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Coxkpawenus.:

BMU — Gosie3Hb MUHUMAITBHBIX H3MEHEHUH

BPA — 610kaTops! penenTopoB aHrnoTeH3uHa [ H — rmomepynonedput

C3 CYHC — creponn-3aBucumMas GopMa CTEpOUA-IyBCTBUTEIBHOTO HEPPOTHIECKOTO CHHIPOMA
UATI® — HHrUHOUTOPHI AHTHOTCH3MHITPEBPAILAIOIICTO (pepMeHTa

KHU — kanpuuHeipuHa MHrMOUTOPBI

MM® — muxodeHonar MmopeTnn

MK — MukogeHOI0Bast KHCIOTa

MII — MeTnnpeAHU30I0H

HC — medppornueckuii cuaapom

OPBMU — ocrpast pecniuparopHasi BUpycHast HH(eKIust

PAAC — peHrH-aHTMOTEeH3UH-aJIb0CTEPOHOBAs CHCTEMA

pCK® — pacyeTHast CKOPOCTb KIIyOOUKOBOH (prItbTpaniuu

CPHC — crepon-pe3ucTeHTHBINH HE(YPOTHUECKUH CHHAPOM

OCI'C — (hokapHO-CETMEHTAPHBIH ITIOMEPYIIOCKISPO3

YP — yacTo-peuuaAuBUpPYOIINNA

NPHSI1 - ren Hedpuna

NPHS2 — ren nogonuna

PLCE1 — docdonumaza C smcunon 1

TRPC-6 — noreHnMan- 3aBUCUMBbII BPEMEHHBIN PELENTOp KaTHOHOB 6

NEPH! — vedpunomonoOHBIi Oemok 1

CD2AP — CD2-acconunpoBaHHBIN TPOTEHH

Z0-1 — Genok WI0THBIX KOHTAKTOB (zonula occludens 1)

MyolE — muo3usn IE

WT-1 — 6enok onmyxonu Bumbmcea 1

LMX1B — LIM romeo6okc dakrop Tpanckpummu 16eta (LIM homeobox transcription factor 1, beta)
SMARCALI1 — momgo0HbIHi, acCOMAPOBAHHEIN ¢ MATPUKCOM; aKTHH- 3aBUCHMBIA PErylIsATOp XpoMarnHa, 6erok 1 mon-
cemeiictBa anbda INF2 — naBepTHpOBaHHBIN (POPMHUH 2.

Meronuka OLleHKH CUJIbl PEKOMEHAALMI U YPOBHS PA3LOEN 1.
UX TIPEACKA3aTeNbHOCTH, UCIONL30BaHHAs PH CO- ONPEAEJIEHUE, SNMUAEMMOSIOTUA
CTaBJICHUM JAHHBIX KIMHUYECKUX PEKOMEHIALMN Onpeoenenue

JI71st peKOMEH/IAlMiA CIla yKa3aHa Kak YPOBeH» 1, 2 Pexomenoayusa 1. bone3nb MUHIMAJIBHBIX U3Me-
HIIH GHET CTereHn» (Ta0ir. 1), KadecTBO JoKasaTenpHoii ~ HEHHH (BMM) — 510 HEnponmdepaTHBHast IIOMEpYIIo-
6a3bl 0603HaueHO Kak A, B, C (tabi.2). TaTHs, HEe UMEIOIas KaKuX-JIn00 MOP(OIOrHIeCcKuX
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Tabnuua 1

OueHkKa cunbl pekoMeHaauun (cocTaBrieHa B COOTBETCTBUN C KNMMHUYECKUMU
pekomeHaauussmm KDIGO)

YpoBeHb OueHka pekoMmeHpaumin
Co CTOpPOHbI NaLVEHTOB Co CTOpOHbI Bpaya DanbHelilwee HanpaBneHue nUc-
Nnonb30BaHUs
YpoBeHb 1 MopaBnsaouiee 6onbWMHCTBO | MogaBnsaowemy 601bLWMHCTBY | PekoMmeHgaums MOXeET ObITb MPUHS-

«9KCNepTbl PEKOMEH-
ayoT»

nauMeHToB, 0OkasaBLUNXCSH B MO-
nob6HON cuTyauuu, npeanoynm
Obl crnegoBaTh PEKOMEHAyeMbIM
nyTemM v b HeGosbLIas YacTb U3
HUX OTBEPN Obl 3TOT MNyTb

CBOWX NaUMEHTOB Bpay ByaeT pe-
KOMeHO0BaTb ClefoBaTb MMEHHO
3TVM NyTeEM

Ta B KayecTBe cTaHaapTa AecTBus
MEeaMLMHCKOro nepcoHasa B 60sb-
LUMHCTBE KJIMHNYECKNX CUTYaLNiA

YpoBeHb 2
«QKCNepTbl nonarakT»

Bosnbliaa 4acTb NaumMeHToB, oka-
3aBLUMXCH B NOA0GHON cuTyaLmm,
BblCKa3annck Obl 3a TO, 4TOObI
cnenoBaTb PEKOMEHAYEeMbIM My-
TEeM, O[IHAKO 3Ha4YUTEsIbHasA 4acTb
oTBeprna Obl 3TOT NyTb

[na pasHbix NauMeHToB cneayeT
noadupaTh PasnnyHble BapuaHTbl
pekomeHpauunii, noaxoaawme
VMEHHO 1M. Kaxaomy naumeHTy
HeobxoaMma nomMollpb B Bbibope
1 NMPUHATUN PELLEHUs, KOTOPOe
OyneT cCOOTBETCTBOBATb LIEHHO-
CTAM W NPEeANnOYTEHNSM AaHHOIO
nauneHTa

PekomeHzaumu, BeposTHO, noTpe-
B6Yy0T 06CYXAEHWS C y4acTUEM BCEX
3anHTepPeCcoBaHHbIX CTOPOH A0 Npu-
HATUS UX B KQYECTBE KIIMHNYECKOro
cTaHgapTa

«HeT rpapgaummn»
(Hr)

JaHHbIi ypOBEHb NMPUMEHSIETCA B TeX Clydasix, Koraa B OCHOBY PeKOMEeHAAUMN yKiaablBaeTCcs 34paBbli
CMbIC/ UCCeaoBaTens-akecnepTa uin Toraa, koraa obcyxaaemas Tema He 4onyckaeT afekBaTHoOro npu-
MEHEHWS CUCTEMbI A0Ka3aTeNbCTB, UCMOJb3YEeMbIX B KIIMHUYECKOM NPaKTUKE.

Tabnuua 2

OueHKa KayecTBa AoKa3aTesribHOM 0as3bl
(cocTaBneHa B COOTBETCTBUMU C KITMHNYECKUMU pekomeHaaumamm KDIGO)

KauyecTBO nokasaTtenbHon 6a3bl | 3HaYeHne

A — BblCOKOE

B - cpenHee
1 CYLLECTBEHHO OTIMYaTbLCS

C - Hu3Koe

D — O4eHb Hu3koe

OKCnepThl YBEPEHbI, YTO OXMAaeMblin 9deKT 61M30K K PACCHUTLIBAEMOMY

OKcnepThl NonaratT, 4TO OXMAaeMblin apdekT 671M30K K paccUnTbiBaeMoMy 3 hEKTY, HO MOXET

Oxunpaemblii apPEKT MOXET CYLLECTBEHHO OTINYATLCS OT paccynTbiBaeMoro adpdexTa

Oxunpaemsiii Sd)d)eKT O4eHb HeOﬂpe,D,eﬂeHHblVI 1 MOXET ObITb BECbMa Janek oT pacc4nTbiBaeMoro

KPHUTEPHUEB MPH CBETOBOM MUKPOCKOMHH, 00YCIIOBIICH-
Hasl MOBPEXKICHHEM (MMMYHHBIM WJIH HEMMMYHHBIM)
MOJIOIIUTOB (ITOOIUTONATH), KOTOPOE AUAarHOCTH-
pyeTca UCKIIOUUTENBHO MPU YABTPACTPYKTYPHOM
aHanu3e B BuAe AUQPQPY3HOTO CIUSHUS HOKKOBBIX
OTPOCTKOB mojouuToB. I[loBpexaeHne nogouu- Ta
ompezenser GopMuUpoBaHUE B KIMHUKE 3a00I€BaHUS
Hepporuueckoro cunapoma (HC).

Anudemuonozusn

BMMU cocrasnser 76,6 % Bcex MOPPOITOTHIESCKHX
BapUaHTOB MEPBUYHOTO riomMepyione- ppura (I'H) y
nereii. HanGonpIas BcTpeuaeMoCTb y A€Tei paHHETo
Bo3pacra. bBMMU yaiie otMedaeTcst y MaJIbiUKOB B CO-
otHoureHuu 2:1. Bo3amoxHbI cemeiinbie GOpMBIL, 00Y-
CIIOBJICHHBIE MyTaLUSIMHA T€HOB CTPYKTYPHBIX OCIIKOB
nojounTa. PennauBoB B TpaHCIUIAHTATE HET.

PA3LEN 2.
KJTACCUDUKALUA, D3TUOJSIOITUA

Knaccughurxayusn

HEPBUYHAS MANOIMATHYIECKAS) BMU

OcCHOBOI pa3BUTHs HUIUONATHYECKOTO HEe(PpOTH-
YECKOro CHHIpOMA Yy JeTel SBISCTCS AUCHYHKIMS
T-KJIE€TOYHOr0 3B€Ha UIMMYHHOM CHCTEMbI WJIM T'eHe-
tndeckue Mmyranuu. Ogaako BMU moxer ObITh acco-
LUMPOBAaHA C MHOKECTBOM JPYTHX IaTOJIOTHYECKUX
COCTOSIHUM TaKHUX, KaK ajuleprusi, OHKOIaTOJIOTHs,
JIEKapCTBEHHbBIC BO3ACHCTBH.

I'EHETUYECKHN OBYCIJIOBJIEHHAS BMU
('EHBI)

* [1{eneBoii quadparMpl ¥ HUTOCKEJIETA TOAOLUTOB
— NPHS1, NPHS2, TRCP6, CD2AP, ACTN4, INF?2,
MYH9, MYOIE

* ®ocdonunassl — PLCE]

* [TomepynsipHOY Oa3anbHON MeMOpaHbl — LAMB2

» Gakropos Tpanckpunuuu — WT1, LMXIB

e JIuzocomusbix OenkoB — SCARB2

* MuTtoxoHIpranbHbIX OenkoB — COQ2

e [Tocpennuka pecrpykrypuszanuu JHK-
HykjeocoMbl — SMARCAL1
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COCTOsIHUSA, ACCOIIUMPOBAHHBIE C
BMU

1. Annepeus:

IIbibLa

I'pubmn

KopoBne Monoko

JloMatssis nbuib

VYKychl muen, Meays

[lepcth KOLIKK

2. Jlekapcmeennvle npenapamol:

HecrepoumHble MpOTHBOBOCHAIUTEIbHBIC Mpe-
raparsl

AMIUIUIINH

IIpenapars! 301012

IIpenaparel tuTus

PryTh-coneprkamue npenaparnl

Tpumeraauon

3. 3noxkauecmeennvle 3ao0neeanua:

bonesnp Xomxkuna

HexomxkkuHckast tumdpoma

Paxk Tosctoii kuku

Kapuunoma nmerkux

4. /lpyzue:

Bupycnas undexuus

bonesns Kumypst

Caxapublii quadet

MuacreHus rpaBuc

Baknunanms

MEXAHU3M PA3BBUTUSA

Crnenyer paccMaTpuBarh Ba MEXaHU3Ma Pa3BUTHS
BMU:

* UmmyHnoonocpeoosantulii:

B Hacrosiiiee Bpemsi UCClIEOBaHUS in Vivo H in
Vitro mpoJIeMOHCTPUPOBAIIM BBICOKYH) aKTHBHOCTB
T-n1uM(OIMTOB B OTBET HA AaHTHICHHYHO CTUMYJISIIUIO.
B nocneayroniem npoucxoaut auddepeHinpopka
T-kJIETOK ¢ NMPEUMYILIECTBEHHBIM 00pa3oBaHUEM
Th2, skenpeccupyromux IL-4 u IL-13. bonee Toro?
aktuBaiysi NFkB TpanckpunimonHoro ¢akropa Ha-
Ousroiaercst pu Beex ciydasx peruauBoB HC npu
BMMU. Auraronnctom NFkB sBasercs 1kB, xonren-
Tparus KOTOPOTO MO/ BIUSHUEM IIIOKOKOPTUKOUIOB
yBennuuBaercs. DPQPEeKTUBHOCTh PUTYKCUMada MpH
neueHuu bBMMU npennonaraet posnb B-kiieTok B naro-
reHeze bBMU.

* HeummyHnnuuwiii:

CTpyKTypa HOIOLUTa U3MEHSIETCS B pe3yIIbTare 13-
MEHEHUS CTPYKTYPHBIX OCJIKOB I10JI0- [IUTOB, 00YCJIOB-
JeHHoe MyTainusiMu reHoB. Jlo 66% cioyyaeB HC Ha
[IEPBOM IOy KHM3HH Y JICTEH COCTaBIISICT TCHETHUCCKU
o6ycnoenennsit HC. Yacrora renetndeckux ¢popm HC
y nereit mpu uauonarndeckom HC HemssectHa. On-
HAKO CJIeIyeT MOMHUTh O TOM, YTO MOP(OIOrHUSCKUN
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muarno3 BMU y nereii ¢ reHeTHUeCKH 00y CIIOBICHHBIM
HC nocut TpaH3uTOpHBIA XapakTep, Tak Kak B IO-
cinenytomeM ol Tpancpopmupyercs B @CI'C. Henm-
MYHHBIH xapaxtep popmupoBanus bBMU onpenensier
pasBUTHE CTEPOHI-pe3UCTeHTHOH hopmbl BMMU.

PA3AEN 3. KIIMHNYECKASA KAPTUHA

Knunuueckas kapmuna

Knuangeckum cunipomom bMU siBnsiercs BHe3ar-
Ho pazBuBLMiics HC. OTsromeHHsli ajqieproiornye-
CKHI aHaMHe3 U aJlJIeprudeckue NposiBIeHUs y AeTel
¢ BMU na6mronarorcst B 30-70% ciiyyaeB B OTIHYHE
ot apyrux ¢opm rmomepynaonedputa. TpurrepHeIMu
¢axropamu moryT 06T OPBU, nerckue nngexym,
aTONMYECKHE PEaKIIH.

AprepualibHas TUIIEpTeH3H HaOmoaeTcs Kpaiine
PENKO U XapaKTepu3yeTcs KpaTKoBpeMeHHOCThI0. [1o-
BBILLIEHNE apTepHanbHoro fasieHus npu bMU ceszaHo
C KOMIIEHCAaTOPHBIM MEXaHHU3MOM Ha BBIPAKEHHYIO
runoosiemuto. [Ipu pe3koit runoBoIeMUN BO3MOMKHO
pa3BuTHE HEQPOTUIECKOTO Kpr3a ¢ OOJISIMH B KHUBOTE,
KOXHOH 3pUTEMOM 1 CEpIeUHO-COCYIUCTHIM IIIOKOM C
LIUPKYJIATOPHON HETOCTATOYHOCTBIO.

Teuenne BMMU nenurtcs Ha OCTPOE € UCXOIOM B
crolikyto pemuccuto (20-30%), peuuguBupyoliee u
4yacTo penuauBupytomiee TeueHue. Ilo orHomenuto k
CTEPOUIHOM TepaIny BBLICIAIOT Clieyonue (OpMBbI:
CTEpOUI-UyBCTBUTEIbHAsA, CTEPOUI-3aBUCUMAs U
CTEPOUJI-PE3UCTEHTHAsL.

PA3AEN 4. NPUHUMNBbI AUATHOCTUKHA

Pexomenoauusn 2.

Juaenoz BMH ycmanaenusarom na ocHo8aHuu
Kaunuko-nabopamoprou kapmunvl HC u ovicmpozo
NONOACUMENBHO20 OMBEMA HA CINEPOUOHYTO MEPANUIO
(HTI'). Mopgonoeuueckas ouasnocmura s6isiemcs
Pe3epEHbIM MEMOoOOM NPU AMUNUYHOM KIUHUYECKOM
omeeme Ha mepanur.

Mopdonornyeckue kpurepun bBMU

CBeToBast MUKPOCKOIIUS:

Ha ceeroontuueckom yposne — npu bMU kiry-
0oueK BBINIAJUT HE TOBPEKACHHBIM, HHOTIA MOXKET
MIPUCYTCTBOBaTh MMHMMAJIbHAs Me3aHruanbHas Mpo-
mudepanus (10 3-X KJIETOK), YTO CO3/1aeT TPYIHOCTH
B i depeHnraniy ¢ MUHIMaJIbHBIMU H3MEHEHUSIMH
NpY Me3aHTHoNporepaTHBHOM IlIoMepyJaoHedpure.
VY nereii ¢ yacto peunusupyromuM bMU HekoTopbie
KIIyOOUKH MOTYT OBITh HHBOJIIOTUPOBAHBI.

Knerkn kanasbleB MHQUIBTPUPOBAHbI OCJIKAMH 1
JUNUAAMHU U3-3a YBeJIMYeHHOW peabcopOuun. Hanu-
yue arpouu 1 Guodpo3a KaHaJIbLEB JOIKHBI BBI3BATh
MOAO3pEHNE Ha Halu4uue (POKaTbHO-CETMEHTAPHOTO
TJIOMEPYJIOCKIIEpO3a.
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HUvm YHOTOCTOXUMMUSL:
HpI/I HUMMYHOTHUCTOXUMHUYCCKOM HCCICAOBAHNUN

OTMEYAeTCsl OTCYTCTBHE OTJIOKEHUSI UMMYHOITI00Y-
JMOHOB M KOMITOHEHTOB KOMILJICMEHTA.

DIEKTPOHHAS MUKPOCKOIIHS:

Juddy3Hoe «criaxuBaHUe» HOXKEK MOJOLUTOB
SIBJISIETCA THCTOJOrMYecKUM Mapkepom bBMU npu
COYETAHUU C BHIIICU3IIOKECHHON CBETOBOM MHUKPOCKO-
MMed 1 UMMYHOTHCTOXUMHYECKUM UCCIIEIOBAHUEM.

Pexomenoauusn 3.

Knunuuecxas ouacnocmuka uoOUONAMUYECKOU
BMU oonsicha baszuposamvcs na pazsumuu HC y
demeil panneeo u doukonrvHozo eospacma (HI').
Hanuuue ¢ anammneze cocmosnuil, accoyuuposanivix
¢ BMH u pannuii éo3pacm dedbroma HC cnedyem
paccmampugams Kax haxmopsl onpeoensiionjue paz-
sumue BMHU. Pazsumue HC na nepeom 200y scusznu u
8 NOOPOCMKOBOM 803pacme OONAHCHBL HACTNOPOICUTND
epaua 8 nonv3y cenemuyecku ooycnosnennozo HC unu
opyeoil mopgonoeuueckoti popmor HC.

PA3SLOEN 5.
ANODODEPEHLUAJIbBHAA OUATHOCTUKA

Pexomenoauusn 4.

Hugpgpepenyuanvryro ouacnocmuxy npogoosim ¢
opyeumu popmamu I'H, oebromuposasuwue HC (HI').
Hupepenyuanvruas ouacnocmuxa npoeooumcs 8
cayuae pazeumus Cmepoud-3aeucumoll U cmepouo-
pesucmenmnoii popmot HC (1B).

Pexomenoauusn 5.

Knunuyeckue nposaenenus bMHU ne pasnuuarom-
€S NpU UOUONAMUYECKOM U 8MOPUHHOM S8APUAHMAX
3abonesanus. B smoii ceszu ouppepenyuanvras
ouasHoCmuKa mux Gopm 00nACHA 6A3UPOBAMbCIL HA
UCKTTIOUEHUU 8CEX BO3MONCHBIX 6MOPUUHBIX NPUHUH
BMH (HT).

Pexomenoauus 6.

Hemanvnoe mopghonocuueckoe ucciedoganue
MKAHU NOYKU, BKTI0OUAIOWee 8 cedsi C8emosyio, UMMY-
HOGUCMOXUMUYECKYIO U 3TIeKMPOHHYIO MUKPOCKONUIO
aengemcsi 0oazamenvHuiM 015 ouasnocmuxu bMU
(HI).

PA3AEN 6. IEMEHUE

Jleyenne mepBoro 3Mu301a CTEPOHI-4yBCTBH-
teabHoro HC mpu BMU (HI')

Pexomenoauus 7.

Ipu pazsumuu HC y demeii 0o co0a 0o nauana
KOPMUKOCMEPOUOHOU mepanuu ciedyem nposooums
Heghpoobuoncuio.

JIEHEHUE MEPBOI'O 2ITU30/JA CTEPOUI-
YYBCTBUTEJBHOI'O HC ITPU BMHA

Pexomenoauusn 8.

Kopmuxocmepouonas mepanus (npeoHu3010H) Ha
nepuoo He menee 12 neoenw (1B).

Pexomenoauusn 9.

Tpumensmo npeoHU30/10H BHYMPb €XHCEOHEGHO 68 O0UH
wnu 0sa npuema (IB) 6 nauanvroii 0ose 60 me/m?*/24y unu
2 me/ke/244, maxcumanvro 0o 60 me/24u (1D).

Pexomenoayus 10.

Hasnauams npeonuszonon enympo exceoHeéHo 6
meyenue 4—6 nedenw (IC), ¢ nocredyrowum nepexooom
Ha npuem npenapama uepes 0eHv (anbmepHuUpyIo-
wuil npuem), nauunas ¢ 003wl 40 me/m? unu 1,5 me/ke
(maxcumym — 40 me uepes denv) 6 00un npuem (1D) 6
meuenue 2—5 mecsyes, ¢ NOCMENEHHbIM CHUICEHUEM
oosuvl (1B).

MOIEP’KABAIOIIASI TEPAITUST

Pexomenoanusn 11.

He npumensms cmamunvl 015 Koppexyuu eunpe-
qunudemuu u He npumenamo uAIl® unu BPA y nopmo-
MEH3UBHBIX NAYUECHINOG OJISI CHUNCEHUS NPOTNEUHYPUL
npu nedeHun nepeozo dMU300a HeQpomuieckoeo
cunopoma npu MU (2D).

JIEYUEHME PELIUJUBUPYIOLIEN ®OPMBI
HC TP BMMUA.

KopTukocrepouaHas Tepanus y jereii ¢ peaku-
MM peluIUBAMH CTepouI-4yBcTBUTEILHOTO HC
npu BMHU

Pexomenoayus 12.

YV oemeii ¢ peokumu peyuousamu CHHC nposo-
oums Jiedenue npeonu3onoHom 8 doze 60 me/m? unu
2 me/ke (makcumanvHo 60 me/244) 6 odun unu 0sa
npuema 0o mex nop, NOKa He 6yoem KOHCMamupo8ana
noauas pemuccus ¢ meyerue 3 ownetl (2D).

Pexomenoauyus 13.

Tlocne docmudicenus pemuccul HasHA4aemcs npeo-
HU3010H 6 003¢e 40 me/m? unu 1,5 me/ke (maxcumanviio 40
Me) uepes OeHv 6 meuenue Kak Munumym 4 neoens (2C).

KopTtukocrepouanas Tepanus y jiereii ¢ 4acro-
penHIUBHPYIONMIUMH U CTEPOUI-3aBUCHMBIM (hop-
Mamu ctepoua-uyyBcrButeasHoro HC npu BMU

Pexomenoauyus 14.

Ipu peyuousax YP u C3 CHHC naznauamo npeo-
HU30JIOH eJICeOHEeBHO 00 meX Nop, NOKA NOTHAS PeMUC-
cusi He Oyoem KOHCmMamupoeana 6 meyeHue He MeHee
3 Oweil, u 3amem nPeOHU30NOH 8 pedcume Yepe3 OeHb
6 meuenue He menee yem 3 mecsiyes (2C).

Pexomenoayus 15.

Y oemeit ¢ YP u C3 CHHC nasnauamv npeouu-
30JI0H 6 pedicume uepe3 0eHb 8 HaUBO3IMONCHO HUSKUX
003ax, HeoOX00UMbIX OJisk NOOOEPIUCAHUSL PEMUCCUL,
60 usbedNcanue cepbesuvix NoOOUHLIX d¢hGhexmos (2D).

Pexomenoauyus 16.

Y oemeti co C3 CHHC 0nst noodepoicanusi pemuccuu
HA3HAYams NPeoHU30JI0H eHCeOHesHO 8 Haubonee 803-
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MOJAICHBIX MEHBULUX 003aX, HEOOXOOUMBLX OJis NOOOEP-
JHCaHUsL pemuccu Oe3 cepbe3HbiX NOOOUHBIX HheKxmos
6 mex CIyuasax, Ko20a pedxicum npuema uepesz 0eHsb He
appexmusen (2D).

Pexomenoauusn 17.

Y oemeit ¢ YP u C3 CHYHC, nonyuarowux npeo-
HU30JIOH 8 pedicume yepe3 0eHb, Ha Nepuod 3MU30008
pecnupamopHuix U Opy2ux uH@exyuil HazHayamo
NPEOHUZ0NOH eHCeOHEBHO, C YeNbl0 YMEHbULEHUS PUCKA
obocmpenuii (2C).

Jleuenne YP nu C3 CYHHC kopTHKocTepoOuI-
cOeperalIMMHu npenaparamMm.

AJIKMJIMPYIOIHE MpenapaTbl NPHU JeYeHHH
4acTO-PeUUAUBUPYIOLIEH U CTEPOUI-3aBUCHMOI
(¢opmbl crepoua-uyBcrBuTeabHoro HC

Pexomenoauus 18.

Hasnauamv cmepouo-cbepecaiowue npenapamoi
y oemeti ¢ YP u C3 CHHC 6 mex cayuasx, koeda paz-
8UBAOMCsL NOOOUHBIE I heKmbl KOPMUKOCEPOUOHOT
mepanuu (1B).

Pexomenoauus 19.

Ilpu YP (I1B) u C3 (2C)CHYHC ucnonvsosamyp
6 Kauecmee cmepouo-coepezanmyux npenapamos
anKuaUpyrowue azeHnmol — yukaiogochamuo uiu xio-
pamoyyui.

Pexomenoauus 20.

Hasunauamoe yuxnogocpamuo 6 0oze 2 me/ke/244 6
meuenue 8—12 nedens (MaxcumanvHas KyMyIsmugHas
0o3a 168 me/xe) (2C).

Pexomenoauusn 21.

He nauunamos mepanuto yuxiogocghamuoom 0o
mex nop, noka He 6yoem 0OCMUSHYMA PEMUCCUS C
nOMOWbI0 KOpMUKOCmepouoos (2D).

Pexomenoauusn 22.

Hasnauamo xnopambyyun 6 0oze 0,1 -0,2 me/xe/24u
6 meueHue 8 nedenv (MAKCUMANLHAS KYMYISAMUBHAS
0osza 11,2 me/ke) 6 kauecmee anbmepHamuebl YUKLo-
gocpamuoy (2C).

Pexomenoauusn 23.

He npoeooums emopoii Kypc ankunupyrowux npe-
napamog (2D).

JleBaMu30J1 MPU JIeYeHUH YACTO-PelHTUBH-
pymolieil ¥ CTepoua-3aBUCHUMON (popMbI CTEpOU/I-
qyBcTBHTeIbHOTO HC.

Pexomenoauusn 24.

IHpu nevernuu YP u C3 ghopmor CHHC (1B) nasua-
yarom ieeamuson ¢ 0osze 2,5 me/ke uepes derwv (2B) 6
meyenue kax munumym 12 mecayee (2C), max kax y
bonvuuncmea demetl npu OMMene 1e6amu3ond 803-
HUKAIOM peyuousyl.

NuHrnbouropsl KajJdbnuHeldpHHA (HKJIOCIO-
PUH HJIM TAKPOJUMYC) NMPHU JieYeHUH YaCTo-
peuuIUBUpYOLIEH H CTEPONI-3aBUCUMOI (hopMbI
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crepoua-ayBcrBuTeasHoro HC (1 C)

Pexomenoayus 25.

IHpumename yuxknocnopum 6 HauanbHoU 003e 4-5
me/xe/24y ¢ 0sa npuema (2C).

Pexomenoayus 26.

Ipumensimo makponumyc 6 Hauanvhot 0oze 0, Ime/
Ke/244 ¢ d8a npuema eMecmo YuKI0CNOpUHa 8 ciydae
BBIPANCEHHBIX KOCMEMUYECKUX NODOUHBIX I ghexmog
yuxnocnoputa (2D).

Pexomenoayus 27.

Monumopuposams KonyeHmpayuo uHeUOUmMopos
kanvyunetpuna (KHH) ona ymenvuienus moxcuu-
nocmu (HT).

Pexomenoayus 28.

Hasznauame KHHU 6 meyenue xax munumym 12 me-
cayes, mak Kax y 6onbuuncmea oemeti npu ommene
KHHU pazsusaromces obocmpenus (2C).

MukodeHosaTbl NMPH JIEYEHHUH YaCTO-
peuuauBHpYyOLIeii U cTepoua-3aBUcUMOil opma
crepoua-ayBcTBuTeasH0ro HC (2C)

Pexomenoayus 29.

Hasnauamoe MM® ¢ nauanvnoii doze 1200 me/
M2/24y unu MK nauanvroit doze 720 me/m? 6 0sa
npuema 6 meyeHue Kak MuHumym 12 mecayes, max
Kax y bonvuwuncmesa oemei npu ommere MM® pasz-
sugaromes peyuouswt (2C).

Putykcumad mpu JIeYeHHHM 4YacTo-
peuMIMBHPYIOLIEil U cTepOuI-3aBUCUMOI (hopMBbI
crepoua-ayBcTBUTEILHOT0 HC

Pexomenoayus 30.

Ipumensms pumyxcumad monvko y mex demetl
co C3 CHHC, y xoeo uacmvie peyuousbl 603HUKAIOM,
HecCMOmps Ha NPUMeHeHUe ONMUMAIbHbIX KOMOUHAYUil
NPEeOHU30I0HA U KOPMUKOCEPOUO-COEpeaouux npe-
napamos, uiu y mex, y Ko2o pazeusaromcs cepbe3nvie
nobounvie s¢gpgpexmol smoit mepanuu (2C).

Pexomenoayus 31.

He ucnonvzoeams muzopubumn 6 kauecmee
KOpmuxocmepouo-cobepezaioujeco npenapama npu
YP u C3 CHHC npu BMH (2C).

Pexomenoayus 32.

He ucnonvzosames azamuonpun 6 Kavecmee
KopmuKocmepouo-coepezarouje2o npenapama npu 4P
u C3 CHYHC npu BMH (1B).

MNOKA3AHUS K HE®@POBUOIICUU Y JE-
TEW CO CYHC ITPU BMU.

Pexomenoayus 33.

Ioxazanusimu y 6uoricuu nouku y aereit c CHHC
sisrorest (HI):

* omcymcmeue d¢hpexma npu peyuousax nocie
NepeoHAuaIbHO20 0MEema Ha KOPMUKOCMEPOUObL,

* 8bICOKUL UHOEKC NOOO3PEHUsL 8 OMMHOUEHUU UHOUL
OCHOBHOTI NAMOIO2UU;
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* yXyouieHue hyHKyuu novex y 0emetl, NOIyYaruux
KHH.

Jleuenue crepomna-pesucrentHoii popmsr HC
npu BMHU

Pexomenoauusn 34.

Oyenxa oemeii co CPHC: neuenue npogooumo
KOPMUKOCmepouoamu Kak MunumMym 8 neoenv, npesicoe
yemM KOHCMamuposams Cmepoud-pe3ucmenmuocns
(2D).

Pexomenoauus 35.

s oyenxu oemeti co CPHC mpebyemcsa (HI'):

* QuaenocmuvecKkas OUONCUsL NOYKU;

* oyenxa Qynrxyuu novek no CK® u pCKD;

* KONUYeCmEeHHAs OYeHKa IKCKpeyuu bexa.

Jleuenne CPHC

Pexomenoauusn 36.

Hcnonvzosamov uneubumopuvl Kanbyunelpuna 6
Kauecmee uHuyuanvHou mepanuu y oemeti co CPHC
(1B).

Pexomenoauusn 37.

Ilposooume mepanuro KHHU 6 meuenue xax mu-
HUMYM 6 Mecsyes, u npekpawamy ee, eciu K 9momy
spemeny He OOCMUSHYMA YACMUYHAS UAU NOTHAS
pemuccusi nporeunypun (2C).

Pexomenoauusn 38.

Ipooonscums mepanuio KHU ¢ meyenue kax mu-
Humym 12 mecsyes, eciu uepes 6 mecsiyes 00CmueHyma
xoms Ovl yvacmuynas pemuccusi (2C).

Pexomenoauusn 39.

Kombunuposamv mepanuio manvimu 0ozamu Kop-
mukocmepouoog ¢ mepanueit KHHU (2D).

Pexomenoauusn 40.

IIposooumys neuenue uAll® unu BPA oemam co
CPHC (1B).

Pexomenoauusn 41.

Ipu svicokoii akmusnocmu CPHC ciedyem uc-
NONb308AMb NYILC-MEPANUIO MEMUTNPEOHUOTOHOM
(MI1) 6 covemanuu ¢ KHU:

Cxema Banbpo

Hepens | MIM 30 mr/kr MpenHn3onoH LinknocnopuH
B/B A

1-2 3 pa3a B Hepenwo |- -

3-8 1pazBHepgento |2 Mr/kr yepes|6 mr/kr/24y4
neHb

9-29 - 1 Mr/kr 4yepes |3 mr/kr/24 4
heHb

30-54 |- 0,5 mr/kr yepes |3 mr/kr/24 4
neHb

Y nereii, He JOCTUTTIIUX PEMUCCHU HA TePaANIUU
KHU:

Pexomenoayusn 41.

Hcnonvzosamov murxogenonama mogpemun (2D),

8bICOKUE 003bl KOPMUKOCMepouos (2D) unu kombuHa-
yuro smux npenapamos (2D) y demeil, He docmuuiux
noaHou unu yacmuunou pemuccuu va KHHU u xopmu-
KOCmepouoax.

Pexomenoauyus 42.

He nasnauamo yuxnogpocghamuo oemsm co CPHC
(2B).

Pexomenoauyus 43.

Y nayuenmos ¢ peyuousom neppomuueckozo
cuHopoma nocie 00CMUdNICeHUs NONHOLU PeMUCCUl
80300HOGUMb MEPANUIO C UCNOTBIOBAHUEM OOHOU U3
cnedyrowux cxem (2C):

* KOpMUKOCmMepouosl 6Hympsb (2D);

* BEPHYMBCSL K MOMY UMMYHOCYNPECCUBHOM) Npe-
napamy, Komopbwiii parnee 6wl 3ppexmusen (2D);

* UCNONBL306ANb ATLMEPHAMUBHBIL UMMYHOCHYPEC-
CusHblll npenapam OJiss YMeHbUleHUs. KYMYISAMUGHO
moxcuynocmu (2D)

Nmmynnzanus y gereii ¢ CHHC

Pexomenoauus 44.

s ymeHbueHust pucka cepbesmvlx uHgexyuil y
oemeii ¢ CYHC cneoyem (HI'):

* POBOOUML OemsAM NPOMUEO-NHEBMOKOKKOBYIO
BAKYUHAYUIO.

* NPOBOOUMb BAKYUHAYUIO NPOTNUE 2PUNNA edice-
200HO OemsaM, U 6ceM, KMo NpOodiCUBAem ¢ HUMU CO-
BMECHHO.

* OMIOACUMb BAKYUHAYUIO HCUBLIMU BAKYUHAMU OO
mex nop, NoKa 003a NPeOHU30N0OHA He 0Y0em CHUICEHA
00 1 me/xe/24y (<20 me/»4u) unu 0o 2 me/ke uepes OeHb
(<40 me uepes Oenb).

* JicUgble 8AKYUHBL NPOMUBONOKAZAHBI MM,
RONYYAIOUWUM KOPMUKOCEPOUo- coepezaiowue um-
MYHOCYNpeccusHbvie npenapaml.

* O/isl YMEHbULEHUS. PUCKA UHDUYUPOBaHUsL Oemetl
€ NO0AGNIEHHBIMU UMMYHUMEMOM UMMYHU3UPOBAND
300p0OBBIX Y, NPOHCUBATOUUX COBMECTNHO C OembMU
AHCUBLIMU BAKYUHAMU, HO Obecneuums Omcymcmeue
KOHmaxkma oemetl ¢ 8b10e1eHUsSMU MOYEBOT, NULYesa-
PUMENbHOU U ObIXAMENbHOL CUCMEM 8AKYUHUPOBAH-
HbIX Uy 6 medenue 3-6 Hedenb nocie BaKyuHayuu.

* NpU KOHMaKkme ¢ 6emMpsHOL OCNOl — He NPUBU-
MbIM 0emsM, NOIYUAIOUUM UMMYHOCYNPECCAHMmb,
npU BO3MONCHOCIIU HAZHAYAMb NPOMUBO30CNEPHDIL
UMMYHOSTIOOVIIUH.

PA3SAEN 7. MPOrHO3

IIporno3 B uenom, npu bMU npu Hanuuuu 4ys-
CTBUTEJIBHOCTU K KOPTUKOCTEPOUAAM, OTJAJICHHBIN
MPOTHO3, KaK MpaBWIIO, ONaronpusITHEIA, U y 0O0Jb-
LHIMHCTBA JET€i MAalMEHTOB Pa3BUBACTCs CTOMKAs
pemuccust. [Iporo3 B oTHOILIEHHH TOUSYHOH (DYHKIIMU
MOYEK TaKkKe OIMaronpusITHBIN.
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