1
MPT npennoururenbHee ¢ KOHTPACTHPOBAHMEM IIpU  IOAO3PEHMM Ha aJCHOMY, IIpH

O0OHApPY)KEHHUH Y3JIOB U VISl OIICHKU Pa3MEpOB MOYEK.

6. lonosiHuTEeILHAS MH(OPMALINSI, BIUSIONIAS HA TEYeHUE U UCXO/

3200J1eBaHUSA

be3 medyeHnss HUTU3MHOHOM [OIABIIAIONIEE OOJIBIIMHCTBO AeTeN norudaer 4o 15-j1eTHero

BO3pAcTa, ONPEICISIONIMM B IIPOTHO3E ABJISIETCS BpeMs e0roTa 3a00ieBanus, T.¢. JIETH C OCTPOi

u noxpoctpoil Tupo3unemueit (HT1A) ymuparor no 1 ronma. Mcnonp3oBaHue HUTH3MHOHA 0e3

IMaTOreHEeTUYCCKOM AUCTOTCpAllM TAaKXKE MPHUBOAUT K MCAJIICHHOMY MIPOTrpECCUPOBAHUIO

HapyleHu pyHKIMU NEeYeHU U IOYEeK, U3MEHEHUSIM OIOPHO-/IBUTaTEJILHOTO arrapara.

Kpurtepuu kayecTBa OeHKH MeIUIUHCKON OMOLIHA

Ne| Kpurepun kauecrBa YpoBennb YpoBennb
JAOCTOBEPHOCT | yOeauTeabHOCT
u u
A0KA3aTeNbCT | pEKOMEHIANMH
B
1 | BeimoJsiHEeHO onpeieneHue ypoBHS aMUHOKHCIIOT U A I
OPraHWYECKUX KHUCIOT B CBIBOPOTKE KPOBH U
MATOJIOTUYECKUX META00JIUTOB MOYE METO/I0M
TaHJIEMHOU MaCC-CIIEKTPOMETPUU IIPH IEPBUYHOMN
JMArHOCTHKE Jaliee He pexe 1 pa3a B ron.
2 | BeinmosiHEHO onpeneneHne coaepKaHus A 1
CYKLIMHUJIALIETOHA B KPOBU U MOY€ IIPU IIEPBUYHON
JUArHOCTHKE, Jajee IMOBTOp He pexe | pasa B rox
3 | BeimosiHeHo onpeneneHue conepkanus anbda- B II
¢deTonpoTerHa B KPOBH IIPHU MEPBUYHON JUArHOCTUKE,
Jiasiee IMoBTOp He pexe | pas3a B rox
4 | BBIOJIHEHO yABTPa3ByYKOBOE MCCIICIOBAHUE U B II
aJacTorpaMMa Ie4eHu Ipy EpBUYHON JUArHOCTUKE,
Jiasiee MoBTOp He pexe | pas3a B rox
5 | BoinmosiHeHa MarHUTHO-pe30HaHCHAst ToMorpadus u/umm C II

KOMIIbIOTEpHAsI TOMOTpadusi eUeH! IpU JUATHOCTHUKE
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renaToLEIUIIOIIPHON KapIUHOMBI

[IpoBeaeHna Teparnusi HATU3UHOH TOCJIE OATBEPKACHUSA II
JIMarHosa
BrinonHeHno HazHaueHUE HU3KOOETKOBOM JUETHI C II

HCI0JIb30BAHMEM CHIELHAIM3UPOBAHHBIX MPOIYKTOB 0€3
(deHnnanaHuHa U TUPO3HHA.

Cnmcok ureparypbl

. bapanoB A.A., Ilonskoa C.U., Baiimakosa I'.B., bymyesa T.B., Bamypuna T.B..
[ToramoB A.C., XKypkosa H.B., Bapuukuna M.A. HacnencrBennas tuposunemus | tuna
(cepusi «boneznn perckoro Bo3pacta or A mo S» . Coro3 mnemuarpoB Poccun).-
[leguatpus.- 2012-60c.
. bapanoB A.A., HamazoBa-bapanosa JI.C., boposuk T.3., Jlanogo K.C., bymyesa T.B.,
Macnosa O.U., Kyzenkosa JI.M., Kypkosa H.B., 3BoukoBa H.I'. u np.. Jluerorepanus
P HACJEICTBEHHBIX OO0JE3HSIX AaMUHOKHCIOTHOro oOMeHa Meroauyeckoe MHChMO.
Mockga. 2013. 97 c.
. MP 2.3.1.2432-08 "Hopmbl ¢u3HO0IOTHUECKUX NOTPEOHOCTEH B PHEPrMM M MUIIEBBIX
BELIECTBaX JJIs pa3IMYHBIX rpynn HaceneHus: Poccuiickoit @enepauuu" (yrB. I 1aBHBIM
rocy/lapCTBEHHbIM CaHUTapHbIM BpauyoM P®D 18 nexabps 2008 r.).
. Honsxosa C.M. CaBoctbsanoB K.B., Ilymkos A.A. Hacnencrsennast Tupozunemus 1-ro
THUIIA: YTO HYXHO 3HaTh neauarpaM. XKypnan Ilpaxtuka nequarpa.2014- ®@espaip.- C.4-
16.

Angileri F, Bergeron A, Morrow G, Lettre F, Gray G, Hutchin T, Ball S, Tanguay RM.
Geographical and Ethnic Distribution of Mutations of the Fumarylacetoacetate Hydrolase
Gene in Hereditary Tyrosinemia Type 1. JIMD Rep. 2015 Feb 15.
. Bahador A, Dehghani SM, Geramizadeh B, Nikeghbalian S, Bahador M, Malekhosseini
SA, Kazemi K, Salahi H. Liver Transplant for Children With Hepatocellular Carcinoma
and Hereditary Tyrosinemia Type 1.Exp Clin Transplant. 2014 Mar 28.
. Dehghani SM, Haghighat M, Imanich MH, Karamnejad H, Malekpour A. Clinical and
para clinical findings in the children with tyrosinemia referring for liver transplantation.
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. Dorothy E.M. Francis Diet for Sick Children Forth Edition. Dietary management of

disoders of amino acid metabolism, organic acidaemias and urea cycle defects 1987.
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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.
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of hereditary tyrosinemia in Japan. Pediatr Int. 2015 Feb;57(1):37-40.
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A. Hereditary tyrosinemia type 1 in Turkey: twenty year single-center experience. Pediatr
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IIpunoxkenue Al. CocraB padoyeil rpynnbl

BapanoB A.A. — akagemuxk PAH, mpodeccop, n.m.H., [lpeacemarens Hcmonkoma Corosa
neguaTpos Poccun.

HamazoBa-bapanosa JI.C. - unen-xopp. PAH, npod., n.m.1. 3amecturens [Ipencenarens
Ucnonkoma Coro3a neaunatpoB Poccun.

BopoBuk T.J. — n.M.H., npod., unen Ucnonkoma Coro3a neauarpos Poccun.

Bymyesa T.B. — 1.M.H., wien Coro3a nenuatpoB Poccun.

I'noda O.B. - k.Mm.H., wien Coro3a nenuatpoB Poccum.

KypxoBa H.B. — k.M.H., wien Coro3a nenuatpoB Poccun.

3axaposa E.}O. — n1.m.H., ipod.

3BonkoBa H.I'. - k.m.H., unen Coro3a nenuarpoB Poccun.

Kysenkosa JI.M. - 1.M.H., ipo¢., wieH Mcnonkoma Coro3a neauarpos Poccun.

. Kyues C.U. - n.M.H., ipod.,

. Muxaiijnosa C.B. — n.m.H.

. Hukonaesa E.A. - n.m.H., ipod.

. HoBuxog IL.B. - 1.M.H., ipod.

. llymkoB A.A. - x.06.H., uieH Coro3a neauarpoB Poccun.

. CaBoctbsinoB K.B. - k.0.H., wien Coro3a neauatpoB Poccun.

ABTOpr MOATBEPKAAIT OTCYTCTBHE (l)l’IHaHCOBOﬁ HOJI}Iep)KKl/I/KOH(l).]II/IKTa HHTEPECOB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Ipunoxenue A2. MeronoJiorusi pa3pad0oTKu KIMHUYECKHX PEKOMEeHAau i

HeHeBaﬂ AyIUTOpPUA JAHHBIX KIIMHHYE€CKUX peKOMeHﬂaHHﬁ:

. neauatpsl (kox crenuanbHoctu 31.08.19);

. Bpauu o01Iel ceMeHON NpaKkTUKH (ceMeliHas MeauuuHa)(koa crnenuanbHocTi31.08.54);

. reHeTuku (kox creuuanbHocTd 31.08.30);

° nueToJiorH (ko crienuanbHocTu 31.08.34);

o HeBposiory (kox crienranbHocTh 31.08.42);

. MEJUIIMHCKUE TICUX0JI0TH (KoA cnenuanbHocTi 19.00.04);

o nedexronoru (kon crenuanbHocTH 44.03.03);

o CTYAEHTbl MeaUIMHCKUX BY30B, HHTEpHBI, OpAUHATOPSI;

Tabaunua I11 — YpoBHU yOeIuTEILHOCTH J0KA3aTEILCTB

YpoBHH
yOeIUTEeIbHOCTH
J0Ka3aTeIbCTB

HcTouHNK A0KA3aTENbLCTB

(1)

[IpocnekTuBHBIE paHIOMHU3UPOBAHHBIE KOHTPOIUPYEMBIEC HCCIICTOBAHMS
JlocTaTouHo€ KOJMMYECTBO MCCJCIOBAHMM C JOCTATOYHOM MOIIHOCTBIO, C
y4acTHeM OOJBIIOr0 KOJWYECTBA MAIMEHTOB M IMOJy4EeHHUEM OOJIBIIOTO
KOJIMYECTBA JTAHHBIX

Kpynneie meTa-aHainsel

Kak MuHMMYM OJHO XOpOIIO OpPraHMW30BaHHOE PaHAOMH3UPOBAHHOE
KOHTPOJIMPYEMOE HCCIICIOBAaHNE

PenpesenTaTuBHast BHIOOpKA AIUEHTOB

11 (2)

[IpocniekTuBHBIE € paHAOMH3aLMEd WM 0e3 HcCIeloBaHUA C
OTpaHUYCHHBIM KOJIMYECTBOM JJAHHBIX

Heckonbko uccnenoBanuii ¢ HeOOIBIIUM KOJIMYECTBOM NAI[UEHTOB
XO0poII0 OpraHU30BaHHOE MPOCHEKTUBHOE UCCIIEI0BAHNE KOTOPTHI
Mera-aHanu3bpl OrpaHUYEHbl, HO IIPOBEJICHBI HA XOPOILIEM YPOBHE
PGSYJ'IBTaTBI HC IMPE3CHTATUBHLI B OTHOIICHHU N ueneBoﬁ MOy
XO0poIIo OpraHM30BAHHBIE UCCIIEIOBAHUS «CIy4al-KOHTPOJIb)

111 (3)

HepannomusnpoBaHHbIE KOHTPOJIUPYEMBIE UCCIICIOBAHUS

UccnenoBanus ¢ HEOCTATOYHBIM KOHTPOJIEM

PannoMu3upoBaHHbIe KIMHMYECKHE HCCIICIOBAHUS C KaK MHUHUMYM |
3HAYUTEILHON WU KaK MUHHMYM 3 HE3HAYUTEIIbHBIMH
METOJIOJIOTHYECKIUMU OITUOKaAMH

PerpocnexktuBHBIC MM HAOMIOAATEIBHBIC UCCIEAOBAHUS

Cepust KIIMHUYECKUX HAOTIOIECHUN

[IpoTuBOopeurBBICE  HaHHBIC, HE  MO3BOJAOMHE  CHOPMUPOBATH
OKOHYATEJIbHYIO PEKOMEH IAIUIO0

IV (4)

MHeHue 3KcrnepTa/gaHHble M3 OT4YeTa  JKCIEPTHOM  KOMUCCHH,

OKCIICPUMCHTAJIBHO IMMOATBECPKACHHBIC U TCOPCTUUCCKU 000CHOBAHHbBIC
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Tab6amuna I12 — Cuna pekoMeHanui

Cuna
. | Onucanmue Pacuugposka

peKoMeH AN
Pexomennanus ocHoBaHa Ha
BBICOKOM YPOBHE J0Ka3aTeIbHOCTH
(kak MuHUMYM | yOenuTenpHas Mertop/Tepanus nepBoii JINHUM;

A nyonukamnus [ ypoBHs 100 B COUETAHUHU CO CTaHAAPTHOM
JIOKa3aTeJIbHOCTHU, ITOKA3bIBAIONIas METOIUKOM/Tepanuen
3HAYUTENIBHOE IIPEBOCXOACTBO
10JIb3bI HaJl PUCKOM)

Pexomenaius ocHoBaHa Ha cpeiHeM | Meroj/Tepanusi BTOPOU IMHUY;
YpOBHE JI0Ka3aTEIbHOCTH (KaK 0o Mmpu 0TKa3e,
MUHUMYM | yOGenurenbHas MPOTUBOIOKA3aHUH, WU

B nyonukanus 11 ypoBHs HeA(p(PEKTUBHOCTU CTAHIAPTHOMN
JI0Ka3aTeIbHOCTH, MOKa3bIBAIOIIAs METOAUKH/TepaInu.
3HAYUTENIBHOE IIPEBOCXOACTBO PexkoMeHryeTcss MOHUTOpUPOBAHHE
10JIb3bI HaJl PUCKOM) MOOOYHBIX SIBICHUN
Pexomennanus ocHoBaHa Ha ci1abom | Hert Bo3paxkeHHit IPOTHUB JAaHHOTO
YPOBHE JI0Ka3aTeIbHOCTH (HO Kak METO/1a/Teparnyy Ui HET
MUHUMYM | yOenurenbHas BO3paXEHUH MPOTUB MPOJOJLKEHUS
nyonukanus 11 ypoBHs JTAHHOTO METOa/Teparu

C JI0Ka3aTeNbHOCTH, MOKa3bIBAIOIAs PexoMeHni0BaHO Ipu OTKa3e,
3HAYUTENIBHOE IIPEBOCXOACTBO MPOTUBOIOKA3aHUH, WU
10JIb3bI HaJl PUCKOM) UU HeA((EKTUBHOCTU CTaHIAPTHOMN
HeT yOeIuTeNbHBIX TAHHBIX HU O METOAUKH/Tepanuu, pu yCIOBUU
I10JIb3€, HU O PUCKE) OTCYTCTBHSI MOOOUHBIX 3PPEKTOB
OtcyrcTBUE YOEAUTEIBHBIX
nyonukauii 1, I nmm 111 ypoBHs
JI0Ka3aTeIbHOCTH, MTOKa3bIBAIOLIUX
3HAYUTENIBHOE IPEBOCXOACTBO

D 10JIb3bI HAJl PUCKOM, JTUOO He pexomenioBaHo
yoenutenbuble myonukauuu I, 11 nnn
III ypoBHS n0OKa3aTE€IbHOCTH,

MTOKa3bIBAOIIME 3HAYUTEILHOE
IIPEBOCXO/ICTBO PUCKA HAJ MOJIb30U
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Ipunoxkenue A3. CBsi3aHHBbIE JOKYMEHTbBI

[Ipukaz Munzapascoupazsutus PO Ne 185 or 22.03.2006 roma «O wmaccoBoM
00cie10BaHUU HOBOPOXKJACHHBIX JE€TEl Ha HACJIECTBEHHbIE 3a00JI€BaHUSY,

[Ipuka3 MuHucTepcTBa 3/paBOOXpaHEHUs U couuanbHOro passutus PO ot 16 anpens
2012 r. N 366H "O06 yrBepxknenun [lopsnka okazaHus neauaTpuyecKon momomu"
[Ipuka3z Munuctepcrsa 31paBooxpanenHusi PO ot 15 nos6ps 2012 r. N 9171 «O6
yrBepkieHnH [lopsaka oka3aHuss MeTUITTHCKON TIOMOIIH OOJIBHBIM C BPOXKJICHHBIMU H
(wnm) HacIeACTBEHHBIMU 3a00JICBAaHUSAMID)

[TocranoBnenue IIpasutensctBa Poccuiickoit deneparuu ot 9 anpens 2015 roga Ne333
«O06 yrBepxkaenuu [IpaBun hopMupoBaHUs TEpeUHs CHEIHATH3UPOBAHHBIX MPOIYKTOB

JIeUeOHOTO IUTAHUS JJIA I[GTGfI-I/IHBﬁJ'H/IHOB)).
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IIpunoxenue b. AJIrOpuT™M BeieHUSI MALMEHTA

[TanmeHT ¢ MoaoO3peHneEM

Ha TUPO3UHEMHUIO THUII [

A 4

Junarnocruka

|

Koncynpramus Jnaruos
POQHIEHOTO HOTBEPKICH?
CIIeIUAJINCTa
Jleuenmue:
A——» HUTHU3UHOH
JTUETOTEPATTHS
MOHHUTOPHHT
1a00paTOPHBIX —
MoKa3aTeyied marueHTa
HET A
Tepanus

yddhexkTBHA

HET

TPaHCIIaHTall U
II€YCHU
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Hpuiaoxenue B. Undgopmanus 15 nanueHTa

Tuposunemuss I muna — 3TO HACIEICTBEHHOE 3a00JIEBaHUE, XapaKTEpU3YIOIIEeCs
HapylIeHUEeM MeTa0oJu3Ma aMUHOKHUCIOTHl TUPO3UH U MPOSBISAIONIEECS HWHTOKCUKAIUeH
MPOJIyKTaMH €€ 0OMEHa, IOPaKEHUEM MeYeHHU, TI0YEK, [IEHTPaIbHOW HEPBHON CUCTEMBI.

Ocmpas ¢opma mupozunemuu I muna nposensiemcs B NEPBbIE HENEIU/MECSIBl KU3HU
(bheOprIIbHOM JTUXOpPAJKOW, PBOTOW, AWapeei, 00€3BOKMBAHHMEM, >KEITYXOH C YBEITUYCHUEM
pa3MepoB MEUYEHU U CENE3€HKH, OCTPbIM KENyJOUYHO-KHUIIEYHbIM KPOBOTEUEHHUEM, 33aJEPIKKOM
pa3BUTHSL, CHEHU(PUUECKUM «KAaIyCTHBIM» 3allaxoM Tena. Xponuueckas mupo3unemus I muna
npomexkaem € TPEUMYIIECTBEHHbIM MOpPAaXEHHEM IE€YeHH (LHUpPpO30M), IOYEK, C
TUPO3MHEMHUYECKUMU  KpPH3aMH, KOTOpbIE  CONPOBOXKIAIOTCS  JIMXOPAIKOH,  PBOTOIA,
MHTOKCUKAlMeH, KapJIuOMHONATHE U NpoBOLMPYIOTCA IpueMoM OenkoBoil mnuuu. [Ipu
XpOHMYECKOW THUPO3MHEMHUM OTMEYaeTcsi 3aJepka pocra, Ha 3-4 roma OTCTaer
¢usnonoruyeckas cMeHa 3y00B, 3aJepKHBaeTcsi KOCTHbIM Bo3pacT. Ilpu oTcyrcTBumM
CBOEBPEMEHHOM TMarHOCTUKHU U JICYEHUS MPOTHO3 3a00JI€BaHUS CEPbE3HbIN.

[Tocne ycTaHOBIIeHUSs AMarHO3a Ha3HAYAETCsl IaTOT€HETHYeCcKas Teparus 3a00JeBaHus C
HCII0JIb30BAaHMEM IIpernapaTa HUTU3UHOH U AUETOTEpay, XapaKTepU3yollelcs orpaHuYeHneM
B paluoHe Oelka M NPUMEHEHHEM CIEHUAIM3UPOBAHHBIX CMEce aMUHOKHUCIOT. JleueHue
IIPOBOJIUTCSI 10| CTPOTUM KOHTPOJIEM Bpauya.

VYuuTtbiBas ayTOCOMHO-PELIECCUBHBIM TUIl HACIE€JOBAaHUS U BBICOKUN PUCK MOBTOPHOTO
pPOXKJIeHUSI B CeMbe OOJIbBHOTO peOeHKa, MOKa3aHO MEIUKO-T€HETHMYECKOe KOHCYJIbTHPOBAHUE

ceMeil.
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Ipunoxkenue I'l. Cxema MeTa0o1u4ecKuX myTed npu Tuposunemun tum L.

Tupo3unH

Tupo3nH aMnHoTpaHcgepasa
(aedonumt - Il TN TUPO3UHEMUN, OMIM 276600)

deHNanaHvH

4-OH cpeHnnnupysaTt

Totha * 4-OH ¢peHunnupyeam OuokcuzeHa3a
Aencreuns (aedomumT - Il TMN TMPO3MHEMUK, OMIM 276710)
HUTU3MHOHA

1 5-aMnHONEByNMHOBAas KMUCoTa
u

ManewunaweToaueTar """ %
L * CyKuuHunaveroaueTar
n

L]

v : -

dymapunauetoaueTaTt [ ".' ' IToppoburu
ksl CYKUMHUNALLETOH I" " *: HO2€eH-
=, CUHMa3a

HacneacrtBeHHas ><
TUposuHemums | Tun pymapunayemozudponasa (FAH) i
OMIM 276700 nopcobunmHoreH

ymapat + auetoauerat

Puc.1. Ilyru wMerabonusma TupO3MHA (CIUIONIHASL JIMHUS — HOPMaJbHBIM MyTh

MeTaboaM3Ma, MyHKTUPHbIE — aIbTEePHATUBHBIN MTyTh).
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Ipunoxenue I'2.Ilocunapomubiii AU(PepeHINATBHBIA THATHO3

Tupo3uHemuu I Tumn.

Cumrnrom Bo3MoxHBIN TMarHo3
I'uneptupo3nHemus Bricokoe coneprkanue Genika B paljioHe

Tuposunemus Il Tuna

Tuposunemus III Tuna

Hpyrue 601€3H1 IeYeHn
l'unepmernonunemus | 'oMonucTuHypus

Hapymenune metabonm3ma METHOHUHA
Hpyrue 607€3H1 IEYeHH

3a0osieBaHME IEYEHU

I'anakro3emus tvm 1, 3

Henepenocumocts ppykTO3bl

bone3ns Humana-nuka tun A/B

boie3ns Bunbcona

HeonaTtanpHblll reMOXpomaTo3

I'emodarouutapHbiii TMMPOrUCTHOLUTO3

MuToXxoHIpHalibHas IenaTonaTus

BposxieHHbIe HapyllIeHUs [TUKO3WINPOBAHUS

Jedbunut Tpancanbaoiasbl

AneramunodenoBas natokcukanus (IIAPAIIETAMOJIOM!!)
bakrepuanpabie nHpEKIINN (CETICHUC, CaTbMOHEIIA, TyOepKYyIIe3)
Bupycubie uadexnuu (CMV, renatur A,B, reprec)
OtpaBnenue rpudamu (61eAHON NOTaHKOI)

JlekapcTBa U3 paCTUTEIBHOTO CHIPhS

WnnocuHKkpasus Ha pa3ivyHble areHThbl

WNHunbTpaTUBHBIN UK UILIEMUYECKUI TPOIECC

3abosieBaHue IIOYEK

Cunnpowm Jloy

Huctunos

TToyeyHrnIl KaHAJIBIEBLIN alla03
@aHKOHU CHHIPOM

Paxur

l'unodocdarazus

Heduuut Buramuaa D (HyTpUTHUBHBIN WM T€HETUYECKH
JIETEPMUHUPOBAHHBIN )

I'unodocdaremuueckuii paxut

DaHKOHU CUHIPOM

Hesponornueckuit
KpHU3HUC

Otek Mo3ra, KpOBOU3IIUSHUE
BupycHsriit/6akTepraibHbIii MCHUHTHT
['unepHaTpueMuyeckas AeruapaTanus
Octpas nepemesxaroiasicss nopupus
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Ipunoxenue I'3. IIpuHOMIBI OpraHu3anum Je4e0HOro NUTAHUA NPH
TUpo3uHeMuu tul I.

B Poccuiickoii ®enepaunu 3aperucTpUpPOBAHbl  CHELHATU3UPOBAHHBIE MPOIYKTHI
OTEYECTBEHHOI'0 M 3apyOeHOTO MPOU3BOJCTBA HA OCHOBE aMUHOKHUCIIOT 0€3 (eHMIaJaHUHA U
TUPO3UHA, TpPEIHA3HAYCHHBIC I OOJBHBIX Pa3IMYHOTO Bo3pacta (tabmuma 1). Pacuer
HEOO0XOAMMOTO KOJIMYECTBA MPOAYKTa MPOBOJUTCS MO OSIIKOBOMY SKBUBAJICHTY

Tabumua 1 - Xumudeckuil coctaB crienualM3uPOBAHHBIX MPOIYKTOB JIEYEOHOTO MUTAHUS VIS
60abHBIX THpo3uHemuei I Tun (B 100 r cyxoro npoaykra)™*

HaunmenoBanue benox Kup, r YraeBopl, DHepreTu Bo3spacrt

IIPOJIYKTa (3kB.) T r yeckas IIpUMEHE-
IIEHHOCTb, KKaJl HUS

Hytpuren 14 14 23 BT.U. 50,3 470 0-12 mec

- tyr -phe JUITHXKK

Hytpuren 20 20 18 50,2 443 C 1 rona

- tyr -phe

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

- tyr -phe

Hytpuren 70 70 0 4,0 296 C 1 rona

- tyr -phe

TYR Aunamuxc 13,1 23 B T.u. 49,5 457 0-12 mec

Nudant JUITHXK

XPHEN, TYR 77 0 4,5 326 Jletn u

Tupo3nnon B3pOCIIBIE

*-IIPOIYKTHI 3apETHCTPUPOBAHBI HA TeppUTOpHUH rocyaapctB TamoxenHoro Coro3a u BKiodeHs B [lepeuens
CHelHaIu3UpOBaHHBIX MMPOAYKTOB [UIA JAeTel —MHBanunoB corinacHo [locranosnenuto IlpaBurensctea Ne333 ot 9
anpens 2015 rona.

Pacuer neyeOHOTO nMuTaHUs (MpU HAIWYUHU TePallUyd HUTHU3UHOHOM) JJISl AETE€W MEpPBOTO
roJia >KU3HU MPOU3BOJAT UCXOS U3 MOTPEOHOCTH B Oelike, OJMM3KON K pu3nosoruyeckont (2,2 —
2,3 r/Kr Maccel Tena B CYTKH), JaHHbIe TpuBeeHbl B Ta0nuie 2.. He menee 50%-60% cyrouHoi
noTpeGHOCTH B O€lKe YHOBIETBOPSETCA 3a CUET CIELHUAIU3UPOBAHHON CMECH aMUHOKHCIOT
(Tabmuua 1), ocranpHas yacth (40-50%) kommeHCUpyeTCcsi OEJIKOM CIIEKEHHOTO MAaTEPHUHCKOTO
MOJIOKa WJIM JIETCKOW MOJIOYHOM CMECH ¢ HU3KUM conepkaHueM oOenka (1,2-1,3 T Genka Ha 100
MJI BOCCTAaHOBJIEHHON CMecH), a Iociie 4-X MecsleB TaKKe HHM3KOOEIKOBBIMH HPOIYKTaMU
puKopMa (OBOLIHBIE U (PYKTOBbIE MIOpE, 0€3MOJIOYHBIE KAIllU C COJepKaHUueM Oelika He OoJiee
0,5 r va 100 mu1 rOTOBOM KallW, ClELMaIN3UPOBaHHBIE HU3KOOEJIKOBBIE MPOIYKTHl Ha OCHOBE
KpaxMaJjoB, HallpuMep, caro u jap.). [lpu Ha3HauUeHUU OUETHI C HU3KUM COJIEp>KaHUEM TUPO3HHA
n (QeHwIaTaHUHA OPUEHTUPYIOTCS HAa MHMHHMMAJIbHbIE MOTPEOHOCTH B ATHUX AMMHOKHUCIOTax
(Tabmumual3). JlepunuT KaJIOPUHHOCTH JI€4eOHOTO palroHa KOMIICHCHUPYETCS C IOMOIIBIO

n00aBJICHHS )KUPOB (PaCTUTEIHHOTO Maciia, HO He 6omee 3,5-4 T o0miero xupa Ha KT MacChl Tesna
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B CYTKM) M VyBEJIMYEHHs] KBOTHl YIJIEBOJOB 3a CcuYeT [J00aBl€HUS BbIIIEyKa3aHHBIX
HU3KOOEIKOBBIX MPOAYKTOB, a Takke 5% TIJIOKO3bl. AHAJIOTMYHBIM 00pa3oM CTpPOUTCA
ne4eOHbId pallOH y OOJBHBIX CTapiie Toja, OOmmil OelOK PacCUUTHIBACTCS HMCXOAS U3
6e3omacHbIX oTpedHOCTEl B O6enke (He Oosiee 1,5-1,8 r/Kr Macchl Tea B CYTKH).

[Ipy oOTCyTCTBMM Tepanuu HHUTU3WHOHOM TMPHHIUIBI OPTraHU3alliH JHETOTEPAITHU
OCTalOTCS T€ )K€, HO OTpaHMYeHUs B Oenke Oosiee xecTkue. PacueT mpou3BOAUTCS, UCXOAd U3
MUHUMAaJbHBIX OTpeOHOCTEN B Oelike Ha KT Macchl Tejla B CyTKU (Ha NMEpPBOM Tofy KU3HU —1,5
MI/KI MacChl Tena, y nered crapmie roma oT 1,5 mo 1,2 rv/kr maccel Ttema). s
cOaJaHCUPOBAHHOCTH CYTOYHOTO pAlMOHA HCIOJIb3YIOT HU3KOOENKOBbIE HATypalbHblE U
CrelHalu3upOBaHHbIE IPOAYKTHl HA OCHOBE KpaxMajioB, a TAKXKe pacTUTENbHbIE Macia, B ATHX
MPOJIYKTaX >KEIaTeIbHO YUUTHIBATh COJAEpKaHHE MATOI€HETHMYECKH 3HAYMMbBIX AMUHOKHUCIOT.
Heob0xon1uMo NOXXM3HEHHOE NPUMEHEHUE JMEThl C HU3KUM COJepKaHueM (eHuIaJaHuHa U
TUPO3UHA, B OCTPOM TNIEPHOJIe KOJUYECTBO 00I1ero 0enka cHmkaercs a0 1,2-1,5 r/kr maccel Tena
70 HOpMaM3alli COJEep’KaHUsd CYKLUMHUJIAleTOHAa B Moue u/miu kpoBu. [lpumep pacuera
MUTaHUS U CYTOYHBIA HAOOP MPOTYKTOB MPECTaBIEHBI B Tabuuua 3-4.

Tabauna 2 - Pekomenayembie HOpMbI TOTpeOIeHHs OenKa sl 30POBBIX JIETEeH Pa3IudHOTO

BO3pacra [2,3]

Bospact RDA CIIA' BO3’ EBpocoros’ Poccust’
(r/kr/cytkmn) | (r/Kr/cyTku) (r/Kr/cyTKH)

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/cyr*

2-3 rona - - - 42 r/cyr

1-3 rona 1,2 0,97 1,1 -

4-6 net 1,1 0,84 1,0 54 r/cyr

7-10 et 1,0 0.8 1,0 63 r/cyr

Manpuuku 11-14 ner 1,0 0,79 1,0 75 r/cyt

Manbunkul4-18 ner 0.9 0,69 0.9 87 r/cyT

JHeBouku 11-14 ner 1,0 0,76 0,95 69 r/cyr

JHeBouku 14-18 ner 0.8 0,64 0,85 76 t/cyT

Tadoumuua 3 - fonyctiMoe KOJIMYECTBO 3HAYMMBIX aMUHOKHCIIOT B TMTAHUM JIETEH C

HACJICICTBEHHBIMH aMHUHOAUAOATUsIMH [ §].

Bospact nereit JlonmycTuMoe KOJIMYeCTBO aMUHOKHUCIIOTHI (MI/KI/CYTKH)
DeHWIATAHUH+TUPO3UH MetnoHuH
0-12 mec 80 25-20
1-3 rona 60 15-10
4-6 ner 25-20 10
crapuie 7 Jiet 15-10 8

Tabauna 4 - [Ipumep pacyera nutanus A pebeHka 3-x JIeT ¢ Tupo3uHemuei [-ro Tuna.
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Macca tema 14 kr[2].

Tlokazarenu

Pacuér

[Ipumeuanue

OO0111ee 1OMyCTHMOE CYTOYHOE KOJIMYECTBO Oelika

1,5x14=21r

Obuiee 10ImycTHMOE CYTOYHOE KOIUYECTBO
(deHnIanaHuHA+THPO3UH B CYTKH

25 x 14=350 mr

Ha 1 Xr Maccel Tena —25-
30Mr gormyckaercs
(deHnIanaHnHa

JomycTrMoe KOIM4ecTBO Oellka 3a CHET eCTECTBEHHBIX 7r 1 T Genka comepKuT
POJYKTOB 50 mr ¢eHmIananuHa
KonmuvecTBo Oernka 3a cuer crenuain3upoBaHHOTO

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

CyTo4HOE KOJTMYECTBO CyXOro CIEHATU3UPOBAHHOTIO (14x100):20= | 100 r cyxoii cMecH
nponykra Hympueen 20 -phe, -tir 70T coaepxkuT 20 T Genka

Tabmmua 5 - [lpumepHblii cyTouHBIi HaOOp MNPOAYKTOB, €ro XHMHUYECKUH COCTaB U
SHepreTHUyYecKas LIEHHOCTb JUIs 1eTell panHero Bo3pacra (1-3 roxga) ¢ Tuposunemueii I tuna [2].
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IIpoaykTsl KomnuuectBo XUMHUYECKUH COCTaB, T DHeproieH denunanaHuH+
M/ T Oenku YTIIEBOIBI HOCTb, KKaJjl TUPO3UH, MI
KHP
bl
Xeb 6/6 50 0,38 1,25 30,7 135,1 25
X11e600ymou 13 0,1 1,17 8,4 45,5 5
HbIE U3IEIIHs
Cyxas CMeCh 31 0,5 0,3 28,2 130,3 30
«Onaapimex»
Bepmuriens 6/6 6,8 0,06 0,04 5,7 24,3 4
Caro ucKyccr. 17 0,01 0,03 14,7 61,2 -
Cyxoi 6/0 12 - 2,5 8,6 57 -
HAITUTOK
Macno ciuB. 20 0,1 16,5 0,16 149 5
Maco TorieHoe 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 5,7 28 35
Kamycra cBex. 110/88 1,58 0,1 4,2 23,8 80
MOpKOBb 80/64 0,83 0,06 4,06 21,8 42
Caekia 50/40 0,6 0,04 3,6 16,8 30
Kabauku 20/15 0,09 0,05 0,74 3,5 7
Orypusl 10/9 0,07 0,01 0,23 1,3 3
Canar 5/4 0,06 - 0,09 0,7 3
ITomumopst 10/9 0,9 0,02 0,34 2,1 25
Tomar-macra 2 0,1 - 0,38 2,0 0,5
JIyk permyatbrii 8/7 0,09 - 0,64 2,9 5,0
KnrokBa 10 0,05 - 0,38 2,6 2
Coku 100 0,5 - 11,7 47 20
OpPYKTHI CBEIKHUE 150/127 0,64 0,38 12,45 58,4 45
DpyKTHI cyxue 10 0,3 - 5,05 22,7 10
3a cyer Haryp - 6,9 62 191 1341 347
MIPOIYKTOB
Hympuzen 20 - 70 14 12,6 36,12 314 -
phe, -tir
Hroro 21 74,6 227,12 1655 347
Tabmuma 11




Ipunoxenue I'4. Pacmndposka npumedanui

..." — JleKapCcTBEHHBIH Ipemapar, BXoAsmmi B IlepeueHb MKM3HEHHO HEOOXOIUMBIX U
BKHEHIIMX JIEKAPCTBEHHBIX IPENapaToB s MEAULMHCKOro mnpumeHeHuss Ha 2016 rox
(Pacnopsoxenue [IpaButensctBa PO ot 26.12.2015 N 2724-p)

..."" — JeKkapCcTBEHHBIN Mpenapar, BXoasaumi B IlepedeHb JEKApCTBEHHBIX NPENapaToB Ui
MEJIMLIHUHCKOTO IPUMEHEHHs, B TOM YHCIIE JIEKAPCTBEHHBIX IMPENAPaTOB JUIi MEIULMHCKOTO

NPUMEHEHMS], Ha3HAYaeMbIX 10 PELICHUI0 BpayeOHBIX KOMHUCCUN MEIUIIMHCKUX OpraHu3alui

(Pactmopsokenwue IIpaButensctBa PO ot 26.12.2015 N 2724-p)
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