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KnroueBnie ciioBa
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Cnmcok cokpameHui

AOII - Anpda-deronporens

AYTB - AKTUBHPOBAaHHOE YACTUYHOE TPOMOOIUIACTUHOBOE BPEMSI

AJIT - AnanunamuHOoTpanchepasa

ACT - AcmaprataMuHoTpaHcdepasza

I'TTII - 'aMMaratoKypOHUITPAHCIIENITH 1a3a

I'lIK - I'enaroueuttonspHasl KaplimHoMa

HT - HacnencrBeHHasi TAPO3MHEMUS

HT 1A - Octpast HacneACTBEHHAs: TUPO3UHEMHUS

HT 1b - Xponuueckast HacaeACTBEHHAs] TUPO3UHEMHUS

KT - KomnbrorepHast Tomorpadus

KHIC - KucioTHO-IEI0YHOE COCTOSIHUE

MPT - MarautHo-pe30oHaHCHas: ToMorpadus

MPXIII" - MaruutTHO-pe30HaHCHOM XOJIaHTHOoNIaHKpeaTorpadus

I1TU - I[TpoTpOMOMHOBBIN UHIIEKC

P®II - Pagnodapmmnpenapar

TMC - TangemHasi Macc-ClIEKTPOMETPHUS

[P - Hlenounas docdarasza

FAH - ®ymapunaneroruaposnasa

NTBC - 2-(2-uutpo-4-tpudroopomeTuindeH30mn)-1,3-1uKI0reKcaneAMoH (HUTH3HHOH )
TORCH wuHpexkuun - CokpalleHHOe Ha3BaHMe Tpynnbl MHGQEKuuid, mnepeaaromuxcs
BHYTpUYTpoOHO OoT Marepu mioxay : T - Toxoplasmosis (Tokcomiazmo3) O - Others (cuduiuc,
renatuT B, Bapuiienna-3octep BUpycC, Apyrue Bupycol u 6akrepun), R - Rubella ( kpacnyxa), C -
Cytomegalovirus (muromeranosupyc), H - Herpes simplex virus (Bupyc mpocToro reprieca)

VY31 — ynpTpa3ByKoBasi IUarHOCTUKA



TepMuHbI U onpeaeIeHUs

Huka Kpedca (ukn TpukapOOHOBBIX KUCIOT, MK JIUMOHHOW KHCIIOTBI) — CIIOXKHBIH
MUKIMYECKH (pepMEHTATUBHBIN MpoIecC, MPU KOTOPOM B OpPraHU3ME MPOMCXOIUT OKHUCICHUE
NUPOBUHOIPAJIHOM KUCIIOTHI ¢ 00pa30BaHUEM YIJIEKHCIIOrO rasa, Bojbl U 3Hepruu B Buje ATO,
3aHUMAaeT IEHTPAJIbHOE IOJIOKEHUE B oO0IIel cucrteMe oOMEHa BEIIECTB M SHEPrHM KHMBBIX
OpraHU3MOB.

Cunapom @DaHKOHM - TeHEpaAIM30BaHHAs AUCHYHKIHS MPOKCHMAIBbHBIX KaHAJbIIECB
IOYEK, MPOSIBIIAIOLIAsCS IJIIOKO3ypHed, aMmMuHoauuaypued, docdarypueil, mno4edHbIM
KaHAJIbLEBBIM alli030M.

I'mnogocparemuyecknii. paxur (CHHOHMMBI: BHUTaMUH D-pe3ucTeHTHBIH paxur;
runogocharemuueckuii BuUTaMiUH D-pe3nCTeHTHBIN paxuT) - HACIEACTBEHHOE PaXxUTOMOA00HOE
3a00jIeBaHNe, B OCHOBE KOTOPOI'O JIKUT (PepMEHTHBIM Ae(eKT, MpOosBIAIOLINICI CHUKECHUEM
peabcopOuun pochaToB B NMPOKCUMAIBHBIX OTAENaX MOYEYHBIX KaHAJbLIEB, MPUBOIALIMM K
runepdochatypun u runoochaTeMun U XapaKTePU3yeTCsl KIIMHUIECKON KapTUHON paxuTa WiIn
OCTEOMAJIALIMY, HE TIOJAAIOIINXCS JICUEHNI0 OOBIYHBIMU JJISl TEPAMK paxuTa J03aMH BUTaMUHA
D.

I'mneprpodguyeckasi KapaMOMHONATHSA — XapaKTEpU3YETCsl YTOJLIEHUEM CTEHOK
KENyJOYKOB (MPEUMYIIECTBEHHO JEBOr0), HApYIIEHUWEM €ro AUacTOIMYecKod (yHKIMH U
HEPEJKO COMPOBOXKIAETCS PA3BUTUEM OOCTPYKIIMHU BBIXOJIHOTO OTAENA.

Tupo3uHemMu4ecKkue KpU3bl - COCTOSHHSA, CIHPOBOLMPOBAaHHBIE INPUEMOM OEIKOBOMN
MUY U COTIPOBOKAAIOIINECS JIUXOPATKOM, PBOTON, MHTOKCUKALMEH, KapIMOMHOIIATHEMN.

IIpenaTajibHas AMATHOCTHKA THPO3MHEMHH - KOMIIJIEKCHAS JOPOJIOBasi AMArHOCTHUKA C
LEJIbI0 BBISIBJIICHUS HACJIEICTBEHHOW THPO3MHEMHMM Ha CTaJUd BHYTPUYTPOOHOTO pa3BUTHS
Merogamu mpsimoi wiu kocBeHHoW JIHK-amarnoctuku oOpasuoB JIHK, BwimeneHHoit w3

ouonrara BOPCHUH XOpPHUOHA W/ KJIETOK aMHUOTHYECKOM KUIKOCTH.



1. KpaTkasi ungopmManus

1.1 Onpeneaenue

Hacnencrennas tuposunemus 1 tuna (HT1) winm remaropeHanbHass TUPO3UHEMUS -
peakoe (opdaHHOE) 3a00ieBaHHE C AayTOCOMHO-PELIECCUBHBIM THIIOM HACICIOBaHUS,
00yCJIOBIEHHOE MYTalUsIMH B reHe bepMmenTa bymapunaneroaneTassl
(pymapunaneroruaponazsl (FAH)). Cunonumser: aedunur ¢dymapunamneroanerassl, IeUINAT

(bymapuianeroaneTaTTuAPOIashl.

1.2 DTHOJIOIrHUS ¥ IATOreHe3

Hedext depmenta dymapunaneroanerassl  (pymapunaneroruaponass, FAH, EC
3.7.1.2), ocyIIecTBISIONIEIO0 B HOPME KOHEUHBIN ATal JAerpajaliii TUPO3WHA HA HETOKCHYHBIC
dbymapat u aneroaneraT. B pe3ynbrare reHeTuueckoro aedekra MyTaiuu 0eiaka, KOJUPYOIIero
FAH, pacnaag Tupo3uHa OCYIIECTBISETCS IO aJbTEPHATHBHOMY MATOJOTMUYECKOMY IYTH, C
00pa30BaHMEM BBICOKOTOKCHYHBIX M KaHLEPOI€HHBIX CYKIIMHUJIAIIETOHA, MaJleUJIalleToalleTara,
dymapunarneroarerara (IIpunoxenue I'1).

I'en FAH nokanu3oBaHHOM Ha JJWHHOM Iuiede 15-i xpomocomsl (15023-025), coctout
u3 14 5K30HOB.

[Tarorene3 HT1 tuna 3akitoyaercss B MYHTOKCUKALIMKU MMPOAYKTaMH aHOMAJIBHOTO paciaia
TUPO3WHA - (PyMapHIIAIeTOAETaTOM U MaJeHJIAIleTOAEeTaTOM U UX KOHEUYHBIMU METabOoIuTaMu
— CYKIMHUWJIAIIETOHOM U CYKIMHHUJIAIETOAIeTaTOM, KOTOPBIE SBISIOTCS MHUTOXOHIPUATHHBIMU
TOKCHMHaMH, TOpMO3AT ¢ochopunupoBanue u OiokupyroT 1ukia Kpebca. Hakomnenue stux
TOKCHUHOB MPHUBOJUT K MPOTPECCHPYIOIIEMY 3a00J€BaHUIO MEUEHU C Pa3BUTHUEM IE€YEHOYHOMN
HEJ0CTaTOYHOCTH, LUppo3a, TyOyjaomatuu ¢ QOPMUPOBAHHMEM pEHAIBHOM TyOysonaruu,
runogocharemuueckoro paxura, cunapoma dankoHu. OcTpas TUPO3UHEMHUS CONPOBOXKIAETCS
pasBuTHEM runeprpopuueckoil kapauomuonatuu. bes neuenus y 40% npereit popmupyercs
renatouesuItoisipHas — kapuuHoma. KpoMe  TOro, CyKIMHMJIALIETOH  WHrHOuUpyer  d-
aMUHOJIEBYJIMHAT JIETHApaTa3y, IPOMEXyTOUHbIN MeuaTop nophoOUINHOreHa, YTO IPUBOJUT K
HapyLICHUIO OMOCHHTE3a TeéMa U KIMHUYECKM MOXET THPOSIBIATHCS CHMIOTOMaMH OCTpOH
nepemesxatomieiics noppupuu - OOJIAMH B JKHMBOTE, AapTEpUAIbHOW TUIEpTEH3UEH,
nepudeprudeckoil moiuHenRponaTueil.

BbonbmmucTBO (10 90%) manueHToB 6€3 crienuduYeckoro Je4eHuss U TpaHCIUIaHTaluN
neueHn norubanu B Bo3pacte a0 10 ner. BbDKMBaeMOCTh 3aBHCHUT OT CPOKOB TMOSIBICHHS

CHUMIITOMOB.



1.3 DnuaeMuoJ10rust

Yactora HT1 B paznuunbix momymsmusax kosieonercs ot 1: 100 000 -120 000 >xuBBIX
HOBOpOXAeHHBbIX. YacTtoTra HocutenbcTBa MyTauuii HT1 B momymsiumsix 1:150-100 yenoBek.
Uerkux B3aUMOCBSI3€H MEXJAy TEHOTUIIOM U (CHOTUIIOM HE YCTAaHOBJICHO, pa3UYHbBIC
KJIIMHUYECKHE BapUaHThl MOTYT IPUCYTCTBOBATH Yy WIEHOB OJHOM CEMbU C OJMHAKOBBIMU

myrarusyu [1,4,10].

1.4 Koguposanue no MKB-10

E 70.2 - Hapymenus oOMeHa THpO31HA

1.5 Knaccuduxkanus

Kinnangeckne BAPHUAHTBI TCUYCHUSA IIOJIOKCHBI B OCHOBY KJ'IaCCI/I(bI/IKaI_II/II/I HT 1 - oCTpasa

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

1.6. IllpuMepbl HhOPMYIHPOBKH IMATHO30B

o HacnencrBennas tuposunHemusst 1 A Tuma (OCTpoe TEUEHME), OCIIOKHEHHOE OCTpOi
MIEYCHOYHOM HEIOCTaTOYHOCThIO, BUTaMUMH K 3aBuCHMON KoaryJjonatued, OCTpou
NOCTIeMOpPPAaruueckoil  aHeMue Ha (GOHE KaTacTpOPUUECKOTO KPOBOTCUCHHS
(cBepLIMBIIEECS KPOBOTEUEHUE U3 OCTPOM S3BbI JKENIY/IKA U BHYTPUKETYIOUKOBOE).

o Hacnencreennas tuposuHeMus 1 A Tuma (ocTpoe TE€YEHHE), OCIIOKHEHHAs LHUPPO30OM
IIEYEHU, BUTAMUH-/[-pE3UCTEHTHBIM pPAXUTOM, HEIOJHBIM CHHIPOMOM DaHKOHH.
JluHamuueckast HEPOXOJUMOCTh TOJICTONW KuIIKU. Cerncuc.

o HacnencrBennas tuposuHemuss 1 b Tuma (XpoHudeckoe TeUeHHUE), OCIIOKHEHHAs
UPPO30M I€YEHH, MOPTAIHHON TUIepTeH3uel, nedopmanus KocTel ckenera Ha (oHe
IOJIHOTO cuHIpoma DaHKOHM.

o HacneacrBennass tuposuHemus | b Tuma (XpoHHuUeckoe TEYEHHE), OCJIONKHEHHOE

renaToIesUTIOISIPHON KapinHOMOM MpaBoii 10u nedenu u puodposom neyenu [1,4,10].

2. JIluarHocTUKA

Huaenocmuxa ocHosana HA OAHHLIX AHAMHE3A POOOCIO8HOU, AHAMHE3d 3a001e8aHus.,
KAUHUYECKUX CUMRMOMAX, pe3yibmamax noxkazameinei @QYHKYuu neyenu, iabopamopHuix
UCCTIe008AHUTL AMUHOKUCTIOMHO20 CHEKMPA KPOBU, NAMO2EHeMU4eCKU 3HAYUMbIX MemadoIumos
MOYU,  OAHHLIX  UHCHPYMEHMANbHLIX — UCCAe008aHUll,  OaHHbIX  Monexyisapuou  ([HK)

OUACHOCTNUKU.



2.1 Ka100bI M aHAMHE3

JKenmyxa, nomeps maccelt mena, cpvleusauus, peoma, yeeiuyeHue pasmepos neveHu,
cene3eHKu, HOCoBble KPOBOMEYEHUs, KPOBOMEYeHUsi U3 MeCcm UHBbeKYull, pasiuyHble
Oepopmayuu cxenrema (4awe HUJICHUX KOHeyHocmell). [ns ocmpoii gopmul 3a00ne6anus

XapakxmepHo panee Ha4ano (8 nepavle Hedeau/Mecaybl HCUHIUL).

2.2 Pu3ukajabHoe 00CaeT0BAHUE

Ilpu ocmpou ¢opme HT 1A obpawaem ma cebsi HUMAHUE 3A0e€PIHCKA DA3BUMUSL,
Gebpunvras memnepamypa, poma, 0be380dcusanue; ouapes; 2enamocnieHoMe2anus; Acyum
U OUHAMUYECKAsl HENPOXOOUMOCMb KUUWEUHUKA, JHCeNmyxa (Ha cmaouu ocmpo2o 2enamuma);
ocmpoe J#eny0ouHO-KUueyHoe Kpogomeuenue (803MONCHbL MeleHa, peoma KogelHotl cywetl);
be3benkosvie omeKu, aHacapka, KpoBOMeueHus: 3a cuem CHUNCeHUsi DeNKo80-CUHMemuyecKou
@DYHKYUU neyeHu, uHo20a cneyupuyueckull «KanyCmHulily 3anax mena, 2unepeuopos, KOmopbwli
8bIPAJICEH 8 Nepuod Kpu3os, 0COOEHHO Ha ¢hone AUXOPAOKU U 2SUNO2TUKEMUU, SBIAeMCs
B8MOPUYHLIM, MAK KAaK KYNUpyemcsi Nno Mepe CHUMNCEHUs IHOO2EHHOU  UHMOKCUKAYUU
eunepecme3susi KOJ’CHbIX NOKPOBO8 (pebeHOK npeonouyumaen HAXOOUMbCs 8 Kpogamke, d He HA
PYKax y mamepu) s611emcs nposienenuem noaunevponamuu. Ilpu omcymcemeuu coespemenHou
MEOUYUHCKOU NOMOWU NPU OCMPOM MeYeHUU 3a0071e6aHUs B03MONCEH IeMAlbHbll UCX00 8
603pacme 00 200a (6-8 mec.) om neyeHouHoU HedOCMAMOYHOCIU U/UlU KPOBOMeUeHUs.

Xponuueckas HT 15 npomexaem:

a) ¢ npeumMywecmeeHHviM NOpAdCeHUueM nedeHu (YUppo3om, 2enamoyerniosisipHol
KapyuHoMoli),

0) pedice ¢ 8edywum nopaxicenuem no4ex (PaxumonoooOHbiM 3a00ne8anueM 8Cre0Cmeaue
msadxcenou myoyionamuy - mopuuHo2o cunopoma QPankouu, ¢ amunoayudypuel, 2ioKo3ypuel,
Gocpamypuetl, noyeuHviM KAHATLYEBLIM AYUOO30M),

8) C COUeMaHHbIM NOPANCEHUEM U NeYeHU, U NOYeK.

B oebrome 3abonesanus 803MOXCHbI HeneyeHOUHble CUMNMOMbL, NPOAGNIAIOWUECT NO
muny ocmpou nopgupuu nepughepureckor Hetiponamueu, OCMPLIMU AOOOMUHATLHBIMU
Kpu3amu);, uiy maxk Ha3vleaemvle «MUPO3UHEMUUECKUe» KpU3bl, KOmopwvle Hpo8OUUPYIOMCs
NPUEMOM BbICOKODENKOBOU NUYU U CONPOBONHCOAIOMCS TUXOPAOKOU, PEOMOLL, UHMOKCUKAYUeL,
Kapouomuonamueil.

Ilpu omcymcmeuu neuenuss cywecmsyem 6vicokuli puck (0o 40%) pazeumus

zenamoueﬂﬂ}ompﬂoﬁ KapyuHombl.



V 0emeii epyonozo u panneeo gospacma nposeienus 15 muna obHapyscusaromes 8 uoe
eenamome2anuy, — 2UNOIUKEMUY, — NOMAUBOCMU,  crabocmu,  noauypuu, eumamur  D-
Pe3UCMEeHMHO20 paxuma.

Xponuueckasn ¢popma (HT 1B) npomexaem necue, 0cobeHHO Ko20a Oemu OmKA3bl8AOMCsl
om 6enKo8ol U, a pooumenu He HACMaugarOm Ha ee npueme. I enamomezanus visGsgeMcs
Y 8cex Oemell, nopajcenue nouex onpeoeisiem pasiudHylo CMmeneHb paxuma om MUHUMATbHOU
eunogochamemuu u 8anveycHou Oegopmayuu Hoe 00 msadxCeIoU Oedopmayuu cKelemd,
NO360HOYHUKA, 2PYOHOU KAEeMKU, 8NI10Mb 00 NOJHOU NOMePU ONOPHOU CHOCOOHOCMU, YIMPambl
pauee Cyuecmeosasuiux HAagblkos Xo0vobl. [Ipu XpoHuueckou Mmupo3uHeMuu Ommeyaemcs
3adepoicka pocma, Ha 3-4 200a omcmaem ¢husuonocuyeckas cmena 3y008, 3a0eprHCUBaemcs
Kocmublll 603pacm. Kapouomuonamus u apmepuanvhas cunepmeH3us NpOAGIAOMC KaK
pe3yibmam MemaboIuyeckux npoyeccos, max u MOPUYHO Ha hPoHe NOPadCceHust NOYeK.

Kpunmoecennvle yuppos nevenu u/uiu eenamum om MUHUMATLHOU 00 8bLCOKOU CMeneHu

AKMUBHOCMU SAGIAIOMCS nokazanuem K uckaouenuro HT 1.

2.3 JIaGopaTopHass AMATHOCTHKA

e [lpu mnomo3peHMH HA THUPOHMHEMHIO PEKOMEHIOBAHO OIPEACICHUE COJCpPKAHUS
CYKI[MHMJIALIETOHA B MOue M Tuia3me kposu. [1,4,10].
(Cuiia pekomenaanuu A; ypoBeHb YoeIUTeIbHOCTH J0Ka3aTeabeTB |1)
Kommenrapun: Baocno nomHums, umo 63smue OUOIOSUHECKO20 Mamepuana Os
AHAIU308 (MOYU HA CYKYUHUIAYEMOH U KpPOBU O/ NPOBEOeHUsl MAHOEMHOU MAcc-
cnekmpomempuu) 00JIHCHO NPOBOOUMBCS 00 HAYALA UHQY3UOHHOU Mmepanuu, 0CoOEeHHO
86e0eHsL NIA3MO3AMEUAOWUX PACTBOPOE U KOMNOHEHMO8 KPOBU.
Iamoenomonuunvim npuswakom HT 1 u npuopumemmuviv 6 OuacHocmuke s61semcs
8bICOKUU YPOBEHb CYKYUHULAYEMOHA 8 Moye U niazme Kposu (nopma 0-2 mMonv/Mons
Kkpeamununa). Hebonvuioe nosviuienue CYKYuHUIAYemoHa 6 KpoOBU U MOUe MOdHiCem
Habnooamscsi npu  nepekopme 0eNKosou nuujell, npusooauem K QYHKYUOHATLHOU
neoocmamounocmu FAH. Ha ¢one nposedenuu  cneyuguuecxkoti  mepanuu
HUMUSUHOHOM, HU3KOOEIKOB0U Ouemsl U NPOoGeOeHUU OemOKCUKAYUOHHOU mepanuu
VPOBeHb CYKYUHUIAYEMOHA 3HAYUMENbHO CHUNCAEMCsl U 00CIuU2denm HOpMbl 8 medeHue
cymok. Hccnedosanue — CyKYUHUIAYEMOHA HeoOX00UMO NpoGoOUms 00 HaA4ald

0877’10KCMKGI4MOHHOIZ mepanuu, nepertusanus niasmsl u ()pyZMX KOMNOHEHmMOoO8 KpO6U.



PexomeH10BaHO OIpeesieHre Coiep:KaHusl aMMHOKHUCIIOT (B MEPBYIO OYepeIb TUPO3UHA,
(beHMTaaHUHA, METHOHMHA) B CYXOM IISITHE KPOBH METOAOM TaHICMHOW Macc-
criektpomerpuu (TMC) wim B mia3me KpoBu xpomatorpadudeckum metoaom [1,4,10].
(Cuna pexomenaanuu B; ypoBeHb yoequTesbHOCTH 10Ka3aTeabCTB |1)
KommenTapuu: Boicokuil ypogens MemuoHuna npusooum K NOA6IEeHUI0 «KAN)yCMHO20»
3anaxa, KOMopwlli He MaxK cneyuguieH, KaKk ONUCbIBAOCH paHee, U CKOpee Ompaxdcaem
NeYeHOYHO-KAeMOUHYI0 HeOOCMamo4HoCmb. Ypoeenv muposzuna eviue 200 mxMonv/n u
nosvluleHue e20 NpeouecmeeHHUKA (QEeHUNAIaHUHA IPU MUpO3UHeMUl Onpeoesiomcs
qUWb Yy O0emell ¢ HOPMANbHLIM HYMPUMUBHbIM CMAmycoM. Y ucmowennvlx demeil ¢
ONIUMENIbHbLIM  AHAMHE30M U  KIUHUKOU 0OelK080-3Hep2emuyecKol He0oCmamo4HoCmu
codepocanue Mupo3uHa U QeHulIaianuna 8 Kposu mMo2ym Ovlms 6 HOpMe U 0adxce HUdlce

HOpMbL.

PexoMennoBano omnpenencHue anbda-peronporenna (ADII) B ceiBOpoTKe (WK TUTa3Me)
kposu [1,4,10].

(Cuna pexkomenaanuu B; ypoBenb yoeauTeIbHOCTH JI0Ka3aTeabCTB 1)
Kommentapuu: ADII — mapxep nporughepayuu sxcenunwvix xo008, npu HT 15 nosviwen 6
oecamxu, a y demeti ¢ HT 14 oasce 6 moicsauu paz. ADII ne cneyuguunwlii, HO oyeHb
Yy8CmMEUmenbHbulll NOKA3ameib, Npu HOPMALbHOM e20 ypoeHe ouaznoz HT 1 comnumenen.
B nopme y oemeti om 0 0o 3 mec. ARII <1000 ne/mn; om 3 mecayes oo 18 nem ADII<I2

He/MIL.

PekoMeHi0BaHO ompesenieHne CONEPKAHUSA O-AMUHONIE8YIUHOBOL KUCIOMbI MEmoOOM
T™MC [1,4,10,11].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH JIoKa3aTeabeTB 1)
Kommenrapuu: [logviuenue O-aMUuHONE8YIUHOBOU KUCIOMbL ABNAEMCA  KOCEEHHbIM
npuswakom HT I, makx «xax cykyunuiayemon uHeubupyem oOecuopoceHasy o-
AMUHONEBYTUHOBOU KUCIOMbL 8 NedeHu u spumpoyumax. B nopme coodepoicanue 0-
AMUHONEBYTUHOBOU KUCIOMblL 8 pa3080U npobe mouu cocmasisiem <34 MKMOTb/1
(hopmyna nepepacuema<4,5 me/n x 7,626), ¢ cymounou moue - om 11,4 oo 57,2
mrmonv/cym (1,5-7, 5 me/cym).

Tlosviuenue kKoHyenmpayuu S-amuHoNIe8YIUHOBOU KUCIOMbL OMMedaemcs makice npu
ocmpulx  nopgupusx — (ocmpas  nepemexcarowancs, — «necmpasy, — 8POHCOCHHAS.
Konponopghupusi), ompasieHuu CeUHyom, oeuyume aMUHOIEBYIUHAM-0e2UOPaAmasvl

(comozucomul). Ymepennoe nosviuieHue Modcem HAOAOOAMbC npu OuademuiecKkom
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Kemoayuoose, bepeMeHHOCmU, NO30Hel KOJXCHOU nopgupuu u npu npuéme HeKomopbvix

NPOMUBOCYOOPONCHLIX CPEOCME.

PexoMeH10BaHO OIpe/ecHHEe BBIABICHHE MyTalWid B I'eHe (yMapuIaneTOrHaposiassl
(FAH), komupyroiem cunTe3 Oemka su3uma [1,4,5,10].

(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)

PexoMeH10BaHO MPOBEICHUE PYTUHHBIX OMOXMMHYCCKHX aHaau30B kposw [1,4,5,10].
(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: B kposu ommeuaromes ymepeHHO NOBbIULEHHbIL YPOBEHb MPAHCAMUHAZ
(6 2-3 u bonee pas), svicoxutl yposenv cammazniokyponurmpancnenmuoasel (I'1TTII) u
wenounot ocpamaszvl (LL[P), komopvle AGNAOMCA NPUSHAKAMU BHYMPUNEUEHOUHO20
xonecmasa. Ilpu HT 1A ommeuaemcs ymepeHHblll 6HYMPUNEUeHOYHbILL X01ecmas, npu
HT 15 xonecmas mooicem Oblmb OUCCOYUUPOBAHHBIM. NPU HOPMALLHOM YPOGHE
ounupybuna ommeuaemcs — BbICOKUU YPOBEHb 2AMMA2TIOKYPOHUIMPAHCHENMUOA3bl
(I'T'TII), a maxace wenounou gocghamaszvl (LD), yeeruuenue komopou modicem Ovimo
nposislieHuemM 0Cmpo20 paxuma.

Ipu Hanuuuu paxumono0obHo2o 3abonesanus akmusHocms LL[@ npesviuiaem Hopmy 6 5
u 6onee pas. BeipaxcennHocmv myOyIoOnamuu  ONpeoeniemcs  dNeKmpOoIUMHbIM
oUCOANAHCOM U NPOSABIAEMCIL HUSKUM YPOBHEM KAlbyus u gocgopa 8 cvleopomre Kposu.
Cunopom @awnxonu modicem Oblmb KAK NOTHGIM, MAK U HENOJHbIM, ONMUMAILHO OH
onpeoensaemcs Kanbyull/KpeamuHuHo8blM U Pochop/KpeamuHuHo8bIM KOIGDGuyuenmom
8 pa3o6oll (6Mopoti) nopyuy Modu, KOmopwvie MO2Ym Oblmb JTOHCHOOMPUYAMETbHLIMU NPU
HU3KOM YPOGHEe dMUX 21eKmpoaumos 6 kpoesu. Ilpusnaxu cunopoma Pankonu 6Kmouam
2NIOKO3YPUIO, 2eHEePAU308AHHYI0 AMUHOAYUOYPUIO, NOYEYHbIL KAHAIbYesblll ayudos,
Gocchamypuro.  Bmopuumwili  eunepnapamupeos  COnpsidcen ¢ 2UnOKaabyemuell,

aunogocgamemueti u coomeemcmeyrOWUMU um Karoyuti- u pocgpamypuei [1,4,7,9].

PexomMentoBaHo omnpeeneHue KucaoTHo-ocHoBHoro coctosiaus (KOC) kposwu [1,4].
(Cuna pexomenaanuu C; ypoBeHb yoeaUTEIbLHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: V ue neuennvix 6onvuvix KOC xkposu xapaxmepuszyemcs Oe@uyumom
ouxapoonamos. IIpu ocmpom mevenuu HT 14 ommeuaemca memabonuueckuil ayuoos 3a
cuem Hapyulenus Komnencayuu ouxapoonamamu. Moowcem blAGIAMbCA 2UNO2TUKEMUS,
KOmMopas ceA3aHa ¢ NeYeHOYHO-KIeMOYHOU HeOOCMAamo4HOCmblo U  UCMOUjeHUeM

3anacoe 2iAuKoceHa 6 nederu uiu 06yCJZ06Jl€Ha CUNEPUHCYIUHUSMOM.
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PexoMeH10BaHO HCCIIeIOBaHUE CUCTEMbI cBepThiBaHus kposw [1,4,7,9,10].

(Cuna pexomenaauuu B; ypoBeHnb yoequTesbHOCTH T0Ka3aTeabeTB |1)

Kommenrapuu: Koazynoepamma neodxoouma onsa eviasnenus sumamur K—3asucumou
KOAaz2y1onamuu, KOmopas Xapaxkmepuzyemcs: 0epuyumom 6cex NedeHOUHbIX (Pakmopos
ceepmouieanuss (I, 'V, VII, X, IX, XI, XII), yonrunemuem npompomoOuHogozo u
AKMUBUPOBAHHO20 YACUYHO20 Mpomboniacmunosozo epemeru (A4TB), cuuowcenuem
npompomoOuH06020 unoexca, guopunozena, awmumpomouna Il Koaeyronamus uwawe
ecmpeyaemcs npu ocmpoti muposunemuu (HT 14), npomexaem 3nauumenvno msoiceinee,
uem npu Opyeux OONe3HAX NeYeHU, Npu SMOM AKMUBHOCHb MPAHCAMUHA3 U USMEHEHUS
cooepacanusi OUNUPYOUHa Mo2ym Oblmb BbIPANCEHBL YMEPEHHO U HE COOMBEMCME08amb
msdcecmu cocmosiHus pebenka. Boicoxaa cmenens yumonusa (xaxk 3a cuem ACT, mak u

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

2.4 UacTpyMeHTaAIbLHAS JTHATHOCTHKA

PekoMenoBaHa yIbTpa3BYKOBas IUArHOCTUKA OPraHOB OpPIONIHOW IIOJIOCTH, B TOM
YHCIIE, C JIOMIIIEPOBCKUM KapTHPOBAHUEM COCY/IOB MOpTaibHOM cuctemsl [4,10,12].
(Cuna pexkomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)
KommenTapum: ynprpasBykoBasi nuarHoctuka (Y34) noszeonsem evisigumo ougghysmvie
UBMEHEeHUs. NeYeHU HA PAHHUX CIAOUSX, HAYalbHble NPUSHAKU NOPMALbHOU cUnepmeH3ul
8 6Ude CHICHOMe2AIUU, PACUWUPEHUsT BOPOMHOU U CENle3eHOYHOU 6€H, 2unep- u
2UNODXOCCHHbIe Y3Ibl 8 NeweHu, JIUMPOY3Ibl 6 B0POMAX NedeHu, 2UNEPRIaA3Uio
NOO0HCEYOOUHOU dcene3bl, yeeludeHue pasmepos nouex, Hapyuienue oughgepeHyuposku

cloes.

PexomenioBaHo npoBeseHue dnacrorpaduu neuenu. [1,4,5,6].

(Cuna pexomenaanuu C; ypoBeHb YoeaUTeIbLHOCTH IoKa3aTeabeTB 1)
Kommenrapun: @ubposncmoepagus - onmumanvhviii HEUHBAZUBHBLU YIbIMPA38YKOGOU
MemooO KOIUYECMBEHHOU OYEeHKU NIOMHOCMU MKAHU NeYeHU, NO380JAenm Onpeoenums

aghghexmuenocms mepanuu.

PexoMeH10BaHO HCIIOJB30BaHUE KOMHLIOTCpHOfI TOMOl"pa(I)I/II/I, MaFHHTHO-pCBOHaHCHOﬁ

ToMorpaguu ¢ MarHMTHO-pE30HAHCHOW  xonaHruomnaHkpearorpapueit (MPXIIT)
[1,4,5,6,11].

(Cuna pexomenaanun C; ypoBeHb YoeIUTEJIbHOCTH T0Ka3aTeabCTB 1)
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KommenTapuu: /lanuvie memoovl 6usyaiuzayuu HeoOXooumvl OJisl  UCKIHOUEHUS
npoyecca  MAmUSHU3AYUY,  HANpUMep, NpU  NOOO3peHuu  Ha  opmuposanue
2enamoyenioNApHoOl KApYUHOMbL, PUCK KOMOPOU OYeHb 6eluk npu noxazamensx APII,

npesvlinarmux Hopmy 6 COmHu u oaoice muicsayu pas.

PexomennoBano MIpOBE/ICHUE PaZnoOU30TOIHOTO UCCIICTIOBAHHUS NIeYCHU
(remarocriuHTATpadusi CTaTHYeCcKass M JWHAMHUYECKas, TrenaToOMIMCUUHTUTpadus) u
noyek (peHocuunTHrpadus) [1,4, 6,11].

(Cuna pexomenaanuu C; ypoBeHb YoeAUTEIbLHOCTH JI0Ka3aTeabeTB 1)
Kommentapuu: Memoo couemaem wHe monvKo 6usyarusayuio, HoO AGIAEmMcs U
@yHKYUoHaNbHbIM  ucciedosanuem. Hapywenue eHympuxiemouno2co mpancnopma,
aKkckpeyuu paouogpapmnpenapama (P®II) ¢ owcenuvro, nymu @vigedenusi e2o u3
opeanuzma, 6 MoM Yucie, nepepacnpeoeneHusi NneyeHv/cele3eHKa Npu CMamuyecKoll
eenamocyunmuepaguu, ecunepguxcayus PDII 6 cenesenxe Oonee 15% sendaomces
NPUSHAKOM NOPMANbHOU 2UNepmeH3Uul. Y4acmku CHUNCEHHO20 HAKONIeHUsi — Mo
AHCUPOBASL U COCOUHUMENbHASL MKAHb, KUCMbl, a0eHoMa (000pOoKayecmeeHHas Onyxo.v),
V3/Ibl pecenepayuu ¢ NOHUNCEHHOU 8ACKYIAPUIAYUEL.

Penocyunmuepagus nossonsem ouggpepenyuposano oyenumos GyHKyuro npagoul u i1eou

noy4ex.

PexomennoBaHO wucCClEeIOBaHHMS MHHEPATBbHOM IJIOTHOCTH KOCTeH  (NIpOBeACHUE
JICHCUTOMETPUH, KOTOPYIO LeIeco00pa3HO coueTaTb C OINpPENEelIeHHEM KOCTHOIO
Bo3pacra). [6,9,11].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTEIbLHOCTH IoKa3aTeabeTB 1)
Kommenrapun: Hccieoosanue nposooumcs y Oemeul ¢ npusHakamu myOy10namuu:
uUsMeHenuemM  J1aOOpPAMOPHLIX — NoKaszamenel,  paxumonoooOHbIMU KOCMHbIM
oepopmayuamu. Penmeenocpaghuueckoe onpeodenenue KoCmHo2o 603pacma HA3HAYAIOM

demsam cmapuie 2 iem, 0eHCUMOMempuro — KaK npasuilo, 0emsm cmapuie 5 jiem.

PexomMenmoBana peHTreHorpadus Kocreit ckeneta [4].
(Cuna pexomenaauuu C; ypoBeHb YoeaUTEIbLHOCTH 0Ka3aTeabeTB 1)

Kommenrapumn: loxazana npu nianupyemoi opmoneouieckoi Koppekyuu.

PexomMentoBaHa 1o Moka3aHusiM peHTreHorpadus rpyaHoi kieTku [4].

(Cuna pexomenaanun C; ypoBeHb YoeIUTEJIbHOCTH 10Ka3aTeabeTB 1)
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Kommenrapuu: /Hccrneoosanue nokazano 6 ciuyyae npogedeHUus NOOHAPKO3HBIX
uccnedo8anul, npu HATUYUY KAUHUYECKUX nposeeHuUl ObIXamenvbHol

Het)ocmamowocmu, Kapduomuonamuu.

PexomennoBana o nokazanusim JKI', axokapmuorpadus [4].

(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)
Kommenrapuu: /lannvie memoowvl no3601510Mm  OYeHUms Mopho-@yHKYUOHATbHOE
cocmosiHue cepoya U makxice HeobXooumMvl Npu  NpPo8edeHUuU  NOOHAPKO3HbIX

UCCIe008aHUN.

2.5 Nuast AMAarHOCTHKA

PexoMeHylOTCSI  KOHCYJIBTAllUM  CICHHUATMCTOB (IO  IOKAa3aHUSIM)  T'CHETHKA,
opTarpMoiora,  HEBpOJIOra,  JHETOJIOra,  Kapauoyiora,  Joromeaa-nedekrosora,
HellpoopTorena MalieHTaM C [IIyTapoBOM anuaypueid tun |, MMerommM HapylieHus
(GYHKIMI COOTBETCTBYIOIIMX OPraHoB U cucteM [1,4].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEJILHOCTH jIoKa3aTeabeTB 1),

C AMarHOCTHYECKOM IIeJIbI0 PEKOMEH/I0OBAHO MpoBecHue Ouoncuu neuenw [1,4,6,10].
(Cuna pexomenaanuu B; ypoBeHb yoequTesbHOCTH T0Ka3aTeabCTB |1)
KommenTapuu: [lpu nosmoprom nooveme anva-ghemonpomeuna u nooo3peHuu Ha
eenamoyenmonsipuyio kapyuromy (I'LIK) credyem 6o30epacamobcsi om 6Guoncuu nevueHu 60

uzbescanue 2emamo2eHHo20 3aHocd U memacmasupoeanust OnyxoJu.

2.6. InddepeHnuajnbHasg THATHOCTHKA

Octpyto HT 1 pexomenpoBano auddepeHiupoBaTh ¢ APYTMMH HACIEACTBEHHBIMHU
HapylIeHUssMM OOMEHa BEIIEeCTB, OCOOEHHO TMpU HAJIMYUU  COIMYTCTBYIOILETO
CENTHYECKOTO COCTOSHUSI, PE3UCTEHTHOTO K Tepanmuu aHTHOMOTHKAMHU IIHPOKOTO
CHeKTpa  JeWcTBua.  Bupyc-accomupoBanHble — 3aboneBaHusl  (Teprec-TPyIIIbL:
IUTOMETANIOBUPYC, DmmTeitHa-bapp Bupyc, repriec 1, 2 u 6 tamos), TORCH nndekmum
He uckmovarot Hammuus HT1 tuna [1,4,11].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTEIbHOCTH 10Ka3aTeabCTB 1)

['unepMeTHOHUHEMHIO PEKOMEHJOBAaHO JU(QepeHIpoBaTh C TOMOIMCTUHYPHEH,

00JIe3HSIMU MEeTa00IM3Ma METHOHUHA, JICKOMIICHCUPOBaHHBIM 1uppo3om [1,4,11].
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(Cuna pexomenaauuu C; ypoBeHb YoeaUTEIbLHOCTH J0Ka3aTeabeTB 1)

JIMarHoCTUYECKUI MOUCK IPU renaToMerajluu U rernaTUTe PEKOMEHI0BAHO MIPOBOIUTH C
rajakto3eMuei, (QppyKTo3emMuer, HEMepeHOCHMOCThI0 (QpPYKTO3bI, Oone3Hbl0 Humanna-
[Tuka, Oomne3Hbl0 BuiibcoHa, HEOHATAJFHBIM TEMOXPOMATO30M, TeMo(aronuTapHbIM
JUM(OrUCTUOLUTO30M, MHUTOXOHJAPHUAIbHON IUTONATHEH, BPOXKIECHHBIMH OOJIE3HIMHU
IJIMKO3UJINPOBAHUS, nepuuuToM TpaHCaJIbJ10J1a3bl, arieTaMuHO()EeHOBOM
(mapameramMoioM) WHTOKCHUKauueid, WHQEKIUsIMH  (CETCHUCOM,  CalbMOHEIIE30M,
TyOepKyJie30M, TepIiec-BUPYCHOW, B TOM YHCIE, HUTOMETAIOBUPYCHOM HWHQEKIHEH,
BUPYCHBIMM renatutamu A u B), orpaBineHueM rpudamu, J€KapCcTBEHHBIMU CPEICTBAMU
Ha pPAcTUTENbHOW OcCHOBe. ['eHepann3oBaHHAs aMHUHOALMIEMHS YacThli MpHU3HAK
MICYCHOYHOW HEJJOCTATOYHOCTH, HapylieHus GpyHkuuu accummsuu [1,4,6,7].

(Cuna pexomenaanuu C; ypoBeHb YoeAUTEJILHOCTH jIoKa3aTeabeTB 1),

[Mopaxxenne mouexk npu HT 1 pexomenmoBaHo auddepeHIHpPOBaTH C HMUCTHHO30M,
cuagpomoM Lowe (okyrnonepeOpopeHanbHas JUCTPO(DHSI), MOYCUHBIM KaHAIBIICBHIM
anuao3oM, cuHapomoMm @Dankonu. I[Ipu paxuTOmogOOHBIX H3MEHEHHSX CKeleTa
PEKOMEHI0BAaHO HCKIIIOUaTh Tunodocdarasuio (HU3KUN ypoBeHb IeIoyHoN (ocdaTtazbl
u dochopa B ceiBopoTke), nedunuT BUTaMHHA D (HYTPUTHBHOTO W TE€HETHYCCKH
o0ycroBieHHoro), cuuapom dankonu [1,4,9].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)

HeBponorndeckne Kpu3bsl peKoMeHI0BaHO auddepeHnnpoBaTh OT MPOSBICHUNA OTEKa
MO3ra U KpOBOM3JIMAHUHM, OaKkTepUalbHOTO MEHUHIHTA, TUIEPHATPUHEMHUYECKOTO
00€3BOKHBaHHS, OCTPOM MepeMexaroreiics mopdpupuu [1,4,9].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTEIbLHOCTH J0Ka3aTeabeTB 1)

[Ipn wW30AMpPOBAaHHOW TUMEPTHPO3UHEMHUU PEKOMEHJOBAHO HCKIIOYaTh HApYIICHHE B
MUIIEBOM  paiioHe  (MOBBINIEHHOE  YMOTpeOJieHWe  MUINEBOro  Oeika),  uTo
COIIPOBOKAAETCS  COCTOSTHUEM  TPAaH3UTOPHOTO  THPO3WHO32,  (YHKIMOHAIHHON
HegocTaTouHOCThIO pepmenta FAH. Taxke pekoMeHI0BaHO HCKITIOYATh TUpo3uHeMuH ||
u |l tumoB, napyrue OoONe3HM T€YEHHM C HAPYUIEHHEM CHHTETHUYECKOW U
JIeTOKCUKAIMOHHOM (yHKuu. [1,2,8].

(Cuna pexomenaauuu C; ypoBeHb YoeaUTeIbHOCTH J0Ka3aTeabeTB 1)

THocunopomuuiil ougppepenyuanvHovlii Ouazno3 ompadxcer 8 npunodiceruu I 2.
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3. Jleuenue

3.1 KoncepBaTuBHOE JieueHHe

Jns nedeHust HACIEICTBEHHOM THUpPO3MHEMHUH TUN | pekoMeHmoBaHAa MOXH3HEHHAsS
naroreHeruueckas rtepanus npenaparoM  mutusuHoH”  (NTBC,  2-(2-mutpo-4-
TpudIroopomeTriioeH3omn )-1,3-nmukaorekcanenon), kox ATX -A16AX. B codueTaHuu ¢
HU3KOOEIKOBOW JMETOW M HAa3HAYEHHWEM CIIEHUAIM3UPOBAHHBIX MPOIYKTOB HAa OCHOBE
CMeceil aMHHOKHCIIOT, HE COepIKaIlluX THPO3UH U (eHnnananuH [2,8,9,10].

(Cuia pexoMeHAaIMU A; YPOBeHb YOeIUTEIbLHOCTH J0Ka3aTeabeTB 1)
Kommenrtapuu: /[ns Oonvuweil s¢hghexkmuenocmu neueHus HUMUSUHOH Yeaeco0Opa3HO
UCNONbL306aMb  HA  CMAOUY, Npeowecmsyrowell  pa3sumulo  2enamoyeriionrapHol
KapyuHomsl. Mexanuzm Oeticmeuss npenapama 3aKai04aemcsi 8 mom, 4mo oH OJI0Kupyem
4-2udpokcugenunnupysam ouoxkcueenazy u npenamcmeyem o00pa308aHUI0 KOHEUHbIX
MOKCUYECKUX Memaboaumos, ypo6eHb MUpO3UHA 6 CblGOPOMKe KpPOBU NpPU MOM
NoBbIUAEMCA, YMO ABIAEMCA CMPO2UM — NOKA3AHUeM O O02panudenus 6 oueme
HamypaivHo2o nuujesoco Oeika, a emecme ¢ HUM U eHuraranuHa  (Kax
npeouecmeeHHUKA mupo3una) u muposuna. [edpuyum Oeixa KomneHcupyemcs nymem
HA3HAYeHUsl CNeYUATUIUPOBAHHOU OUEMbL C 02PAHUYEHUEM IMUX AMUHOKUCTOM.

Ho3a numusunona noobupaemcs UHOUBUOYATbHO 8 3ABUCUMOCIU OM P dekmusHocmu,
KOmMopas OyeHusaemcsi NO YPOSHIO CYKYUHUIAYEMOHA 8 Moye U KpO8U, U YPOBHIO
mupo3una 6 cwvigopomke Kposu. Ocmpas ¢opma muposunemuu (HT 14) mpebyem
HA3HAYeHUs: HUMU3UHOHA 8 003e 2 Me/Ke, N0 Mepe pocma U yeeludeHus Maccvl meia
pebenka 0o3a chudcaemcs 00 1 me/xe.

Tloooepoicusarowas mepanesmuyeckasn 0o3a npu HT 14 cocmasnsiem 1 me/xe/cymxu, npu
HT 15 wuauanvuas ooza 1-1,5 me/ke/cymku, ecau ypoeens muposuna menee 600-800
mxMonv/n, cymounas 0oza oaemcs 8 oOun-0ea npuema eHympu. Ilepuoo nomnygvigedenus
cocmasnsem 54 uaca, ymo no360.sem pekoOMeHO008amb 0OHOKPAMHbIL NpUem CYMmouHoul
003vl. Koppexyus 003b1 HUMU3UHOHA NPOBOOUMCS 8 3ABUCUMOCIIU OM OUOXUMUYECKUX
nokaszameneu u Hapacmauus maccoel mena pebenxa. Okono 10% OonbHbLIX HA Mepanuio
HUMU3UHOHOM He Omeeuarom, umo Onpeoensemcs pe3yibmamami OUOXUMUUECKO20
MOHUMOpUHeA (CYKYUHUAYEMOHA 6 Moye, (QYHKYUOHANbHblE NpoObl NnedeHu, anrb@a-
gpemonpomeur  (ADII). Takue  nayuenmvl  AGIAOMCA  NOMEHYUATLHLIMU

npemeH()eHmaMu HA mparcnjianmayuro ne4eru.
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Ilpu evicokom yposune oOunupyouna (>100 mKkMOAL/T) U  OCMPOU NEYEHOUHOU
HeOOCmamoyHocmuy 8 coyemanuu ¢ eunepammonuemueti (> 100 mxMonv/n) He
UCKTTIOUaemcsi He0OX0OUMOCMb 8 IKCMPEHHOU MPAHCNIAHMAYUY NedeHlU.

CHudicenue yposHs. CYyKYUHULAYEMOHA HA (hoHe mepanuu HUMUUHOHOM NPOUCXOOUM 8
meuenue 24 uacos, KOHYeHMpayus AMUHOKUCIOM (MUPO3UHA U DEHUIANAHUHA)
NOBBIUAECSL 8 3A8UCUMOCIU  OM KOIUYeCmead NUuueso2o Hamypaivho2o deika. ADII
CHUdICAemcsi MeOIeHHO U 3A8UCUM OM HAYAIbHBIX KOHYeHmMpayull, He 6ce20a 0ocmueaem

HOpMbL.

PexomMeH10BaHO yBeMUYEHHUE 036l HUTHU3WHOHA JI0 2 MI/KI/CYTKM TpPU OTCYTCTBHHU
IIOJIOKUTEIbHON JUHAMUKY TOKa3aTesIel KoarylorpaMMbl U YPOBHS CYKIIMHUJIALIETOHA B
MO4Y€ B TEYEHHE 2 HEJEIb, COXPAHSIIOIIEMCs BRBICOKOM YPOBHE TUPO3HHA B KpoBH (Oosiee
800 MmkMoub/). JIeueHre HUTU3MHOHOM JIOJDKHO OBITh HENPEPBIBHBIM. B Xo11e Tepamnuu
IIpernapaToM KOHLEHTpalMs THUPO3MHA YBEIMYUBACTCS, NEPEPHIBBI B TEpaluU TIPO3AT
pa3sBUTHEM TUPO3UHEMHMUYECKMX KpU30B (MOP(HUPHHOMOAOOHBIX HEBPOJIOIMYECKHX
Kpu3oB, ManurHuzanueil). Pekomenayemas konmentpamus NTBC B mmazme 30-50
MKMonb. Jletn ¢ oxupeHneM TpeOyroT NOJAepKaHUs YyTh MEHbBIIEH KOHIICHTpAIUU
npenapara Ha 1 Kr Beca, B cpefHem 35 Mr/M/1IeHB. O PeKTUBHOCTD JICUCHHSI 3aBUCUT OT
CPOKOB YCTaHOBJIEHHUS JMarHo3a U CBOEBPEMEHHOIo Hayaja JiedeHus. Y 90% nanueHTos
Ha (oHe TmpHeMa HHUTU3MHOHA II€UYEHOYHAs  HEJAOCTaTOYHOCTh  CTAHOBMUTCS
KOHTPOJINPYEMOW, BHEIIEUEHOYHBIE IIPOSIBICHUS, KaK IPaBUiIO, KynupyroTcs. MupoBoin
onbiT npuMmeHeHust Hutu3nHOHA (NTBC) y merelt, HayaBmux jedeHue B BO3pacte 10 2
MECSIIIEB JKU3HHU, MOKa3all, YTO PUCK PA3BUTH y HUX TeNaTOLEIUIIONIAPHON KapIMHOMBI
camxaetcs ¢ 40 10 5% [1,4,9].

(Cuna pexomeHaanmii A; ypoBeHb YOeAUTEILHOCTH JIoKa3aTeabeTB 1)

PexoMeH10BaHO YCHIIUTH OrpaHudeHusi obimero 6enka B auere (1-1,5 r/kr/cyrtku) mpu
TIOBBIIICHUH COJIEPYKAHHUSA THUPO3WHA B KPOBU M TPU OTCYTCTBUU JICUEHUS] HUTH3UHOHOM
[1,8].

(Cuna pexomMeHIanuu A; ypoBeHb YOeIUTEIbHOCTH 10Ka3aTeabCTB |1)
Kommentapun: /lompebnocms 6 Opyeux He3amMeHuMblX AMUHOKUCIOMAX 80CHOIHACMCS
HAa3HA4YeHueM CHeyualu3upoBanHblX cmeceli 6Oe3 MUpO3UHA U DEHUNANAHUHA, YMO
n0360715em NoGblcumb K8OmMy nompedieHus 6eika u 000UmvbCs HOPMAIbHOZO POCMA U
pazeumusi pebenka, a makdice CHU3UMb KOHYEHMpAayuio MmMupo3uHa 6 Cbl@OpomiKe,

YMEHRbUIUMb Yacnionty U 6blpaANCEHHOCNTb 603MONCHBIX noOOYHbIX agbqbekmoe.
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OcHogHble NPpUHYUNnsvl opcaHuzayuu neyebHo2o numanus, npumepsvl pacuyemos u

ungopmayuonHvie mamepuanvl npedcmasnensvl 8 Ilpunoscenuu 1°3.

PekoMeH10BaHO MPOBOJIUTH KOHTPOJIb TEpAaNUU B TEUCHHE IEPBOM HENCIU JICUCHUS
[1,4,9,10].

(Cuiia pexoMeHAaIMH A; YPOBeHb YOeIUTEIbLHOCTH J0Ka3aTeabeTB 1)
Kommenrtapuu: Koumponio noonexcam credyrowue noxkazamenu «kposu: KIIC,
@yurkyuonaiohvle  npodovl  nevenu  (ounupyoun,  AJT, ACT, ITTIl -
2aMMA2IIOMAMUIMPAHCNENMUOAsa, wenounas gocpamasa, arbbymun), Koazyroepamma
(IITU, AYTB, ¢ubpuroecen), mouesuna, 21eKmMpoIUMbl, Kpeamurut, Kaivyui, gocgop,
KIIeMOYHbIL COCMA8 Kpo8U, AMUHOKUCIOmHbult cnekmp, ADII, cykyununayemowu, no
sozmoocnocmu, xonyenmpayus NTBC, npu ocmpoui neuenounoii neoocmamounocmu —
OONONHUMENbHO OonpedeleHue amMMOHUs, 2NI0KO3bl, a4 MakKxice noxKazamenu Moyu:
2N0K03a, amMuHokuciomsl, Gocgop- u Karvyull/KpeamuHuHosvie KodIPhuyuenmul,
anbOymun, benok, bema-2-mukpociooyiuH.

B oanvHetiwem nocne nopmanuzayuu noxazameneu UHMEPSAL MeAHCOY UCCIe008AHUAMU

cocmasnsem He menee 6 Mmecsyes.

PekoMeHIOBaH 10 TOKa3aHUSIM KOHTPOJIb  YpOBHS  (OjaroB, BUTaMUHA Biy,
CBIBOPOTOYHOTO Jkene3a u (eppuruna, ButamuHoB A, E, D, MUKpO3/IEMEHTOB celeHa,
uHKa, meau [1,4,8].

(Cuna pexomenaamnuu C; ypoBeHb YOoeaUTEILHOCTH J0Ka3aTeabCTB |1)
Kommenrapuu: @onamsi Kposu KOHmMpOIUpyom npu HApyUWeHUsX Cceepmuléaroujeli

@YHKYUU KpOoBuU U C Yenvlo ughghepeHyuaibHo20 OuasHo3a Koa2yi10namutl.

Pexomennyercst koHCynbTanusi opTaabmosiora (OCMOTP € MOMOIIBIO IIEICBON JIAMITHI)
[1,4,10].

(Cuna pexkomenaanuu C; ypoBeHb YoeauTeIbHOCTH J0Ka3aTeabcTB |1)
Kommentapun: Ocmomp crnedyem npogooums 00 Ha4ana MeouKameHmosHoOU mepanuu
u yepez Mmecsay nocie Hauana Jnedenus. Tax Kaxk 603MOdiCHbI NOOOYHble I¢hghexmuvl
HUMUSUHOHA - KOHBIOHKMUGUN, NOMYMHEHUe DpPO208UYbl, Kepamum, Cc8emobos3Hb,
0bpamumas 1eUKoOneHus, cpanyioyumonenus u mpomooyumonenus. Pesce ommeuaromes
Jletikoyumos, onegapum, KOMCHblU 3)0, IKCHOIUAMUBHBLU OepMAMUM, IPUMEMAMOIHAS

Cblnb.
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[Ipyn nedennn OOJNBHBIX TUPO3MHEMHEW HE PEKOMEHIIOBAHO TPUMEHSITh OEIKOBBIC
mpemnaparsl U mpou3BoHbIe kposH [1,2,3,4,10].

(Cuna pexomenaanuu C; ypoBeHb YoeAUTEJILHOCTH JI0Ka3aTeabCTB 1)
Kommenrtapuu: /lpouszsoonvie Kpogu NpuMEHAIOMCs UCKAIOUUMENLHO NO HCUSHEHHBIM
NOKA3AHUAM NpU NPOBeOeHUU IKCMPAKOPNOPATIbHBIX MEMO008 0eMOKCUKAYUU, 3AMEHHOM
nepeniueaHuy Naasmvl, UCKIOYAOMCA Npenapamvl HA OCHO8e AMUHOKUCIOM (8 MOM
yycne 2enamonpomeKmopvl Ha OCHO8e A0eMeMmUOHUNHA, OpHUMuUHA u 0p.). Bakyunvl u
CbIBOPOMKU MO2YM UCNOAb308AMbCA 6 Clyuae KpauHell HeoOXo0umMocmu u nocie

HA3HAYECHUA HUMU3UHOHA.

He pexomengoBaHo NpUMEHSTH NapaleTamMoll U JIpyrue MeAUKaMEeHTO3HbIEC ITpenaparsl,
BBIBOJIAIIMECS U3 OPraHU3Ma MPEUMYIIIECTBEHHO NIeueHouHbIM myTem [1,2,3,4,10].

(Cuiia pekomMeHIaIUU A; YPOBeHb YOeIUTEILHOCTH J0Ka3aTeabcTB |1)
Kommenrtapuu: Ilapayemamon sxckpemupyemcs uepez cucmemy yumoxpoma P450.
Juasenam, npenapamwei eanvnpoesoli Kuciomsl u Opyaue npenapamuvl ¢ NeyeHOYHbIM
nymem mMemaboiuzMa Mo2ym 6ul36amb Nepedo3uposKy U yXyouieHue GyHKYUOHATbHO2O

COCMOAHRUA NEeYEHU.

3.2 Xupypruuyeckoe Je4eHue

IIpu nporpeIueHTHOM TEYEHMH MaTOJIOTMYECKOro Ipolecca B MEYEHH PEKOMEHJ0BaHa
TpaHCIUIaHTalus neyenu [4,7,8].

(Cunia pexomMeHaanuu A; ypoBeHb YoeIUTEIbLHOCTH J0Ka3aTeabeTB 1)
Kommenrapun: B cocmosanuu  ocmpoil  ne4yeHOYyHOUu  HedOoCmAamouyHOCmu
MPAHCNIAHMAYUIO NeYeHU NPOGOOAM NPU YCIO6UU, eclu Npoduib KOAYIAYUU He
yayuwaemesi uyepez 1 Hedenio Jeuenus. B cocmosHuu XpOHUUECKOU NeueHOUHOuU
He0OCMAamoyHocmu  nOKazauuem Ol MPAHCNIAHMAYUU  NedeHu  AGIAemcs
2enamoyenionapHas Kapyuhoma, a UMEHHO peyuous MnoGblueHUs YPOosHA adlbgha-
gemonpomeuna u/unu OeKoMneHcayus Yupposa nedyenu, Npu KOMOPOM GeOyUuMU
saensaiomces pasnuunvie memoowl euzyanusayuu (MPT, KT), noaenenue y3n06 ouamempom
oonee 10 mm u xonuuecmeennoe ux ysenuuenue. buoncuu y3noe ciredyem uzbecamo 6
C6A3U € puckom memacmasuposanus. Pewenue o mpancnianmayuu neuexu

npuHuUmaemcs KOHCUIUYymom 8pall€l/7.
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e PEeKOMEHJI0BaHO HAa3HAYCHUE HUTU3MHOHA IIepe] IUIAaHUPYEMOM TpaHCIUIAHTALUEH
neyeHu npu renatoueutrosipHoi kapuuaome (I'LIK), BeIsIBICHHON HA O3HUX CTaTUAX
HT 1. [4,7,8].

(Cuna pexkomeHaanuu A; ypoBeHb YOeIUTEIbHOCTH J0Ka3aTeabeTB 1)

4. PeaOuauranusa

Pexomenoosanvl peabunumayuonHvlie Mmeponpusmus, HANPAGIEHHble HA VIVYUIEHUE

DYHKYUU neyeHu, COCMOosHUA HEPBHOU CUCMEMbL, KOPPEKYUIO CKEIeMHbIX depopmayutl.
5. IllpodpuaakTuka U JUCNIAHCEPHOE HAOIIOIeHUE

5. 1.IlpoduaakTuka

Ipopunaxmuuecxkue mepwvl BKIIOUAIOM MEOUKO-2EHEMUYECKoe KOHCYIbIMUposanue u
npenamanvhyto  ouacnocmuxy. Cemvam, umerwowum pedenxa ¢ HTI pexomendyemcs
KOHCYTbMAayusi 2eHemuKd, KOmopblli MOJdcem NOSCHUMb 2eHemudeckue pucku 01 cemvu. Kak u
npu Opyaux aymocomHo-peyeccusnvlx zabonesanusax npu HT1 ons kasxcoot bepemennocmu puck
pooicoenusi pebenxa cocmasisiem 25%. B cemwsx, 20e ecmv 001bHOU pebeHOK, cyujecmeyem
B03MOIACHOCIb NPOBEOEHUS NPEHAMANbHOU U NPEUMNAAHMAYUOHHOU OUACHOCTUKUL.

Ipenamanvras ouaenocmuxa HT1 6o3moocna memooamu npsamou unu koceennou J[HK-
ouaenocmuxu oopazyos /[HK, evioenennoii uz duonmama eopcun xopuona nHa 9-11 nedene
bepemeHHOCMU UW/UNU KIeMOK amMHuomudeckou scuokocmu na 20-22 nedene bepemeHHoCmu.

Lenecoobpasno nposooums CeleKMueHsIll CKPUHUHZ HOBOPONCOEHHBIX NPU HATUYUU
OMASOWEHHO20 HACNeOCHBEHHO20 AHAMHe3d, cMepmel MIA0eHyes 8 ceMbe Om Cencucd,
BHYMPUNCETTYOOUKOBLIX UNU UHBIX KPOBOUNUSAHUL U KpOBOmMedeHull, cmepmell Oemeu Om
HEeYCMAHOBNIeHHOU  ocmpoti  neyenouHou  Hedocmamoynocmu. Cenekmuenvili  CKPUHUHS
3aKnouaemcs 8 UCCIe008aAHUU YPOBHA CYKYUHUIAYEMOHd 6 Mode U/Ulu Kposu KAk npu
POACOCHUU, MAK U Yepe3 HeOelto U Yepes Mecsy NoCie POHCOEHUS.

Heonamanvnuiii ckpunune 6 Poccutickou ®edepayuu He npo8ooumcsi.

5.2. JlucnancepHoe HA0JIIOeHHe

IIpodondxcumensHocms — 20CHUMATUAYUY  3A6UCUM  OM  CKOPOCTU sepugpuxayuu
ouaznosa u Hauana cneyugpuueckou mepanuu. Omeem Ha 1e4eHue HUMUUHOHOM OMMeEYAemcs 8
nepeguvle OHu. IIpodondcumenbHOCMb 20CRUMANU3AYUYU 3A8UCUN O CKOPOCTU 80CCMAHOBNEHUS
nokasamejetl Koa2ynoepammul u 0oviuHo cocmasnsem 30 OHell.

Hemu 6 eo3pacme cmapuie 200a Haubonee uacmo, 00 YCMAHOBNEHU OUACHO3A,

cocnumanusupyromcs no I’lOGOOy cenamumd, 00veMHO20 06[7030601-!1/!}2 nedyenu 6 xupypcudeckoe
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omoenenue, obpawaromcs 3@ KOHCyibmayuell K  OHKOA02Y,  UH@eKyuoHucmy u
2acmpoIHMEPONO2y — 2eNAMooz2y.

IIposedenue ougppepenyuanroroli OUazHOCMUKYU, YCMAHOBIeHUe OUACHO3A U HAZHAYEHUe
cneyuguueckol mepanuu  cokpawaem cpox eocnumanuzayuu. Ha ¢one Hazmauenus
HUMU3UHOHA NPOOOJIICUMENLHOCIb CMAYUOHAPHO20 leYeHUst 00bIYHO He npesviwaem 14 Ouell.
Iayuenmog co cmabunrbHLIMU NOKA3AMENAMU MOHUMOPUHeA Memabonusma u ypoens ADII
MOXMCHO HaAOI00amsv 6 AMOY1aMOPHO-NOIUKIUHUYECKUX VCI08UAX U 8 OHEeBHOM CMAyUoHape
(OnumenvHocmov cocnumanuzayuu He meree 10 cymox).

Yavmpazeyrkoeoe uccrnedosanue OprowHOU NOIOCMU OONHCHO NPOBOOUMbCS Kadxcovle 6
mecayes, a MazHumHo-pe3oHancHas momoepaghus (MPT) neuenu edxceco0no, eciu GuIAGIAIOMCA
nooo3pumenvhbie  y3108ble  00pA306aHUsA,  NOKA3AHbL  MEmoObl  BU3VAIU3AYUU — C
koumpacmuposanuem (KT,  MPT,  paduouszomonnoe  ucciedosanue),  no38os0OUUe
noOmMeepoums  2enamoyeIioNapHyI0  KapyuHomy. Yposenv anvgha-ghemonpomeuna 0ondiceH
KOHMPOAUPOBAMbCA Kaxcovie 3-6 mecayes, a nosmopHoe nosviuienue ADII 0onxcHO cryrcums
noB00OM 071 yenybneHnoeo obcnedosanus na npeomem [IK. [lokazana KoHcynemayus
0emcKo20 OHKO102d.

Konmpono mepanuu Humu3uHoHOM GKIOUAem onpedeieHue YPO8Hs (eHuiaiaHuHa u
muposuna. Ipu nuskom (menee 20 mxMonv/1) yposue (enunaranuna Heooxooumo yeeiudeHue
benxa 6 dueme. Ypogeno mupo3una siceramenbHo yoepoicueams 8 ouanazone 200-400 mxMonw/n,
Umo He NO360Jslem NoA6UMbCs nNoOouHbiM 3dexkmam. Heocenamenvrvle s3¢hgpexkmol 6 ude
GomobosazHU U yyscmea «necka 6 21a3axy MNOAGNAIOMCL NPU Y8eIudyeHUU KOHYEeHMpayuu
mupo3una & cvleopomke Kposu eviute 800 mxMonwv/n u 006ycrosieno He cmMoibKo Oelucmseuem
HUMU3UHOHA, CKOJIbKO HApYUWeHUeM Ouembl U HU3KOU KOMNIAeHMHOCMbI0 pOOUmelell.

3abonesanue demeil, UMEOWUX NEYEHOUHYIO HEOOCMAMOYHOCHb, YACMO HpOmeKaem
KpatiHe msiceslo ¢ GbIPAdCeHHOU Koazynonamuei u acyumamu. Hasnavenue numusunona
NPUBOOUM K KIUHUYECKOMY YIYYULEeHUIO 8 medeHue HeCKOIbKUux oxetl, npu smom 90% nayuenmos
omeeuatom Ha mepanuto. Eciu koaeynoepamma we ynyuwaemcs ¢ meyenue 1 nedenu, mo 003y
HUMU3UHOHA cledyem nogvicums. Ha ¢hone neuenus y 6orvuuncmea oemetl, Komopbwle umeiom
KAUHUYECKUEe NPOSGIeHUsT YUppo3a U NOPMALbHOU 2UNePMeH3Ul, JedyeHue npusooum K
KOMREHCAyuu u oasxce peepeccy yuppomudeckux usmeHeHul.

DYHKYUSL NOUYEUHBIX KAHAIbYEE HOPMAIU3YEMCs, NPeKpayaomcs nomepu Kaibyus u
gocghopa c mouoii.

Jleuenue HUMU3UHOHOM 6 meyeHue nepevix 3 MecAyed IHCU3HU Hnpedomepaujaem
pazeumue Kapouomuonamuu, npu Oojee NO30HeM Haydale Mepanuu ee medyeHue Yay4ulaemcs

He3a8UCUMOo om opmvl 3a001€6aAHUA.
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Ilpumenenue HumusuHona obecneyusaem noIHOe KYNUPOBAHUE HEBPOIOSULECKUX KPUZ08
no muny nopgupuu.

Tepanust numusunonom nepexatouam enomun HT 1 ¢ penomun muposunemuu 11 (cm.
Ipunoocenue I'l). Ecmecmeennviti x00 pazeumuss HT |l muna, npeocmasisem coboii
eeHemuueckuti Oepuyum 4-2udpokcu@deHuInupysam OuOKCU2eHa3bl, SGIAEMC 4Pe38blUAlHO
PEeOKUM U NI0XO ONUCAHHBIM 6 Jumepamype, HO 3A0epHCKA UHMENIeKMYAIbHO20 DPA3EUMIUSL
A6715emcs 00Weu38eCMHbIM KOMIOHEHMOM 8 CIMPYKMYpe OAHHO020 3a001e6aHUSL.

Jleuenue myoyronamuu (cunopoma Dawkonu) u sumamuu J{-pezucmenmnoco paxuma
Haubonee s¢hghexmueno nHa pannux cmaousx u exaouaem kpome NTBC naznauenue axmuemnvix
memabonumos eumamuna I (kanoyumpuora’®™), npenapamos kanvyus u 08YOCHOGHbIX
gocchamos. Obcrnedosanue exmoyaem onpedenenue KIJC (pH «kposu, cmanoapmuvix
ouxapbonamos, deuyum oCHOBAHUIL).

Couemanue amunoayuoypuu, 2noKo3ypuu, gocpamypuu, noOUeyHO20 KAHAILYEBO2O
ayuoo3za ceudemenbcmeyem o NOIHOM cuHopome PanKoHU U NPUBOOUM K MANCEIOMY PAXUMY,
He@pOKATbYUHO3ZY, 2IOMEPYIOCKAEPO3) U XPOHULECKOU NOYEUHOU HeOOCMAMOYHOCMU.

Obvem u KpamHocmov UCCIEO08AHUL NPU JleYeHUul HUMUSUHOHOM NPeOCMmABIeHbl 6
mabnuye 1 u umeem yenvio kax npedomspawerue ocrodcnenut HTI, max u xommpons
nobounbIX 3¢hghexmos u pannioro ouacnocmuxy ocrodicnenuti HT1, 'K 6 nepsyio ouepeob.

Ta6munma 1 - IlnaH MOHUTOpPUpPOBaHUS MapaMETPOB KPOBU M YacTOTa MHCTPYMEHTAJIbHBIX
UCCIIeIOBaHMA Ha (POHE KOMIUIEKCHOM Tepanmuu

ITocne nepBbIX 6 Mec. U
IlepBrie 6 Mec.
Hccnenoanue Hatano Aaree
Tepanuu 1 pa3/3 | pa3/3 | pa3/ 6 | 1 pa3
paz/mec. Mec. Mec. MeC. | BTOJ
KonneHnTpanus aMUHOKHUCIIOT B X X X
KpOBU
CyKUMHUIALETOH B MOYE X X X
KoHuenTpanus HUTU3MHOHA B X X
KpOBH
OO6mwmit ananus kposu (Hb, Ht, Plt, X X X
WBC)
UCCIIEIOBaHHME NIEUeHN U ee (QyHKIIH
A®II B CBIBOPOTKE KPOBH X X X
[TpoTpoMOHHOBOE BpeMst X X
YactuyHoe TpoMOOIUIACTHH. BpeMsI X X
OmupyouH X +
AJIT/ACT X X +
I'TTII X X +
lemnounas gocdarasza X X +
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KT umu MPT | X | | | X
MOYKH, CKETIET

OO01muii aHaJIU3 MOYM, KpEaTUHHUH X X

Hencumerpus (ctapie 4 J1eT) Win X +
Pentrenorpadus

OCMOTp O TaIBEMOJIOTa

OcMOTp B 111€7I€BOM J1amIIe, OLIEHKA X X X
OCTPOTHI 3PCHHUS

+ = 110 KIMHUYECKNUM JIaHHBIM,;

1
MPT npeamouyTutensHee C KOHTPAaCTHMPOBaHHEM IPU TMOJO3PEHHUHM Ha aJeHOMY, IpuU

06Hapy>KeHI/II/I Y3JI0B U AJIsI OOCHKHU pa3sMEPOB ITOYCK.

6. I[OHOJIHI’ITGJILH&H HH(l)OpMaIII/IH, BJINAIOIIAsA HA TCUHCHHUE U UCX0Q

3200/1IeBaAHUA

Be3 neuenus HUTU3MHOHOM MOAABIIAIONIEE OONBIIMHCTBO AeTel morudaer o 15-meTHero

BO3pacTa, OIIpCACIIAIOIUM B ITPOTHO3C ABJIACTCA BPCMA z[e6}0Ta 3360HeBaHI/IH, T.C. ICTHU C OCTPOﬁ

u nogoctpoit Ttupozunemuert (HT1A) ymupator no 1 rona. Mcnosnb3oBaHue HUTU3MHOHA O€3

IMaTOrCHETHYCCKOM JUCTOTCPpAIIMM TAKXKE INPHUBOAUT K MCIJICHHOMY MPOrpeCCUpPOBAHUIO

HapyI_HeHI/Iﬁ (I)YHKI_II/II/I NCUYCHU U IMMOYCK, UBMCHCHHAM OIIOPHO-ABHUIaTCJIBLHOTI'O allllapara.

KpHTepI/II/I KavYeCTBa OLICHKU MCHHHHHCKOﬁ NNOMOIIH

Ne| Kpurepuu kayecrBa Yposenn YpoBennb
JA0CTOBEPHOCT | YOeAUTEJIHHOCT
" |
A0KA3ATEJbCT | PeKOMeHIaluii
B
1 | BoinoaHeHo onpeziesieHHe YpPOBHS aMMHOKHUCIIOT U A I
OpPraHUYECKUX KHCIIOT B CHIBOPOTKE KPOBU U
MaTOJIOIMYECKHX METa00IMTOB MOYE METOI0M
TaHJIEMHOU Macc-crieKTpoMeTpud (IpU MEPBUYHON
JIMarHOCTUKE Jajiee He pexe | pasa B roj).
2 | BBITIOJTHEHO ompeesieHUue COACPKAHMS A |
CYKIIMHHMJIALIETOHA B KPOBH M MO4e (IIPU MEPBUYHOI
JMATHOCTHKE Jaiee He pexe 1 pasza B ropn)
3 | BeimonHeHO omnpeneneHue coaepxkanus anbda- B I
¢deronporerHa B KpoBH (IIPU MEPBUYHON AUATHOCTHKE
nanee He pexe | pasa B roj)
4 | BbImoJHEHO yIbTPa3ByKOBOE UCCIIEIOBAaHUE U B I
anmacrorpamma nedeHu (mpu NepBUYHON TUATHOCTHKE
nainee He pexe 1 pasa B ron)
5 | BoinonHeHa MarHUTHO-pPE30HAHCHAs ToMOrpadus U/ Uiu C I

KOMIIBKOTCPHAA TOMOI‘pa(I)I/ISI MNEYCHU NMPpHU AUATrHOCTUKEC
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renaToOLEIIIOIIPHON KapLUHOMBI

IIpoBenena Tepanuss HATU3MHOHOM I10CJIE A I
MOJITBEPKICHUS TUAarHO3a

BrinosiHeHO Ha3HAYEHNWE HU3KOOEIKOBOM qUETHI C A |
HCIIOJIb30BAHUEM CICIIMATM3UPOBAHHBIX MTPOYKTOB 0€3
(deHnIaIaHuHA U THPO3HHA.
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IIpunoxenue Al. CocraB padoueii rpynnbl

bapanoB A.A. — akagemuk PAH, mpodeccop, n.m.H., Ilpencemarenr Hcmonkoma Coroza
nenuarpos Poccnn.

Hama3zoBa-bapanosa JI.C. - unen-kopp. PAH, npod., n.m.H. 3amectutens [Ipencenarens
Ucnonkoma Coroza neauatpoB Poccuu.

BopoBuk T.J. — n1.m.H., npod., wien Mcnonkoma Corosa neauatpoB Poccun.

BymryeBa T.B. — 1.M.H., wien Coro3a neguatpoB Poccun.

I'mo6a O.B. - x.M.H., wien Coro3a neauatpoB Poccuu.

Kypxosa H.B. — k.M.H., unen Coro3a neauarpos Poccun.

3axaposa E.JO. — n.m.H., ipod., unen Poccuiickoro o6iuiecTBa MEIUIIMHCKUX T€HETUKOB
3BonkoBa H.I'. - k.m.H., wien Coro3a nenuarpoB Poccum.

Ky3zenkoBa JI.M. - n1.m.H., ipod., wien Mcnonkoma Coro3a neauatpoB Poccun.

. Kynes C.U. - unen-kopp. PAH, mpod., n.m.H., unen npaBienus Poccuiickoro oobuiectBa

MEJIUIIMHCKHUX IT'€HETHKOB

Muxaiinosa C.B. — 1.M.H., wieH Poccuiickoro o0mecTsa MEAUIINHCKIX T€HETUKOB
Huxonaesa E.A. - n.m.H., mpod., wien Poccuiickoro o0miecTBa METUIIMHCKUX T€HETUKOB
HoBuxoBg IL.B. - 1.M.H., ipod., wien Poccuiickoro oOmiecTBa MEIUIIMHCKUX T€HETUKOB
I[IymxkoB A.A. - k.0.H., uwien Coro3a neauarpos Poccuu.

CaBoctbsinoB K.B. - x.0.H., unen Coro3a neauatpoB Poccun.

ABTOpBI NOATBEPKAAIT OTCYTCTBHE (PMHAHCOBOM NMOAJCPKKH/KOH(PJINKTA HHTEPECoB,

KOTOPbIif HE00X0IHMO 00HAPOAOBATb.
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN I

]_IeJIeBaﬂ AyJUuTOpUud JaHHBIX KIIMHUYECCKUX peKOMeHHaHHﬁ:

) neguatpsl (kox cneruanbHocTh 31.08.19);
. BpayM oO0IIel ceMelHOM MpakTUKH (ceMelHast meauiuHa)(kox crenuanbHocTr3 1.08.54);
) renetuku (kox cnenuansHoctu 31.08.30);

° auetosoru (ko cnenuanbHoctu 31.08.34);

o HeBposioru (koj criermanbHocTd 31.08.42);

) MEIUIMHCKHUE rcuxoioru (kox cueruansaoct 19.00.04);
) nedexronoru (kox crermansHocTH 44.03.03);
° CTYIEHTHI MeIULIUHCKUX BY30B, HHTEPHBI, OpIUHATOPHL;

Taoauua I11 — YpoBHU yOeIUTETEHOCTH JOKA3aTEILCTB

YpoBHHN
yOeIUTEeTbHOCTH
JI0KA3aTeIbCTB

HcTouHNK 10KA3aTEIbCTB

(1)

IIpocniekTHBHbBIE paHIOMU3UPOBAHHBIE KOHTPOJIUPYEMBIE HCCIIEI0BAHUS
JlocTaTOYHOE KOJIMYECTBO MCCIEAOBAHUNA C JOCTaTOYHOM MOIIHOCTBHIO, C
ydacTueM OOJIBIIOrO KOJWYECTBA IALMEHTOB M IIOJydEHHEM OOJIBIIOrO
KOJIMYECTBA JAHHBIX

Kpynueie meta-ananussl

Kak MuHMMyM OJHO XOpOLIO OpPraHW30BAHHOE PaHAOMHM3UPOBAHHOE
KOHTPOJIMPYEMOE MCCIIEA0BAHNE

PenpesenTaTuBHas BRIOOpKA MALMEHTOB

1 (2)

[IpocniekTuBHBIE ¢ paHAOMHU3alMed WM 0e3 HUCCIeNOoBaHHUS C
OTrpaHUYEHHBIM KOJIMYECTBOM JaHHBIX

Heckomnbko uccnenoBanuii ¢ HeOOIBIINM KOJIUYECTBOM MAI[UEHTOB
XO0poI10 OPraHu30BaHHOE MPOCIIEKTUBHOE MCCIIEIOBAHUE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHbI, HO IPOBEJEHBI HA XOPOIIIEM YPOBHE
PGSYJ'IBTELTI)I HEC HpGBGHTaTI/IBHI)I B OTHOIICHUHN HGHGBOfI HOHYJ'IHIII/II/I
XO0po110 OPraHu30BaHHbIE UCCIIEIOBAHUS «CIy4ail-KOHTPOJIbY

11 (3)

HepangomuzupoBaHHbIE KOHTPOIUPYEMBIE UCCIIEIOBAHUS

UccnepoBanus ¢ HEAOCTATOYHBIM KOHTPOJIEM

PannoMu3upoBaHHble KIMHUYECKHE HCCIEIOBAHHUS C KaKk MUHUMYM |
3HAYUTEITbHOU W KaK MUHUMYM 3 HE3HAYUTEIIbHBIMU
METOIO0JIOTHYECKUMH OIITNOKaMH

PerpocniexTuBHBIC MU HAOIIOATETLHBIE UCCIIEIOBAHUS

Cepus KIMHHYECKUX HAOIIOIEHUH

[IpotuBOpeuuBLIE  JaHHBIE, HE  MO3BOJAIONINE  CHOPMHUPOBATH
OKOHYATEJIbHYIO0 PEKOMEHIalluI0

IV (4)

MHuenue 3KCHCpTa/ JaHHBIC nus3 OoT4cCTa 3KCHGpTHOﬁ KOMHUCCHH,

OKCIIECPUMCHTAJIBHO MMOATBCPKACHHBIC U TCOPETUUCCKU 000CHOBaAHHEIE
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Taoauna I12 — Cuna pekomeHaanuit

Cna . | Onucanue Pacimmmgposka

peKoMeHAanui
PexomeHanus ocHOBaHa Ha
BBICOKOM YpPOBHE JI0Ka3aT€IbHOCTU
(xax MuHUMYM | yOeauTenbHas Mertoa/Teparnus IepBOii JIMHUY;

A nyonukanus | ypoBHs 100 B COYETAHHUH CO CTaHIAPTHOMN
JI0KA3aTeJIbHOCTH, [IOKA3bIBAOIIAs METOAMKOMN/Tepanuen
3HAUUTENIBHOE MPEBOCXO/ICTBO
H0JIb3bl HaJl PUCKOM)

PexomeHnanus ocHOBaHa Ha cpeiHeM | MeToz/Tepanus BTOpO JIMHUY;
YPOBHE JI0Ka3aTeIbHOCTHU (KaK 1100 Mpu OoTKase,
MUHHMYM | yOenurenpHas IIPOTUBONOKAa3aHUH, WU

B nyonukanus |l ypoBHs Hed(PPEKTUBHOCTH CTAHJAPTHON
JI0Ka3aTeIbHOCTH, 10Ka3bIBAOIIAS METOAMKH/Tepariu.
3HAUUTENBHOE MPEBOCXO/ICTBO PexkoMeHnyeTcss MOHUTOpUPOBaHUE
H0JIb3bI HaJl PUCKOM) OOOYHBIX SBJICHUN
Pexomennanus ocHoBaHa Ha ciaboM | HeT Bo3paskeHUi TPOTHB JaHHOTO
YPOBHE J0Ka3aTeJIbHOCTHU (HO Kak METO/a/Tepanuy Uil HeT
MUHUMYM | yOenurenbHas BO3PAXEHUH IPOTUB MIPOJOIIKEHUS
nyonuxanus |11 ypoBus JAHHOTO METOJIa/Teparuu

C JI0Ka3aTeIbHOCTH, 10Ka3bIBAOIIAS PexkomennoBaHo npu oTkKase,
3HAYUTENbHOE PEBOCXO/ICTBO IIPOTUBONOKA3aHUH, WIH
10JIb3bI HaJl PUCKOM) UIU HEd(PPEKTUBHOCTH CTaHIAPTHOU
HET yOeUTEeNbHBIX JaHHBIX HU O METOAMKH/TepaInu, pH yCIOBUU
H0JIb3€, HU O PUCKE) OTCYTCTBUS MMOOOYHBIX 3(PPeKToB
OTtcyTcTBHE YO IUTENBHBIX
nyonukanuii |, 11 v 11l ypoBHs
JI0Ka3aTeIbHOCTH, MOKa3bIBAIOLINX
3HAUUTENIBHOE MPEBOCXO/ICTBO

D MOJIB3bI HAJl PUCKOM, JTH00 He pexomennoBano
yoenutenbHble nyonukauuu I, 11 nom
Il ypoBHs 10Ka3aTebHOCTH,

[IOKa3bIBAIOLINE 3HAUNTEIBHOE
IIPEBOCXOJCTBO PUCKA HaJl MOJIb301
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

IIpukaz Munszapascoupasutus PO Ne 185 or 22.03.2006 roma «O maccoBoM
o0cIieZIOBaHUM HOBOPOXKICHHBIX JIeTel Ha HACIIEACTBEHHBIE 3a00I€BaHU»,

[Ipuka3z MunucTepcTBa 3/paBOOXPaHEHUS] U COLMAIBHOTO pa3BuTus PP ot 16 amnpens
2012 r. N 366H "OO0 yrBepxkaenun [lopsiaka okazaHus eauaTpUISCKOM MOMOIIH"
[Tpuka3 Munucrepcta 3apaBooxpanenus PO ot 15 Hos6ps 2012 r. N 9171 «O06
yrBepxkacHuH [lopsiika oka3aHuss METUITUTHCKOM MTOMOIIU OOJBHBIM C BPOXKICHHBIMH U
(unm) HacIeICTBEHHBIMH 3a00JI€BAaHUSIMI

[TocranoBnenue I[IpaButenscTtBa Poccuiickoit @eneparuu ot 9 anpens 2015 roga Ne333
«O06 yrBepxaeHuu IlpaBuin GpopmupoBaHUs MEpPEeUYHs CHEIUATH3UPOBAHHBIX MPOIYKTOB

JIeueOHOTO MUTAHUS JUIS ﬂCTCﬁ-HHBMHHOB)).
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Hpuiaoxenue b. Anropurm BeleHUs1 MALUEHTA

HaHI/IeHT C IMIOJO3PCHUEM

Ha TUPO3HMHCMUIO TUII |

A 4

Junarnoctuka

!

Koncynbranus Juarnos
PO HIBHOTO IIOATBEPKIEH?
CIIEIIHAIINCTA
Jleuenne:
> HUTU3UHOHT
JTUETOTEPATTHSI
MOHHUTOPHHT
1abopaTopHBIX < A
okKasaTelieil manueHTa
HET TTA
Teparnus
b dexTuBHA
HET

TPaHCIIIaHTaluA
INCYCHHU
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Hpuiaoxenue B. Undopmauus 1/ manueHra

Tuposunemusa | muna — 5TO HacleACTBEHHOE 3a0o0JieBaHHE, XapaKTEPU3YIOLIEeCs
HApyIICHUEM MeTa0oIn3Ma aMUHOKHCIOTHl THPO3MH U TPOSBISIONICECS HMHTOKCHKAIMEH
IPOAYKTaMU ee 0OMeHa, IOpaKEHUEM I€YEeHH, I0YEK, [IEHTPAIbHOW HEPBHOW CHCTEMBI.

Ocmpas ¢opma mupozunemuu | muna nposensemcs B NepBble HEIEIN/MECSIbl KU3HU
(beOpuIbHON JTMXOPAAKOW, PBOTOH, auapeeld, 00E3BOKHBAHUEM, XKEITYXOH C YBEIHMUYCHUEM
pa3MepoB IE€YEHH U CEJE3E€HKU, OCTPBHIM JKEIYAOYHO-KHUILIEYHBIM KPOBOTEUEHHEM, 3aJIE€PIKKOMN
pasBUTHSL, CHELU(UIECKUM «KaIlyCTHBIM» 3allaxoM Tena. Xpouuueckas muposunemus | muna
npomekaem €  TNPEUMYILECTBEHHbIM IOpaXEHUEM Ie4eHU (LUppo30M), IOYeK, ¢
THUPO3UHEMHUYECKMMU  KPU3aMM, KOTOPbIE  CONIPOBOXKAAKOTCA  JMXOPAAKOH,  PpPBOTOM,
MHTOKCUKAIMEH, KapAMOMHUONATHEH M IPOBOLUPYIOTCS MpueMoMm OenkoBod mnumu. I[lpu
XPOHUYECKOH TUPO3MHEMUM OTMEYaeTcsl 3aJepkka pocra, Ha 3-4 roma OTCTaer
¢dusmonoruueckas cMeHa 3yO0oB, 3ajJepXKMBaeTCs KOCTHbIM Bo3pacT. Ilpum oTcyrcTBUM
CBOEBPEMEHHOI IMarHOCTUKHU U JIEYEHUS IPOTHO3 3a00JI€BaHUS CEPhE3HBI.

[Tocne ycraHOBICHHS AMAarHO3a HAa3HAYAETCS MMATOTCHETHYECKash Teparnus 3a00JIeBaHus C
MCIIOJIb30BaHUEM IIpenapara HUTU3UHOH U AMETOTEpAlluy, XapaKTepU3YIOUIecs OrpaHu4YeHuEM
B paluoHe Oeika M NPUMEHEHHEM CIEeHUAIM3UPOBAHHBIX CMecell aMMHOKHUCIOT. JledeHue
IIPOBOAMTCS MIOJ CTPOIMM KOHTPOJIEM Bpaya.

VYuuTbiBas ayTOCOMHO-PELECCUBHBIA TUI HACJIEAOBAHUSA U BBICOKMHM PUCK HMOBTOPHOIO
POXIEHUSI B CeMbE OOJBHOTO peOeHKa, MOKAa3aHO MEAMKO-TEHETHMYECKOe KOHCYJIbTHUPOBAHHE

ceMeit.
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Ipunoxenne I'l. Cxema MeTa00IM4YeCKUX MyTell P THPO3MHEMHUH THII |.

Tupo3nH

Tupo3nH amnHoTpaHcdepasa
(aedomumT - Il TN TUPO3UMHEeMun, OMIM 276600)

deHunanaHvH

4-OH deHunnupysat

Touka * 4-OH ¢peHunnupyeam AuokcuzeHasa
Aencreuns (aedonuumT - Il TMUN TUPO3UHEeMUn, OMIM 276710)
HUTM3NHOHA
roMOreHTM3nHOBas KMcnoTa [MyTb cUHTE3a nopdupuHa

l 5-aMVIHOJ'IeByJ'IVIHOBaFI KUCIoTa
u

ManeunauertoaueTar """ &
% = | CyKUMHMNALeToaLeTar

{ : '
= : ' nOpCﬁO6U}7U
CYKLUMHMNALIETOH |' === HozeH-

dymapunauertoaueTaT

X CUHMa3a

HacnepcrtBeHHasn
TUpPO3nHemus | Tun ymapunauyemoaudponasa (FAH) ﬁ
OMIM 276700 nopgobunmHoreH
dymapart + auetoaueTaT
Puc.1. Ilyru wmertaGonu3ma THUpo3MHA (CIUIOIIHAS JIMHUS — HOPMAalbHbBIM MyTh

MeTaboI13Ma, MIyHKTUPHbIE — aJIbTEPHATUBHBIN MYTh).
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Ipunoxenne I'2.1locunapomHublii 1udpepeHnAIBHBIN IHATHO3

TUPO3UHEMHUN | Tam.

Cummnrom Bo3MoxHEBIIT fuarsos
I'uneprupo3nHeMust Bricokoe conepxanue 6enka B paiioHe

Tuposunemus Il Tuna

Tupozunemus Il Tuna

pyrue Gone3Hu neyeHu
I'mnepmernonunemus | ['omouucTuHypus

Hapymenne merabonu3ma METHOHUHA
Hpyrue 601e3HU e4eHU

3a0o01eBaHue IEUYEHH

l'anakrozemus Tum 1, 3

Henepenocumocts (GpyKTO3bI

bone3ns Humana-nuka tun A/B

bonesns Bunbscona

HeonaranbHeiil reMmoxpomMaros

['emodaronuTapHbIil TMME(OTUCTUOIIMTO3

MuToxoHapralibHas renaronaTus

BpoxneHHble HapylIeHUs TITMKO3WINPOBaHUS

Jedunut TpaHcanbaoaa3bl

AueramunodenoBas natokcukanus ([IAPALHETAMOJIOM!!)
bakrepuanbabie HHPEKIUU (CEIICUC, CaTbMOHEIUIA, TyOepKyJie3)
Bupycusie nundexkunn (CMV, renarur A, B, reprec)
Otpasnenue rpudbamu (61eAHON TOTAaHKOI)

JlexapcTBa U3 pacCTUTEIBHOTO ChIPbs

W nnocuHkpasus Ha pa3IuyHbIE areHThI

WMHGUIBTpaTUBHBIN WM HIIEMUYECKUHA ITpoIiece

3aboeBanne moYeK

Cunapowm Jloy

Huctuno3

IToueuHsIil KaHATBICBLIN AIlH03
DaHKOHU CUHIPOM

Paxur

I'unodocdarasus

Jeduuut Buramuna D (HyTpUTHBHBIN WM TeHETUYECKU
JIeTEPMUHHUPOBAHHBIN)

I'unogocdaremuueckuii paxut

DaHKOHU CHHIIPOM

Hesponoruueckuii
KpU3HUC

OTtek M03ra, KpOBOU3IIUSHHE
BupycHsriit/6akTepruanbHbIii MEHHHTUT
['unepHaTpueMHuyuecKas 1eruapaTarms
Ocrtpas nepemexarorasicsi mnoppupus
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Mpuaoxenne I'3. [IpyHIMNBI OpraHu3annu Je4eOHOro NUTAHUS NMPH
THPO3UHeMHH Tl |.

B Poccuiickoit ®Penepanuu 3aperuCTpUPOBaHbl  CHEHUATU3UPOBAHHBIC MPOIAYKTHI
OTEUYECTBEHHOI'0 U 3apyOeKHOro MPOM3BOACTBA HA OCHOBE aMHHOKHCIOT 0e3 (eHHIanaHuHa U
TUPO3WHA, TpPeJHA3HAYCHHBIC JUIsi OONBHBIX pa3IMYHOrO Bo3pacta (Ttabmmma 1).  Pacuer
HEO0OXOIUMOTO KOJTMYECTBA MPOAYKTAa TPOBOJUTCS MO OSITKOBOMY SKBUBAICHTY

Tadauna 1 - XuMHUECKUH COCTaB CICIMAIM3UPOBAHHBIX MPOAYKTOB JICYCOHOTO TMUTAHMS IS
6osbHBIX THpO3uHeMuei | Tum (B 100 T cyxoro npoaykra)*

HaumenoBanue benok Kup, r YraeBojpl, DHepreTu Bospact

MIPOJIYKTa (?kxB.) T r qyeckas npuMeHe-
[IEHHOCTh, KKaJl HUS

Hytpuren 14 14 23 B T.4. 50,3 470 0-12 mec

- tyr -phe JLITHXK

Hyrpuren 20 20 18 50,2 443 C 1 rona

- tyr -phe

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

- tyr -phe

Hytpuren 70 70 0 4,0 296 C 1rona

- tyr -phe

TYR Anamukc 13,1 23 BT.4. 495 457 0-12 mec

Nudant JUITHXKK

XPHEN, TYR 77 0 4,5 326 Hetu u

Tupo3unox B3pOCIIbIE

*-IIPOAYKTHI 3aperHCTPUPOBAHBI Ha TeppHUTOpUH rocynapctB TamoxxkeHHoro Coro3a 1 BKIIO4eHH! B [lepeueHn
CIeNMaTM3UPOBAHHBIX ITPOAYKTOB IS AeTeH —MHBaIUI0B coraacHo [loctanoBnenuto IlpaButenscTBa Ne333 ot 9
anpens 2015 rona.

Pacuer neyeOHOro nmutanus (Mpy HATWYMK T€PaMM HUTU3HMHOHOM) JUIsSl A€TE€H MEepBOTro
roJia >KM3HU TTPOU3BOIAT UCXOISI U3 TTOTPEOHOCTH B Oenke, Oau3koi Kk (usuonorudeckoit (2,2 —
2,3 r/Kr Macchl Tena B CyTKH), JaHHbIe IpuBeeHbl B Tabnuue 2.. He menee 50%-60% cyrounoi
NOoTpeOHOCTH B O€JKe YJOBIETBOPSETCA 3a CUET CIELUANTU3UPOBAHHOW CMECH aMHHOKHUCIIOT
(trabmuna 1), ocranpHas dacth (40-50%) kommneHcupyeTcss 0€TKOM CIIEKEHHOTO MAaTEPHUHCKOTO
MOJIOKA MJIM JIETCKOM MOJIOUHOM CMECH C HM3KHM cojepkanuem Oenka (1,2-1,3 r 6enka Ha 100
MJI BOCCTAHOBJIGHHOM CMecH), a Tocie 4-X MecsIeB TakKe HU3KOOEIKOBBIMH MPOJIyKTaMU
npuKopMa (OBOIIHBIE U (PPYKTOBBIE MIOpe, 0€3MOJIOUHBIE KAl C Cofiep)kaHueM Oenka He Ooee
0,5 r Ha 100 My TOTOBOM Kallly, ClieNUaTU3UPOBaHHbBIE HU3KOOEIKOBbIE MPOAYKTHI Ha OCHOBE
KpaxmMalioB, HarpuMmep, caro u fAp.). Ilpyu Ha3HaueHUH IUEThl C HU3KUM COJIEP’)KHHUEM TUPO3HUHA U
(eHnnaNaHNHA OpPUEHTHPYIOTCS HAa MHMHHUMAJbHBIE IOTPEOHOCTH B ITHX AMHHOKHCIOTax
(trabmuna3). [Jepuuut KanopuHHOCTH JIe4eOHOrO palMOHA KOMIIEHCHUPYETCS C TOMOIIbIO

J00aBJICHHS )KUPOB (PaCTUTEIHHOTO Maciia, HO He 6osee 3,5-4 r o01iero kxupa Ha KT MacChl Tena
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B CYTKHM) M YyBEJIWYEHHUS KBOTHI YIJIEBOJOB 3a CuUeT J00aBJ€HHS BbIIICyKa3aHHBIX
HU3KOOEJKOBBIX MPOIYKTOB, a Takke 5% TIIOKO3bl. AHAIOTHYHBIM O0pa3oM CTPOUTCS
7edeOHBId parMoH y OONBHBIX CTaplle Tojia, OOMmMiA OENOK PacCUMTHIBACTCS WCXOAS U3
Oe3omacHbIX MoTpedbHocTel B Oenke (He 6onee 1,5-1,8 r/Kr Macchl Tena B CYyTKH).

[Ipy OTCyTCTBMM TEpanud HUTU3UHOHOM MPUHILMUIIBI OPTaHU3alUU JUETOTEpaIrvuu
OCTalOTCs T€ K€, HO OrpaHHueHUs B Oenke Ooiiee kecTkue. Pacder mpou3BOAMTCS, UCXOS W3
MUHUMAJIBHBIX TTOTPEOHOCTEH B O€IKe Ha KI' MACChI Tella B CYTKHU (Ha MEPBOM Oy Xu3HU —1,5
MI/KI Macchl Tena, y Jnered crapme roma ot 1,5 mo 1,2 r/kr maccer Tema). Js
cOaNaHCUPOBAHHOCTH CYTOYHOT'O pAalliOHA HCIHOJB3YIOT HHU3KOOEIKOBbIE HATypallbHble H
CIIELUATM3UPOBAHHbBIE TIPOIYKTHl HA OCHOBE KPaxMaJioB, a TAKXK€ PacTUTENIbHbIE Macja, B 3TUX
MPOJIYKTaX JKENATeIbHO YYMTHIBATH COACP)KAHHWE MATOTCHETUYECKH 3HAYMMbBIX aMUHOKHUCIIOT.
HeoOxonumMo MmoXU3HEHHOE MPUMEHEHHE IUEThl ¢ HU3KUM CcojJiep:KaHueM (eHuIalaHuHa U
TUPO3HHA, B OCTPOM IEpUOIe KOTUYECTBO o01Iero Oenka cHuxkaercs 10 1,2-1,5 r/kr maccsl Tena
JI0 HOpMaJIM3AIlMK COJIEPKaHUs CYKIIMHHUJIAIICTOHA B MouYe W/WiM KpoBU. [Ipumep pacuera
MUTaHWS ¥ CYTOYHBIH HAOOp MPOYKTOB MPEICTaBICHBI B Tabmumax 3-4.

Ta6auna 2 - Pekomenayembie HOpMBI TOTpeOsieHus Oenka Jis 3I0pPOBBIX AeTel Pa3IuyHOrO

Bo3pacra [2,3]

Bospact RDA CIIIA BO3 EBpocoro3 Poccus
(r/xr/cytkn) | (T/Kr/cyTKH) (r/Kr/CyTKN)

0-6 mec 2,2 1,38 - 2,2 (r/xr/cyTKH)

6-12 Mmec 1,6 1,21 1,6 2,6-2,9 (1/kr/CyTKN)

1-2 roma - - - 36 r/cyT

2-3 rona - - - 42 r/cyT

1-3 roma 1,2 0,97 1,1 -

4-6 et 1,1 0,84 1,0 54 r/cyt

7-10 ner 1,0 0,8 1,0 63 r/cyr

Manbunku 11-14 ner 1,0 0,79 1,0 75 t/cyT

Masnpuuknl4-18 ner 0,9 0,69 0,9 87 r/cyT

JeBouku 11-14 mer 1,0 0,76 0,95 69 r/cyT

JeBouku 14-18 mer 0,8 0,64 0,85 76 T/cyT

Taﬁ.lmua 3- Z[OHYCTI/IMOC KOJIMYECTBO 3HAYMMBIX aMHUHOKHCIOT B IIUTAHUU JIETEH C

HACJIeICTBEHHBIMH aMUHOAIonaTusMu [8].

Bo3spacr nereit JlomycTuMoe KOJIMYeCTBO aMUHOKHCIIOTHI (MI/KI/CyTKH)
DeHWIATaHUH+THPO3UH MeTtnoHuH
0-12 mec 80 25-20
1-3 roma 60 15-10
4-6 net 25-20 10
cTapiie 7 JieT 15-10 8

Tabauua 4 - Ilpumep pacuera nutaHus Ay pedeHKa 3-X JeT ¢ TUpO3WHEeMHUen |-ro Tuma.
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Macca tena 14 kr[2].

Tloka3arenu

Pacuér

IIpumeuanue

O011ee TOMyCTUMOE CYTOYHOE KOJIMUYECTBO Oelka

1,5x14=21r

O01mee TOMyCTUMOE CYTOYHOE KOIHMYECTBO
(eHmIanaHHa+THPO3HH B CYTKH

25 x 14=350 mr

Ha 1 kr Maccel Tena —25-
30Mr mormyckaercs
(eHwIaIaHNHA

JlommycTrMoe KOJTM4eCTBO OeJiKa 3a CYET eCTECTBEHHBIX Iy 1 r Oenka comep KUt

MPOAYKTOB 50 Mr peHMITATaHTHA

Konunuectso Oemnka 3a cuer CIICIIUATIU3UPOBAHHOTI'O

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

CyTO4HOE KOJIMYECTBO CYXOro CHEeIUATU3UPOBAHHOTO (14x100):20= | 100 r cyxo# cmecu

npoaykra Hympueen 20 -phe, -tir 70T comepxur 20 T Genka

Tadauuma S5 - IlpumepHblld CyTOYHBIA HAOOpP MPOMYKTOB, €ro XHUMHUYECKUH COCTaB U

JHEpreTUYecKas IEHHOCTh JIIsI JieTeil panHero Bo3pacra (1-3 roxa) ¢ Tupozunemueii | tuma [2].

IIpoaykTsl Konnuectso XUMUYeCKUil cocTas, T DHeproueH DeHunanaHuH+
M/ T Oenku HKHPBI YIJIEBOJABI | HOCTb, KKall TUPO3HH, MT

Xeb 6/6 50 0,38 1,25 30,7 135,1 25
X1e600ym04 13 0,1 1,17 8,4 455 5
HBIC M3CIHs
Cyxas CcMecCh 31 0,5 0,3 28,2 130,3 30
«OJnagpIeK»
Bepmummens 6/6 6,8 0,06 0,04 5,7 24,3 4
Caro uckyccr. 17 0,01 0,03 14,7 61,2 -
Cyxoii 6/6 12 - 2,5 8,6 57 -
HaIUTOK
Macino cnus. 20 0,1 16,5 0,16 149 5
Macino Tomnenoe 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 -
Kaptodens 50/35 0,7 0,14 5,7 28 35
Kamycra cex. 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
Orypupt 10/9 0,07 0,01 0,23 1,3 3
Canar 5/4 0,06 - 0,09 0,7 3
Tomunopst 10/9 0,9 0,02 0,34 2,1 25
Tomar-niacta 2 0,1 - 0,38 2,0 0,5
Jlyk penyatsiii 8/7 0,09 - 0,64 29 5,0
KirokBa 10 0,05 - 0,38 2,6 2
Coku 100 0,5 - 11,7 47 20
DPYKTHI CBEIKHUE 150/127 0,64 0,38 12,45 58,4 45
DpyKTH cyxue 10 0,3 - 5,05 22,7 10
3a cuer Haryp - 6,9 62 191 1341 347
NPOAYKTOB
Hympuzen 20 - 70 14 12,6 36,12 314 -
phe, -tir
Utoro 21 74,6 227,12 1655 347
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Ipunoxenne I'4. PaciuugpoBka npumedaHuii

— JIeKapCTBEHHBINM mpemapar, Bxoasmuii B llepeueHb >KU3HEHHO HEOOXOJIUMBIX H
BOXHEHMILINMX JIEKAPCTBEHHBIX IIpernapaTroB JUisl MEIUMLUHCKOro npuMmeHeHus Ha 2016 ron
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

" — jekapcTBEHHBINM mpenapar, BXoaAmuid B IlepevyeHb JEKApCTBEHHBIX MPENAPATOB IS
MEAMIMHCKOTO INPUMEHEHMS, B TOM 4YMCJIE JIEKAPCTBEHHBIX IPENapaToB s MEAMIMHCKOIO

NPUMEHEHHS, HAa3HAYaeMbIX 110 PEUICHHI0 BPAaueOHBIX KOMHUCCHHA MEAMLIMHCKUX OpraHU3alui

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
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