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Coxkpamenus:

BMMU — Gone3nb MUHUMAIBHBIX H3MEHEHHH

BPA — Gi10KaTOpBI perienTopoB aHTMOTEH3MHA

I'H — rmomepynonedpput

C3 CUHC - crepoua-3aBucumas popma CTepouI-4yBCTBUTEILHOTO HEPPOTUYECKOTO CHHpOMA
u-All® — UHrUOUTOPHI AHTMOTEH3UHIIPEBPALIAIOIIETr0 (epMEHTa

KHMU — xanpuuneiipuHa UHrMOUTOPBI

MM® — mukodenonat MopeTui

MK — mukodeHonoBas KUciIoTa

MII — meTunnpeHu3010H

HC — nedpoTtrueckuii cuaapom

OPBM — octpas pecniupaTopHas BUpyCHast UH(PEKIUI

PAAC — peHUH-aHTHOTEH3UH-AJIbJOCTEPOHOBAS CUCTEMA

pCK® — pacuetHast CKOPOCTb KIIyOOUKOBOW (PMIIbTPALIUU

CPHC — creponi-pe3ucTeHTHBIA HEPPOTUIECKHUIA CHHIIPOM

OCI'C — dhokanbHO-CETMEHTA0HBIN TTIOMEPYIOCKIEPO3

YP — yacTo-peuuAMBUPYIOLIHIA

NPHS1 — ren nedpuna

NPHS?2 — ren nogonuna

PLCE!1 — docdonunaza C sncunon 1

TRPC-6 — noteHnuan- 3aBUCUMbIN BpDEMEHHBIN PELIENITOP KATUOHOB 6

NEPHI — nedpunonono6uslii 6enox 1

CD2AP — CD2-accouunpoBaHHbIN IPOTENH

Z0-1 — Genok MIOTHRIX KOHTaKTOB (zonula occludens 1)

MyolE — Muo3zun 1E

WT-1 — 6enok omyxonu Bunbmca 1

LMX1B — LIM romeo6oxkc ¢axtop Tpanckpunuuu 16era (LIM homeobox transcription factor 1,
beta)

SMARCAL1 — nogo6HbI#, aCCOMMPOBAHHBINA ¢ MATPUKCOM; AKTHH- 3aBUCHUMBIH PETYJISATOD
XpoMaTtuHa, 6eok 1 nmoacemeiictsa anbga

INF2 — unBeptupoBaHHbIii GopMuH 2.
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1. MeToaukKa OEHKH CHJIBI PEKOMEHAAlNii M YPOBHS UX NPEACKA3aTeJbHOCTH, HCIOJIb-
30BaHHAasi IPH COCTABJIEHUH JAHHBIX KJIMHUYECKHX PeKOMeHIauuii

e Jlns pekoMeHJaluil cuia yKa3aHa Kak ypoBeHb 1, 2 win «Het cteneHu» (Tabin.l), kauecTBo
JoKa3aTeNbHOM 0a3bl 0003HaueHo kak A, B, C (Tabi.2).

Tabmauual.

pexkomenauusimu KDIGO)

OLIeHKa CHIJIbI peKOMeHI[aL[I/Iﬁ (COCTaBHCHa B COOTBCTCTBUHM C KIMHHUYCCKUMU

Yposenn Onenka pexoMeHanui
Co cropons! nanuen- | Co cTopoHbI Bpaua JanbHeiiee Hanpas-
TOB JICHHE HCIO0JIb30BAHMS
Yposens 1 [Tonasnsromee 607b- ITogaBnstomemy Pexomennanus moxer
«IKCnepThl LIMHCTBO NAI[UEHTOB, OOJILIIMHCTBY CBOMX OBbITH IIPUHATA B Kaue-
PEKOMEHAYIOT» | OKa3aBIIMXCS B 110100~ | MAllMEHTOB Bpay OyJIeT | CTBE CTaHAapTa Aei-
HOM CHUTyalluy, OIPEIIOo- | PEKOMEHJ0BATh CIEN0- | CTBHUSI MEIULIMHCKOTO
4y OBl CJI€I0BATh pe- BaTh MIMEHHO 3TUM Iy- | IepcoHasa B OOJIBIINH-
KOMEHAYEMBIM IIyTEM U | TEM CTBE KJIMHUYECKUX CUTY-
JUIIB HEOOJIbINAS YaCTh anui
U3 HUX OTBEPIIIN ObI
9TOT IYTh
Yposensn 2 Bonbniasg yacte nanu- JIns pa3HbIX NaLKeH- Pexomennanuu, Beposr-
«JKcneprTol €HTOB, OKA3aBIIMXCSA B | TOB CIEAYET MOJI0H- HO, TIOTPEOYIOT 00CYXK-
NoJIararT» oJ00HOM CUTYyaluH, paTh pa3Iu4HbIE BapU- | JEHMS C y4acTUEM BCEX

BBICKA3aJIMCh OBl 3a TO,
9TOOBI CIIEIOBATh pe-
KOMEHIYEMBIM ITyTeM,
OJTHAKO 3HAYUTEITbHAS
4acTh OTBEpPIJIa ObI 3TOT
nyTh

AHTBI PEKOMEHIAIUH,
MOAXOIAINE UMEHHO
uM. Kaxnomy nanues-
Ty HE0OX0AUMa TO-
MOIIb B BBIOOPE U MPH-
HSATHH PELIeHUs, KOTO-
poe OyAeT coOTBET-
CTBOBAaTh LICHHOCTSIM H
NPEINOYTEHUSIM JIaH-

HOIro nmanucHTa

3aMHTEPECOBAHHBIX CTO-
POH J10 IPUHATHUS UX B
KauecTBE KIMHUUYECKOTO
CTaHaapTa

«Hert rpaaa-
U
(HI')

JIaHHBIN YPOBEHBb IPUMEHSETCA B TEX CIIy4asiX, KOrJa B OCHOBY PEKOMEH/1a-
LMY YKJIAAbIBACTCS 34PABBIM CMBICII UCCIIEI0BATEIA-IKCIIEpTa WIK TOI1a, KO-
rna oocyxaemas TeMa He JIOIyCKaeT aJleKBaTHOTO MPUMEHEHUS CUCTEMbI
JIOKAa3aTeJIbCTB, UCIIOIb3YEMBIX B KIIMHUYECKOM IPAKTUKE.

Tab6numna 2. Onenka kauecTBa J0Ka3aTeIbHOM 0a3bl
(cocraBiieHa B COOTBETCTBUHU ¢ KIIMHMUeCKUMU pexkomeHaanusamMu KDIGO)

KauecTBO 10Ka3aTEILHOM 02361 3HayeHHne

A — BBICOKOE DKCIepThl YBEPEHbI, UTO OXHUIaeMbIil 3PQeKT OIM30K K

pacCYUTBIBACMOMY

B - cpennee DKcIepThl MOJaratoT, 4To OXKuaaeMblid 3(dekt Oau30K K
paccunTbiBaeMOMy 3(P(EKTy, HO MOXKET U CYIIECTBEHHO
OTJIMYATHCA

C — Hu3koe OsxumaeMblil 3PHEKT MOKET CYIIECTBEHHO OTIMYATHCS OT

paccuuThiBaeMoro ¢ dexra
Osxunaempiii 3pPexT oueHb HEONpeneTICHHBIH U MOMKET
OBITh BEChMa JIAJICK OT PACCUUTHIBAEMOTO

D — Ouenn Hu3Ko€

*  Mertoabl, ucnosb3yemble 1JIs1 GopMyTHPOBKH pekoMeHaanmii: KoHceHcyc akcnepToB




2. Tabnwuma 3. OnpexneneHue, STUASMHOIOTHS

Onpeodenenue

Pexomenoayus 1. Bonesur MuHMMAaIbHBIX H3MeHennit (BMHW) — 3T0 HenpoaudepaTUBHAS
rJIOMEPYJIONaThs, He UMEIOIask KaKuX-1100 MOpP(OIOTHIECKUX KPUTEPUEB IIPH CBETOBOM
MHUKPOCKOIHH, 00YCIIOBJICHHAs MOBPEXKACHUEM (MMMYHHBIM HJIM HEUMMYHHBIM) TTOIOLIUTOB
(momonMTONaTHUs ), KOTOPOE TUArHOCTUPYETCSA UCKITIOUUTENBHO IPU YIABTPACTPYKTYPHOM aHa-
nu3e B BUAe 1u(Py3HOrO CIUSHHS HOKKOBBIX OTPOCTKOB MOJOLUTOB. [loBpexkaeHne moaomnu-
Ta onpenenseT popMupoBaHue B KIMHHKE 3a001eBanust HedpoTrueckoro cunapoma (HC).

Inuodemuonozun

*  BMMU cocrasmuster 76,6 % Bcex MOP(HOIOTHUECKUX BAPHAHTOB MEPBUYHOIO TIIOMEPYIIOHE-
¢pura (I'H) y nereii.

* HawulombIuas BCTpe4aeMoOCTh Y A€TEi paHHEro BO3pacTa.
BMMU uyaie otmedaercst y MaJb4MKOB B COOTHOLIEHUU 2: 1
Bo3MmoxHBI cemeiinbie GpopMbl, 00YCIIOBIEHHBIE MYTAllMsIMU T€HOB CTPYKTYPHBIX OCIIKOB
MIOJIOLUTA.

* PeuuauBoB B TPaHCIIAHTATE HET.

3. Tabnuna 4. Knaccugukamus, STHOIOTUS

Knaccugukayusn

* IlepBuunasa (mamonarnyeckas) MU

OCHOBOI pa3BUTUS HUIMONATUYECKOTO HE(YPOTHUECKOTO CHHIpOMA y JAeTeil sBJseTcs Iuc-
¢byHkuus T-KIeTO4HOro 3BeHAa MMMYHHOM CHUCTEMBI WM reHeThdeckue myrtamuu. OgHako
BMMU moxet ObITh acCOLMUPOBaHA C MHOXKECTBOM JIPYTUX MATOJOTHUECKUX COCTOSIHUN TaKHX,
KaK aJuIeprusi, OHKOIIATOJIOTUs, JICKAPCTBEHHBIE BO3ACHCTBHUS.

* T'enernuecku od0yciaoBiaenHass BMMU (renb):

o Illenesoit nuadparmel u nuTockenera nogouutoB — NPHS1, NPHS2, TRCP6, CD2AP,
ACTN4, INF2, MYH9, MYOI1E

®ochonunasel — PLCE]

['momepynspHoii 6a3anbHON MemOpanbl — LAMB2

®axTopoB Tpanckpunuuu — WT1, LMXIB

JInzocomusbix 6enkoB — SCARB?2

MuroxoHapuanabHbIx 6enkoB — COQ2

[Tocpennuka pecrpykrypuzauuu JJHK-nykineocomsl - SMARCALI

O O O O O O

* Cocrosinus, acconuupoBannsie ¢ BMU

AJteprus:
IIsuena
I'pu6s1
Koposbe Monoko
JlomaniHsist blIb
VYKychl 4el1, Meays3
[llepcTh KOWKU

JlekapcTBeHHbIE NIpenaparhbl:
Hecrepounanble NpoTMBOBOCIIAIUTEIbHBIE IIPETIAPATHI
AMOUIWIUTHH
IIpenapatel 3010Ta
IIpenapatsl nuTus
PryTh-conepaxaiye npenaparsl
Tpumerannon




3/10KkavYecTBEeHHbIE 3200/ 1eBAHUS
bone3nr XomkkruHa
HexomxkuHckas mumdoma
Pax ToncToi KUIIKu
Kapunnoma nerkux

Apyrue:
Bupychnas undexuuns
Bonesns Kumypsl
CaxapHblil tuader
Muacrenus ['paBuca
Baxkiunanus

Mexanuszm pazeumusn

Cnenyet paccmaTpuBath JBa MeXaHu3Ma pa3sutusi bMU:

HmmyHnoonocpedosannuwiii:

B Hacrosiee BpeMsi HCCIIEOBAHUS N VIVO U in Vitro IpoJAeMOHCTPUPOBAIH BBICOKYIO aK-
TUBHOCTh T-TMM(OIMTOB B OTBET Ha aHTUICHHYIO CTUMYJIALMIO. B mocneayromem mpouc-
xoaut nuddepeHnupoBka T-KIETOK ¢ MperuMyIIecTBEHHbBIM oOpa3oBanueM Th2, skcmpec-
cupyromux IL-4 u IL-13. Bonee toro aktuauus NFkB TpanckpunimoHHOro (axkTopa
Habmogaercs npu Beex ciaydasx peuuanBoB HC npu BMU. Auraronucrom NFkB sBrnser-
cs IkB, KoHIIeHTpauss KOTOPOTo MO/ BIUSHUEM IIFOKOKOPTUKOMIOB yBEIHUUUBaeTCs. D¢h-
(exTUBHOCTH puTyKcuMaba mpu aeuennn BMU npeanonaraer posis B-kieTok B marorene-
3¢ BMU.

HeumMMyHHBII:

CrpykTypa HOZOLUTA U3MEHSETCS B Pe3ysIbTaTe U3MEHEHUS! CTPYKTYPHBIX OCJIKOB IMOJO-
LUTOB, 00YCJIOBJICHHOE MyTauusMu reHoB. /1o 66% ciydyaeB HC Ha nepBoM rojy Ku3Hu y
nereit cocrapiseT renerruuecku odycnosneHHslii HC. Yacrora renernueckux ¢opm HC y
nereit npu uauonarudeckom HC nHemsBectHa. OnHAKO ClieAyeT HOMHUTH MOpQoIoruye-
ckuil quarno3 BMU y neteit ¢ renernuecku oOycnoBieHHbIM HC HOCUT TpaH3UTOpPHBIN
XapakTep, Tak Kak B nociuenyromeM oH TpaHcopmupyetrcs B @CI'C. HenmmyHHBIN Xa-
paxtep ¢popmupoBanuss BMU onpeznensier pa3BUTHE CTEPOUI-pe3UCTEHTHON Gpopmbl BMU.

Tabnuua 5. Knuanyeckas kapTuHa

Knunuueckasn KapmuHa

Kinunnueckum cungpomom BMMU sBasiercss BHe3anHo paszBuBmuiicss HC. OtsaromeHHbIi
aJJIEProJIOTMYECKU aHaMHEe3 U ajljleprudyeckue npossieHus y aereit ¢ BMU nabmonaror-
csi B 30-70% ciydaeB B omiiMmuMe OT Apyrux ¢Gopm riomepyionedppura. TpurrepHsIMu
¢dakxropamu moryt 66T OPBU, nerckue nunekunu, aTonnyeckue peakiuy.

ApTtepuanbHasi TUIIEPTEH3Us HAOII0AaeTCsl KpaifHe peIko M XapaKTepu3yeTcs KpaTKoBpe-
MEHHOCTBIO. [loBbIIIEHNE apTepuabHOrO AasieHUs npu bMMU cBa3aHO ¢ KOMIIEHCATOP-
HBIM MEXaHHM3MOM Ha BBIPAXKCHHYIO IMIIOBOJIEMUIO. [Ipy pe3koi rHI0BOIEMUN BO3MOXKHO
pa3BUTHE HEPPOTUYECKOTO KpH3a C OOJSIMH B )KMBOTE, KOKHOW 3PUTEMOM U CeplIeHHO-
COCYJUCTBIM IIOKOM C LUPKYJISATOPHON HEAOCTATOYHOCTHIO.

Teuenne BMU nenutcst Ha 0cTpOE ¢ UCXOA0M B CTOMKYI0 pemuccuio (20-30%), perunu-
BHpYIOIIEE U YacCTO peluaAnBUpYIoliee TeueHue. [1o OTHOMIEHHIO K CTEpOUIHON Tepanuu
BBIICJIAIOT CIICAYIOIINC q)OpMLI: CTCPONIIYBCTBUTCIIbHAA, CTCPOUA3aBUCUMAA U CTCPO-
UAPE3UCTCHTHAS.

S. MIPUHOUIIBI IMATHOCTHUKHA




5.1. Pexomenoayua 2. ]luarno3 BMMU ycranaBiuBaeTcsi Ha OCHOBAHUM KIJIMHUKO-
nabopatopHoii kapTuabl HC U GBICTPOMY MOJIOKUTEIBHOMY OTBETY Ha CTEPOUIHYIO Te-
parmuto (HI'). Mopdonorudyeckast TUarHOCTHKA SIBJISIETCSI pe3€PBHBIM METOJIOM TpHU aTu-
IIMYHOM KIIMHUYCCKOM OTBETC HaA TepaHI/IIO.

Tabnuua 6. Mopdonornueckue kpurepun BMU

Csemogaa mukpockonusa:

Ha cBeroonTuueckom ypoBHe — npu BMU kiyGouek BBITTISAUT HE MOBPEXKICHHBIM,
MHOI'/Ia MOXXET MPUCYTCTBOBAaTh MUHUMAJIbHAs Me3aHTHaibHas mponudepanus (10 3-x Kie-
TOK), YTO CO3JaeT TPYAHOCTH B Au(QepeHIHranud ¢ MUHUMAIbHBIMU H3MEHEHUSMHU INpU
ME3aHTHONPOIU(EepaTUBHOM TIIoMepyJoHedpuTe. Y aereil ¢ yactopernuauBupyrommm bMU
HEKOTOpbIE KIIyOOUKH MOTYT ObITh HHBOIOTHPOBAHBI.

Knerku kaHanpieB WHOWIBTPUPOBAHBI O€NKaMHU M JUNHIAMH HU3-32 yBEJIUYEHHOU
peabcopbuuu. Hannuue arpopuu u GubOpo3a KaHaIbLEB JAODKHBI BbI3BATh MOJ03PEHUE HA
HaJInyKe (HOKaIbHO-CETMEHTAPHOTO TIIOMEPYJIOCKIIEPO3a.

Hmmynozocmoxumus:

[Ipy MMMYHOTMCTOXMMUYECKOM HCCIEAOBAHUU OTMEYACTCS OTCYTCTBUE OTJIOKCHUS

MMMYHOTJIOOYJIMOHOB M KOMIIOHEHTOB KOMILJIEMEHTA.
INeKmpoHHAA MUKPOCKONUA:

Juddy3Hoe «criaakuBaHHE» HOXKEK MOJOLUTOB SBISETCS TUCTOJIOTMYECKHM MapKe-
pom BMMU nipu codeTaHuy ¢ BBILIEU3I0KEHHON CBETOBOM MHUKPOCKOIIMEW U UMMYHOTHCTOXM-
MHYECKUM UCCIIETOBAHUEM.

5.2. Pexomenoauun 3. Knuanyeckas guarHoctuka uauonatudeckoi bMMU nmomkna
6asupoBathcs Ha pazputun HC y nereit paHHero u I0MKoIsHOTO Bo3pacta (HI)

* Hanuune B anamHe3e cocTosiHui, accouunpoBanHbix ¢ BMU (tabu. 4) u pannuii Bo3pact
ne6rora HC cnenyer paccmarpuBath Kak (pakTopsl onpeaesstomue pazsurue bBMU.

* Pasurue HC Ha mepBOoM rojay *H3HH M B IOJAPOCTKOBOM BO3pacTe JIOJKHBI HACTOPO-
JKUTh Bpaya B MOJIb3Y TreHeTrnuecku o0ycnosnenHoro HC win npyroit mopdosornueckoit
¢dopmsr HC.

6. JUOPEPEHIIMAJBHAA JTUAT'HOCTHUKA

6.1. Pexomenoayua 4. JlupdepeHManbHyl0 TUArHOCTUKY HPOBOJAT C JAPYTHMH
dopmamu I'H, neGrotuposaBmme HC (HI). Juddepenimanbias TUarHOCTUKA MPOBO-
JAUTCSL B CIydaW pPa3BUTUS CTEPOHMI-3aBUCUMON M CTEPOMI-PE3HCTCHTHON (OPMBI
HC.(I/B)

6.2. Pexomenoayusn 5. Kiinandeckue nposisnenust bMU He pasnngarorcs npu uamo-
NaTMYECKOM UM BTOPUYHOM BapuaHTax 3aboseBanus. B 3Toi cBsa3u auddepeHnmranbHas
JMAarHOCTHKA 3THX (OPM JOJDKHA 0a3MpOBATHCS HA MCKIIOYEHUU BCEX BO3MOXKHBIX BTO-
puunbiX puund bBMU (ta6n.4) (HI).

6.3. Pexomenoauyus 6. JletanbHoe Mopdororuueckoe HMCClIeI0BaHUE TKAHH MOYKH,
BKJIIOUAOIEe B c€0s1 CBETOBYIO, HMMYHOTUCTOXUMHUYECKYIO U DJIEKTPOHHYIO MUKPOCKO-
MIUIO SIBIISIETCS 00s13aTeNbHBIM AJis Auarnoctuku bBMU (HT).

7. JJEUEHUE
7.1. Jleuenne mepBoro 3nu3oaa crepoua-4yBcrsuTeabHOro HC npu BMU (HI)

Pexomenoayusa 7. lpu pazsutuun HC y nereii 10 roga 10 Hauajaa KOPTHKOCTEPOUIHOI Tepa-
MM cjleyeT NPOBOAUTHL Heppoduoncuio.

Tabnuua 7. Jleuenune nepsoro snuzona crepoua-uyscrsurensHoro HC npu bMU



Pekomenoayua 8. KoptukoctepouHasi Tepanus (MpeJHU30I0H) Ha IEPUO] HE MeHee 12
Henens (1B).

Pexomenoayusn 9. llpuMeHATh IPEIHNU30JI0H BHYTPb €KEAHEBHO B OJWMH WU JBa IpUeMa
(1B) B HauanbHOI 103¢ 60 Mr/M>/244 wimm 2 Mr/kr/244, MakcuManbHO 10 60 Mr/244 (1D).

Pexomenoayus 10. HazHauaTh NpeAHU30J0H BHYTPb €KEAHEBHO B TeueHUE 4-6 Henenb
(1C), ¢ nmocnenyroumM NepexoaoM Ha IpUEM Ipernapara yepe3 JeHb (AIbTePHUPYIOINN
npueM), HauuHas ¢ 1036l 40 Mr/M” mia 1,5 Mr/kr (makcumyMm 40 Mr uepes JeHb) B OJIUH
npuem (1D) B Teuenue 2—5 mecsiieB, ¢ TOCTENIEHHBIM CHUKEeHHEM 036l (1B).

HomaepxkuBarimas Tepanus

Pexomenoayun 11. He npuMeHATb CTaTUHBI JJI1 KOPPEKLMU THUIPEIUNUAEMUM U HE
npuMeHaTh MAIID nnu BPA y HOpMOTEH3UBHBIX MALMEHTOB JJIsl CHU)KEHUS NPOTEHUHY-
PHHM IIPU JICYSHUH TIEPBOTO 313012 HeppoTuueckoro cunapoma npu bMU (2D).

Tabmuma 8. KopTukocrepoujgHas Tepanus y JeTell € PEAKMMH pPELUIUBAMU  CTEPOU-

7.2. Jleuenne penuausupyromeii popmst HC npn BMH.

7.2.1. KoprukocrepounHas Tepanus y J€T€d € pEAKUMH peUHIUBaMH  CTEPOUJ-

qyBCTBUTENLHOro HC npu BMU.

gyscTtBUTENpHOro HC npu bMU

Pexomenoayun 12. 'Y nereit ¢ penkumu peungusamu CHHC npoBoauth neueHue npen-
HH30JI0HOM B 7103€ 60 MI/M> Wi 2 MI/KT (MakcumanbHO 60 Mr/244) B OIMH WU JIBA MPU-

eMa JI0 TeX Iop, MoKa He Oy/leT KOHCTaTUPOBAaHA IOJIHAS PEMUCCHUS B Te€UeHue 3 aHel
(2D).

Pekomenoayusa 13. Ilocne 1OCTUKEHUS] PEMUCCUN Ha3HAYAETCs MPEIHU30JI0H B J103€ 40
Mr/mM” mi 1,5 Mr/kr (MakcuManbHO 40 M) yepe3 IeHb B TEUCHHE KAK MHHEMYM 4 Heaemb

(20).

Tabmuuma 9. KoprukoctepouaHas Tepamnusl y AET€d € 4acTO-pEUUAMBUPYIOIIMMHM U CTEPOU-

7.2.2. KoprukoctepougHas Tepanus y AETed C YaCTO-PEUUAMBHPYIOIIAMH W CTEPOH/I-

3aBUCHMBIMH (popMaMu CTEPOUI-4yBCTBUTEIBHOrO HC mpu BMU.

3aBUCUMBIM opmamu cTepou-uyyBcTBuTesnbHoro HC npu bBMU

Pexomenoayusa 14. 1lpu peruausax YP u C3 CUHC na3zHauath npeaHU30JI0H €KE/IHEB-
HO JI0 T€X MOp, MOKa MOJIHAasi peMuccHs He OyJIeT KOHCTaTUPOBaHA B TEUCHUE HE MEHee 3

JHEH, U 3aTeM NPEJHU30JIOH B PEKUME Yepe3 J€Hb B TEUEHUE HE MEHEE UeM 3 MecsLEB
(20).

Pexomenoayusa 15. Y nereit ¢ UP u C3 CHHC na3zHauath NpeHU30JI0H B PEKUME Yepe3
JICHb B HAMBO3MOXXHO HU3KHUX J103aX, HEOOXOAMMBIX JJIsl TOAIEPKAHUSI PEMUCCHH, BO H3-
OexkaHue cepbe3HbIX M0O0YHBIX P dexToB (2D).

Pexomenoayusa 16. Y nereit co C3 CHHC nns mopnep:kaHus peMHCCHM Ha3HAauyaTh
MPETHU30H €KEJIHEBHO B HamOoOJee BO3MOXKHBIX MEHBIIHX 033X, HEOOXOTUMBIX IS
MOJIICP KaHUSI pEMHUCCUU 0€3 Cephe3HbIX MOOOYHBIX APPEKTOB B TE€X CIIydasx, KOTJa pe-
XKHUM IIpueMa uepes aeHb He 3 dextuBen (2D).

Pexomenoayuna 17. Y nereit ¢ UP u C3 CUHC, nonyuarommx NpeaHu30JI0H B PEKUME
Yyepe3 JeHb, Ha MEPHUO/I SMU30/10B PECIIUPATOPHBIX U APYTHX WHEKIUI Ha3HAYaTh Mpe-
HU30H €XKETHEBHO, C IIEJIbI0 YMEHBIIeHUs pucka odoctpenuii (2C).




7.3 Jleuenne YP u C3 CHHC kopTHKOCTEpONA-cOeperalumMy npenapaTramMmm.

7.3.1. Ankwiupyroue npenaparbl NpU JIEYEHUH YacTO-pEeLHAUBHPYIOMIEH W CTEPOHI-
3aBucuUMOl Gopmbl CTEPOUA-IYBCTBUTEIBHOIO HC nmpu BMU.

Tabnuua 10. ATKuIupyromuye npenapaTsl Ipy JICYEHUH 4acTO-pPeUANBUPYIOIIECH U CTEPOULI-
3aBUCUMOIl popMBbl CTEPOUA-IYBCTBUTEIBHOIO HC

*  Pexomenoayus 18. Hasnauath ctepoun-cOeperaroniye npenapatsl y nereit ¢ YP u C3
CYHC B Tex cimyuasx, Korja pa3BuBaroTCs Mo0oyHbIe 3P (HEKThl KOPTUKOCTEPOUTHON Te-
pamuu (1B).

*  Pexkomenoayusn 19. Ilpu YP (1B) u C3 (2C)CHHC ucnosib3oBaTh B Ka4eCTBE CTEPOU-
cOeperaromux npenapaToB aJKUIMPYIOUUE areHThl — HuKIohochaMu wim XiaopamoOy-
T

*  Pexomenoayus 20. Haznauyate nukinodocpamun B no3e 2 mr/kr/24u B Teuenue 8-12
Hezenb (MakcuMannbHast KyMmyssiTuBHast 103a 168 mr/kr) (2C).

*  Pexomenoayus 21. He HaunHATh Tepanuio nukiodochamMugoMm 10 Tex mop, mnoxka He Oy-
JET TOCTUTHYTa PEMHUCCHUS C TIOMOIIbIO KOPTUKOCTEpoua0B (2D).

*  Pexomenoayusa 22. Haznauats xnopamOymun B gose 0,1-0,2 mr/kr/24u B TedeHue 8

Hezenb (MakCcUMalbHas KyMyJIsITUBHas 103a 11,2 MI/Kr) B KauecTBe ajlbTepHATHBBI LIUK-
nopochamuay (2C).

*  Pexomenoayusa 23. He npoBOAUTH BTOPOH KypC JIKWIIMPYIOLIUX Ipenaparos (2D).

7.3.2. JleBamu3o0m IIPU JIEYEHUU 4acTO-PEIUANBHUPYIONIEH U CTEpOHI-3aBUCUMON (hopma CTEpO-
na-4yBcTBUTENBLHOrO HC nmpu BMU.

Tabnuma 11. JIeBamuzou MPU JI€YEHUU 9aCTO-PEUUINBUPYIOIIEH U CTEPONI-3aBUCUMOI (POPMBI
crepou-uyBcTBUTEIBHOrO HC.

*  Pekomenoayusn 24. 1lpu neuennn YP u C3 popmer CHHC (1B) Ha3HAUYaAIOT JI€BAMU30JI B
no3e 2,5 Mr/kr uepe3 jaeHb (2B) B Teuenne kak MmuauMyM 12 mecsnes (2C), Tak Kak y
OOJBIIMHCTBA JETEH MPU OTMEHE JIEBAMU30J1a BOSHUKAIOT PEIU BB

7.3.3. MuruOutops! KanbUuHEeHpuHa (UKIOCHOPUH WM TAaKPOJIUMYC) NPU JCUYCHUU 4Ya-

CTO-PELUANBHPYIOMEH M CTEpOMI-3aBUCHUMON (POpMBI CTEPOUA-YYBCTBUTEINBLHOTO HC mpu
BMU.

Tabnuua 12. UHruGuTOpsl KaubuuHeprHa (IUKJIOCIIOPUH WM TaKPOJIUMYC) MPH JICUCHUH Ya-
CTO-PELUIUBUPYIOLIEH U cTepoua-3aBucumMoit popmel crepona-ayBcreurenbHoro HC (1C)

*  Pekomenoauusn 25. [IpuMeHsTh IUKIOCTIOPUH B HAYAJIBHOU 03¢ 4-5 Mr/kr/244 B 1Ba
mpuema (2C).

*  Pexomenoauyus 26. IIpuMeHsATs TaKpOIMMYC B HauaiabHOHM f03e 0,1Mr/kr/244 B 1Ba npue-
Ma BMECTO LMKJIOCHOPHHA B CIyyae BBIPAKEHHBIX KOCMETHUYECKUX MOOOYHBIX 3(PPEKTOB
nukiocnopuna (2D).

*  Pexomenoayus 27. MOHUTOPUPOBATH KOHIIGHTPALUIO HHTHOUTOPOB KaJbIIMHEHpPHUHA
(KHWN) nns ymensmenus TokcuaHoctu (HT).

*  Pexomenoayua 28. Hasznauate KHIM B TeueHne kak MuHuUMyM 12 MecsueB, Tak Kak y




6onpmHcTBa Aeteil npu otmene KHU pazBuBatorcs o6octpenus (2C).

7.3.4. Muko(deHoIaThl IPU JICYCHUH 4acTO-PELUIUBUPYOIIEH U CTEPOUI-3aBUCUMOM (HOPMBI
crepoua-4yBecTBUTENIBHOrO HC mpu BMU.

Tabnuna 13. MukoheHoIaThl P JISYCHUH 4aCcTO-PEIUAMBUPYIOLICH U CTEPOU/I-3aBUCUMOil popMa
crepou-uyBcrBuTenbHoro HC (2C)

Pexomenoauun 29. Haznauate MMO® B HauansHOM 103¢ 1200 Mr/M*/244 win MK HagassHOM
03¢ 720 Mr/M B [Ba TpHEMa B TCUCHHE KaK MUHMMYM 12 MecsIeB, Tak KaK y GONBIIMHCTBA
nereit mpu otmene MM® pazBuBatorcs peruaussbl (20C).

7.3.5. Putykcumal TpH JICUEHUU YaCTO-PELUIUBHUPYIOIIEH U CTEPOMI-3aBUCUMON (HOPMBI
crepoua-ayBcTBUTENBHOTO HC mpu bBMMU.

Tabnuna 14. PurykcuMal mpu JICYSHUH 4acTo-pPElUANBUPYIONIEH U CTEPOHI-3aBUCUMOM (HOPMBI
CTepOMA-9yBCTBUTEIHHOTO HC

*  Pexomenoauyusn 30. Ilpumensats puTykcumad Toabko y Tex aereid co C3 CHHC, y koro
YacThle PeLUANBBI BOSHUKAIOT, HECMOTPS Ha IPUMEHEHHUE ONTUMAIbHBIX KOMOMHAIHI
MPETHU30JI0HA U KOPTUKOCTEPOUA-COEPETAIOIINX MIPENapaToB, UM Y T€X, y KOr0 pa3BU-
BAaIOTCS cepbe3Hble M0O0UHbIe 3P dekThl 3ToH Tepanuu (2C).

Pexomenoayusn 31. He ucnoib30BaTh MU30pUOHH B KaU€CTBE KOPTHUKOCTEPOUI-COCPEraroIIero
npenapata npu YP u C3 CHHC npu BMU (2C).

Pexomenoayusa 32. He ucnoJib30BaTh a3aTHOIIPUH B KAU€CTBE KOPTHUKOCTEPOUI-COCPETatOIIEero
npenapata npu YP u C3 CHHC npu BMU (1B).

7.4. Iloka3anus Kk HeppoOnoncum y aereit co CHHC npn BMHU.
Pexomenoayusn 33. llokazanusimu y 6uorncuu nouku y nereit ¢ CHHC sBnsitores (HI):

* oTcyTCcTBHE 3(pPeKTa mpu peuanBax rMocie NepBoHAYaILHOI0 OTBETa HA KOPTHUKOCTE-
pOUJIBL;

* BBICOKMI MHAEKC MOJ03PEHUS B OTHOLLIEHUH HHOM OCHOBHOM IMMATOJIOTUH;
* yXyauieHue GyHKLIUY MOoYeK y neTeid, norydaronmx KHU.
7.5. JIeuenne crepoua-pesucrentHoii popmbl HC npu BMHU

Pexomenoayusn 34. Onenka nereii co CPHC: neuenue npoBouTh KOPTUKOCTEPOUAAMU KAK MU-
HUMYM 8 HEZlENb, IPEXK/IE YEM KOHCTaTUPOBATh CTEPOUI-PE3UCTEHTHOCTH (2D).

Pexomenoauyusa 35. Ina ouenxku gereii co CPHC tpedyercs (HI'):
* TUarHOCTUYeCcKask OUOTICHSI TOYKHY;
* orienka ¢yHkiuu modek no CK® u pCKD;
* KOJTMYECTBEHHAsI OIICHKA SKCKPEIUU OelKa.

Taonuua 15. Pexomennauuu 1o jieuenunro CPHC

*  Pexomenoayus 36. Vicnonb30BaTh MHTHOUTOPHI KaJbIIMHEHPHUHA B KAUECTBE WHUIHAIIb-
Hoi Tepanuu y nereit co CPHC (1B).

*  Pexomenoayus 37. IlpoBoauts Tepanuto KHU B Teuenne kak MUHUMYM 6 MecsLIEB, U
IIPEKPALLATh €€, ECJIM K 3TOMY BPEMEHH HE JOCTUTHYTa YACTUYHAs WM [1OJIHAs PEMUCCHS
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npotennypu (2C).

*  Pexomenoayus 38. Ilponoxuts Tepanuto KHU B Teuenne kak MuUHUMYM 12 mecs1ieB,
eciy uepe3 6 MecsIeB TOCTUTHYTa XOTs Obl yactuuHas pemuccus (2C).

*  Pexomenoayus 39. KoMOMHUPOBATH TEPANUIO MAJIBIMU J103aMU KOPTUKOCTEPOUIOB C
tepanueit KHU (2D).

*  Pexomenoayus 40. Ilposoauts nedenne uAIID wim BPA netsm co CPHC (1B).

*  Pexomenoayus 41. Ilpu Beicokoil aktuBHocTu CPHC cnenyer ncnonab3oBaTh MysbC-
Tepanuio metunnpeaau3ononom (MII) B coueranuu ¢ KHU:

cxema Bajabjao

Henens MII 30 mr/kr  Ilpegnmusonon  IlukiaocnopuH A

B/B
1-2 3 pa3a B Hee- - -
10
3-8 1 pa3 B Hene- 2 MI/KT gepe3 6 Mr/kr/244
10 JICHb
9-29 - 1 Mr/kr uepes 3 Mr/kr/24q
TIeHb
30-54 - 0,5 mr/kr gepe3 3 Mr/kr/24q
JICHb

Y nereii, He focTurmux pemuccuu Ha repanun KHU:

*  Pexomenoayusn 41. Vicnons3zoBatb Mukodenonata moderui (2D), BrICOKHE 103bI KOPTHU-
Koctepoua0B (2D) ninu komOuHaIMIo 3THX HpenapaTos (2D) y neTeii, He JOCTUTTIMX
II0JIHOM My yactuuHoi pemuccun Ha KHU u kopTukocteponax.

*  Pexomenoayus 42. He HazHayaTh nukjaopochamun neram co CPHC (2B).

*  Pexkomenoayusn 43. Y naliieHTOB ¢ peMIMBOM He()POTHYECKOI0 CHHAPOMA MOCIe
AOCTHKEHUS MOJHOH peMHCCHH BO300HOBUTH TEPANHUIO C HCIOJIb30BAHHEM O/IHOI
u3 caeayromux cxem (2C):

* KOPTUKOCTEPOU I BHYTpPH (2D);

* BEPHYThCSI K TOMY HIMMYHOCYIIPECCUBHOMY IIpenapary, KOTOpbIi paHee ObLI
s dextuser (2D);

* MCIOJIH30BATh AIBTEPHATHUBHBII KIMMYHOCITYPECCUBHBIN Mpenapar Juis

YMEHBIIEHUSI KyMYJISITUBHOM TOKCUYHOCTH (2D)

7.6. UmmyHnusanus y gereit c CHHC

Pexomenoayun 44. JIna yMeHbIIeHUs] PUCKa cepbe3HbIX HHpexkumii y gereid ¢ CHHC cie-
ayer (HI'):

¢ IpOBOAUTH ACTAM HPOTUBO-IIHCBMOKOKKOBYH0 BAKIITUHAIIUTO.

¢ IPOBOJUTH BAKIIMHAIIUIO IIPOTUB I'pUIITIa CIKETOAHO ACTAM, U BCEM, KTO IIPOKUBACT C HU-
MK COBMECCTHO.

* OTJIOXKUTHh BAKIMHAIMIO KUBBIMHU BaKIMHAMU 10 TEX TOp, MOKa /103a MPEIHU30JI0HA HE
Oynet camwkena a0 1 mr/kr/24q (<20 mr/»44d) unm 1o 2 Mr/kr yepes aeHb (<40 mr uepe3
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JICHBD).

* OKUBbIE BaKIMHBl IPOTHUBONOKA3aHbl JAETAM, IOJYYaOLUM KOPTUKOCTEPOM-
cOeperaromye IMMYHOCYTIPECCUBHBIE TIPENapaThl.

* JUI yMEHBIICHHUS pUCKAa MHOUIIUPOBAHMS JETEH C MMO0JaBJICHHBIMA UIMMYHHTETOM HMMY-
HU3UPOBATH 3J0POBBIX JIULL, IPOKUBAIOLIUX COBMECTHO C JE€TbMHU KUBBIMU BaKIIMHAMU, HO
o0ecrneynTh OTCYTCTBHE KOHTAKTa JETEeH C BBIIEICHUSMH MOYEBOH, MUIIEBAPUTEIBHON U
JBIXaTEJIbHOM CUCTEM BaKLIMHUPOBAHHBIX JIMI] B T€UEHHUE 3-0 HEAEIb II0CIIE BaKLIMHALMY.

* [IpU KOHTAKTE C BETPSIHOW OCIION — HE IIPUBUTBIM JETAM, I0JIy4arOlUM UMMYHOCYIIpEC-
CaHTBhI, IPU BO3MOXXHOCTH HAa3HAYATh MPOTUBO30CTEPHBI UMMYHOTJIOOYIIHH.

8. [Iporno3

IIporuno3s B nenom, npu bMU npyu Hanu4uu 4yBCTBUTEIBHOCTU K KOPTUKOCTEPOUIAM, OTHAJICH-
HBIW MPOTHO3, KaK MPaBHJIO, OJIaroNnpHUsTHBINA, U Yy OOJIBIIMHCTBA JeTel MalMEeHTOB Pa3BUBACTCA
cToiikas pemuccus. [IporHo3 B OTHOIIEHHH MOYEUHON (DYHKIIMU TaKKe OJIaronpusTHBIH.

* B nenom, npu bMU npu Hanu4yuu 4yBCTBUTEIBHOCTU K KOPTUKOCTEPOUIAM, OTAAIICHHBIN
IIPOTHO3, KaK MPaBUIIO, OJIAarONPUSATHBIN, U Yy OONBIIMHCTBA JAETEH MAaIMEeHTOB pa3BUBACT-
cs1 croiikast pemuccusi. [Iporuo3 B OTHOLIEHUH OYEYHON (PYHKINHU TAK)Ke OJIaronpusT-
HBIH.

¢ daktopamu HEOIArOMPUSTHOTO MPOTHO3A SIBISFOTCS HATUYHE TCHETUYECKU 00YCIIOBIICH-
"Horo bMMU.
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