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UHbekumna moueBbIBOOALLUX
nytemn y pebeHka. TakTuka
neguartpa

LecTtepukoB Hukonait BukropoBuy

Bpay Hedoponor, Hedp rBY3 «Arkb um. 3.A.

ot
Bawnsieson A3M»

AccucTeHT kacdeapsl neguatpum ®YB rbY3 MO MOHUKU um. M.®.

TepmMmuHoOnorusa

MuenoHedpur (N10-N12) -  Hecmeumdwnuecknn
MHPEKLMOHHO-BOCMANITE/IbHBIV  Mpolecc B Tybyno-
WHTEPCTULMANbHOW TKaHW W cobupaTesbHOW cucTeme
noYKkmn

Uuctur (N30) - Hecneuuduyeckmn  MHPEKLMOHHO-
BOCMa/JIMTE/IbHbI  MpoLecc B  CAM3UCTOM  MOYEBOrO
ny3blps,  COMPOBOXAAIOLWIMIACA  HapyLUeHWem  ero
byHKLMA

Yperput (N34) - Hecneuuduueckoe BoOCMnaneHue
CIN3UCTOWN MOYENCyCKaTeIbHOrO KaHana

UHdekumsa mMoueBbiBogAwmx nyrtern (N39) -

Bnagumupckoro nHbEKLMOHHOEe BOCMaNeHe MOYEBbLIBOAALLMX MyTel 6e3
BOBJIeYEeHUA B NpoLecc TKaHW noyek
MMaBHBIN BHEWTATHLIA 4 Vi cr T Hechp M3 MO
BaxkTepuypwus Anupemuonorua UMC

#100.000 n 6onee KOE/Mn npu cbope B
CTEPWIBHYIO ~ €MKOCTb  Mpu  CBOGOAHOM
MoueuncnyckaHum

Ana peteii go 1 roga: 50000 KOE/mn ans E. coli,
10000 KOE/mn ans Pr. vulgaris

10.000 » 6onee KOE/Mn npu cbope ¢ NOMOLLbIO

KaTeTepa
JNro60oe uncno npu HagI06KOBOV NYHKLUK
Pocr accoumnauum MUWKpPOOPraHM3MoB:

XPOHUYECKUA  Mpouecc /vMbo  MOrpelHoCcTb
cbopa

BospacTt YacTtota (B % |Mon
K nonynsiuuun) |(M:2K)

HepnoHollueHHble 4-25 1.5 210
HOBOPOXAEHHbIE

[oHOLLEHHbIE 1,0 1./ 24,0
HOBOPOXOEHHbIE

[ oLwKOnNbHbIN 1758850 1.2 170
LLIkonbHbIN 1.2 7243 (30
[etopogHbin 3,0-5,0 1:50

PacnpoctpaneHHocTs MMC B peTtckom Boapacre: 5,6 - 27,5 Ha
1000 (cpepHee 3HayeHue 18 - 22) (H.A. KopoBuHa, 2009)

dakTopbl, Npegpacnonaraowme K
BOo3HuKHoBeHuro UMC (1)

= Hannuue cTpyKTypHbIX U/MAn GYHKLUNOHANIbHBIX
aHOMa/Inii MOYEBOW CUCTEMbI, CONMPOBOXKAAIOLLMNXCSA
HapylieHWeM ypoANHAMUKMN:

» [napoHedpos (B TOM umncie, AMarHoCTMPOBAHHbIV
aHTeHaTa/NbHO)

» [y3bIpHO-MOYETOUYHUKOBBIV PedaroKC
» BbipaXkeHHbI GYMO3 y MasibuMKOB (PaHHWI BO3pacT)
» HelporeHHas AUCPYHKLMA MOYEBOrO My3bIps

> OyHKLMOHaNbHaA 0BCTPYKLIMA MOXKET BO3HUKHYTb 1 Npu
HOPMa/IbHOM CTPOEHUV MOYEBbIX MyTei

= AHOMa/iuu pasBUTUSA YpOreHUTasbHOW obnacTtu
» [y3blpHO-BAaraavLLHbIE U My3bIPHO-KMLLEYHbIE CBULLM
» YporeHuTanbHbIN CUHYC

dakTopbl, Npegpacnonaraowme K
BOo3HuKHoBeHuro UMC (1)

* PaHHMIA Bo3pacT (AeTM MnepBOro roaa >KWU3HW)
Hannuve y matepu MHPeKLMIN yporeHnTanbHOro Tpakta
BO Bpems bepeMeHHOCTH

= MNatonorus nepsoro TpumecTpa 6epemeHHOCTH

= Mon: Ao roga — ManbyMKK, C BO3pPacTOM BO3pacTaHue
4acToThbl B CTOPOHY leBOYeK

= Kpucrannypusa (okcanypus, ypatypvs,
runepkanbLuypus), MoueKameHHasn 6osesHb,
BpoxzaeHHble Tybynonatn (peHanbHbli  TyOynspHbIN
aunaos v Ap.)

= BocnanutenbHble 3a601eBaHUA HaPYXXHbIX MOJIOBbIX
opraHoB (6anaHuT, By/IbBUT, BarviHUT)

= Martonorusa XKKT - XPOHNYECKUI 3anop,
ManbabcopbLus, mapasuTapHblie MHBa3MK

= MepBUYHblIE U BTOPUYHbIE UMMYHOAEPULUTBI
(aTonuyecknin  AePMaTUT, XPOHWUYECKOEe PacCTPOUCTBO
nUTaHNs, caxapHbli Avaber)




MyT™¥ NnpoHUKHOBEHUA UHEKUUn B
moueByto cucrtemy (1)

FemaToreHHbI

% - HOBOPOX/JEHHbIE U rPyAHbIE AETYW, B rOPa3fo MeHbLUER CTeneHn —
cTapLuve aetu

# - BakTepuanbHble UH(EKLMM (PypyHKynes, omdanur,
BakTepuanbHbIi 3HOOKAPAUT, CEeNncuc 1 Ap.)

# -G+ u rpubsbl

INumdoreHHbIN
% - B3aUMOCB#A3b MM ATUYECKUX CUCTEM OPraHOB MOYEBOW CUCTEMBI
1 KMLIEYHMKa
% - B HOpMe NMMOOTTOK HaMPaBIEH OT MOYEK K KULLIEYHUKY,
Cnu3ucTas KULLEYHWKA BbIMOSHAET GapbepHyo (hyHKLIMIO
% - AnuTenbHO CyLeCTBYOLLAs AuUCnencus (guapes, 3anop), KomuT,
MHEEKUUU KMLLIEYHWMKA, HapyLLEeHe MUKPOBKOLIEHO3a KU LLEYHYKa

% - npeAcTaBUTENYW KMLLEYHON MUKPOdnopbl

MyT™¥ NnpoHUKHOBEHUA UHEKUUn B
MoueByto cuctemy (1)

Bocxoasawmn
# - AHatomuyeckas 6nm3ocTb obnacren ypeTpbl 1 aHyca
“ - KopoTkas 1 wypokas ypetpa y AEBOYKU
“ - HapyweHune mukpoburoLeHo3a Bnaranuia

% - HapyLueHue 3alnTHbIX CBOVCTB CIIM3UCTBIX MOYEBOrO
TpakTa

« - lMNpenctaBuTEenU KULIEYHOU Mukpoccnopb!

Crpyktypa Bo36yautenen BHe6onbHu4HbIX UMC
(APMMA, 2001; AAPMUC 2011 n 2018)

Staphylococcus

Pseudomonas 6% gl

Enterobacter 6%
Klebsiella 9%{ \:

Enterococcus 9% (
Proteus 9%

E. coli 57%

QMepsbii rop xu3Hu: E. coli po 90-95%

Q Hap: “ ponm E. coli

dakTopbl BUPYNEeHTHOCTU GakTepum

# ®akTtopsbl aaresum E.coli (I- n P-donmbpun (nunu), agresmH.
P-chumBpun copepkaT MaHHO30PE3UCTEHTHbIE PeLenTopbI-
afre3nHbl, 3aTpyaHsitoLme haroymnTos.

# XryTukm (obecneunBatoT NOABUKHOCTL GakTepun)

# K-aHTUreHbl (NpensTCTBYIOT haroyuTo3y, MOryT Noaasnsite
KOMMIIEMEHT-3aBUCUMYLO BaKTepULIMAHOCTL KpoBU, obnaaatoT
HW3KON MMMYHOT€HHOCTbIO)

% O-aHTUreHbI (NMMononucaxapuabl; 06nagaroT BbICOKON
MMMYHOTEHHOCTbIO, SHAOTOKCUrEHHbIM AECTBUEM.

# TFemonuauH (cnocobcTBYET POCTy GakTepnanbHOW KOMOHUM)

# MykononucaxapuaHas kancyna Pseudomonas aeruginosa
(yrHeTaeT charoyntos)

# YpeasHas aKTUBHOCTb Proteus (npensTcTByeT AencTBUIO
psiaa aHTMBNOTUKOB)

CTPOEHME OBOJIOYKMU E. COLI

K Capsule

0O-Antigen of LPS
Smooth

Polysaccharide
Suttace Layer

Lipid A of
lipopolysaccharide
{LPS)

Outer
Mombrane
Rough

Periplasm

Cﬁlun\asmlc
ombrana

L Cytoplasm
Journefof Endctarin Resesrch, Val, 7, No. 3, 2001

Ocob6eHHOCTH TeueHus nuenoHedpura

PaHHu® Bo3pacTt

# CumMnTOMBI WHTOKCUKauuun

# HapylleHne MUKpOLMPKYNAUuW:  ONegHOCTb  KOXW,
nepuopbuTanbHbIi LIMaHo3, BO3MOXHA NacTO3HOCTb Bek

* HeiipoTokcukos, MeHUWHreasnbHble CUMMTOMBI,
06LL,eMo3roBble CYMMNTOMbI (YacTble CpbIrBaHUs, pBOTa)

% OTKa3 OT efibl, CHWKEHNE MacChl Tena

# [lpyrne BO3MOXHble 3KCTpPapeHasnbHble CUMMTOMbI:
AvcnenTUYeckne  PacCTpoWCTBa,  OCTPbIA  XUBOTY,
nuMnopocnasM,  KWLEYHbIA  CUHAPOM,  CEeMTU4EeCcKui
npowecc 1 ap.

% 3aTsKHasn XenTyxa «HesACHOM» aTmuonornm (ypocencuc)




Ocob6eHHOCTU TeueHus nuenoHedpura

Crapwui Bo3pacTt

# INuxopapgka © 03HOOOM, CUMMTOMBI
MHTOKCUKaLIMK

“ Borb B XMBOTE W/Mnx NOSACHUYHOW obnacTu

4 BO3MOXHO  TeyeHMe nuenoHedputa  nog
«MacKoW» rpunna unm ocTporo anneHauumTa

% «becnpuyMHHbIE» NOAbEMbLI TeMNepaTypbl Tena
Ha boHe 0ObIMHOIrO CamMOvyBCTBUS

OcobeHHOCTU TEeYeHUA uMcTUTa

# PaHHUI BO3pacT

# CuMNTOMbI MHTOKCUKaLIMK, Mxopaaka

# PaccTpoiicTBa MOYEUCNyCKaHWst: CTpaHrypus,
nonnakuypus.

Y petei go roga - aKBMBaNeHTbl AU3ypun —
6ecnoKoncTBo 1 Nnay nepea 1 Bo Bpems
MOYENCNyCKaHNs, KpSXTEHWE, HaNpsXXeHne
HaanobkoBon obnacTu, MoyencrnyckaHme Mmanbimu
nopuusamu, cnabas unv npepbIBACTas CTPys MOYM.

MomyTHeHue 1 peskuii 3anax mouu (He Bcerga). Y aeten

[0 roga MoryT 6bITb FHOVHbIE BblAENEeHNs Ha NOAry3HUKe.
% Craplumi Bo3pact
Yalue Bcero 6e3 MHTOKCHKaLIMK U MMXopaaK

AuarHocTtuka UMC
OBA3ATEJIbHLIE JIABOPATOPHbLIE

UCCINEOOBAHMA

AHAJIN3 MO4YU

- MpaBunbHOCTL cbopa

- MNpaBunbHOCTbL BbIMOSHEHNS

- Mopdonorus ocagka — no nokasaHusm

i

m— el

AuarHocTtuka UMC
OBA3ATEJIbHLIE JIABOPATOPHbLIE

UCCINEOOBAHMA

# KnuHu4eckui aHanus KpoBu
(nevkouuTos, COJ, aHemus)

“ BuoxMMMUYeECKUi aHanu3 KpoBu
(obwuit 6enok, 6enkoBble
pakuum, KpeaTMHUH, MOYEeBUHA,
CPB)

# KonuuyecTBeHHbIe aHann3bl MOYKn
(no Heunnopexko, no Aaaucy-
KakoBckomy)

# MoceB Mouu Ha chnopy n

YYBCTBUTENIbHOCTb K
aHTUOUOTUKaAM A.3. HeunnopeHko (1916 — 1980)

OuarHocTtuka UMC

OueHka (hyHKLMOHANbHOro COCTOSIHUSA NMOoYeK
M MOYEBOro ny3bips

“ YpoBeHb azotemuun

“ Mpo6a 3umMHULKOrO

# OueHka CK® (dpopmyna LliBapua)

% KoHTponb auypesa (Bbinuto/BbiaeneHo) (A4 = 2/3 -
3/4 cyTtouHoro)

“% PUTM 1 06beM CMOHTaHHbIX MUKLIA

®opmyna Wisapua ana pacyera CK®

CK® paccuntbiBaeTca no ®opmyae

apLa:

PocT (cm) X KO3DPULMEHT

CK® (MAfmunf1,73m?) =
KpeaTuHuH KpoBu (MKMOAL/N)

Koagpuynent:
Bospaet ¥ juus SCr, /100 sz K st SCr, scson
<1 roma 0.33 | 29
=1 rom 0.45 | 40
2-12 ner 055 | 49
1321 ron M 0.7 | 62
1321 roa 3K 0.55 49




Ouwarnoctuka UMC
UHCTPYMEHTAJIbHBIE UCCINIEQOBAHUA

U3mepeHue ALl, no nokasaHuam - CMAL
PeHTreHoKOHTpacTHble uccneaoBaHUs (MUKLMOHHAs
uucrorpadums/-ckonus, SKCKpeTopHas yporpadgus) —
npu NoBTOPHbIX anu3ofdax MIMC, nogo3peHun Ha
aHOMaruIo OpraHoB MOYEBOW CUCTEMbI M TONBKO B (hasy
MWHUManbHON aKTUBHOCTY UM PEMUCCUN.
Liucrockonus

PaanoHyknuaHble uccneaoBaHus (cTatmyeckas u
OUHaMu4eckas cumMHTUrpadus)

KomnbloTepHas Tomorpadums
MarHuTHo-pe3oHaHCcHas Tomorpacdus

AuwarHoctuka UMC
MukumoHHasa umucroypertporpadusn
sy P “ NMVP y n 9 ner

AunarHocTuka
nvc
JKcKpeTopHan
yporpachus

HenonHoe
YABOEHMEe BepXHUX
MoOuEeBbIX nyTen y
pesovku 11 ner c

Ouwarnoctuka UMC
YJIbTPA3BYKOBOE UCCINIEQOBAHME

MNMokasaHo Bcem getsim ¢ MIMC. MNMo3BoNSET BbISBUTDL:

> BpoxaeHHble  aHoManuu  CTPOEHWUsi,  KOnu4yecTsa,
MOSIOKEHNSI MOYEK U MOYEBBIX MyTeln

» OueHuTb pasmepbl Novek (HoBopoxAeHHbIe 45 MM, K 1
roay 62 mm, nanee +3 Mm B rop)

> [MpusHaky BocnaneHns B MOYEBOW CUCTEME: YTOrLLEHNE
N CMOUCTOCTb CTEHKNW MOYEBOrO My3blps Npu LUCTUTE,
cteHok UYJIC  npu  nuenoHedpute  (Yawe «—
acuMMeTpuyHo!)

» [pu3Hakn HapyleHns QYHKLMM  MOYEeBOro nysbips
(HenonHoe onopoXHeHue)

> [MpusHaku MvP (ucrnonb3oBaHne LiBETHOrO
[0NnIepoBCKOro KapTUpoBaHus; BU3yanu3auus
AncTarnbHbIX OTAEN0B MOYETOYHMKA)

HakonneHus PON
(neBouxa 6 ner,
pecbniokc-
HecpponarTus)

nvp
> KOHKpeMeHTbl B MOYEBBIX MyTSAX
MynbTi-
AunarHocTuka s A
uMcC PKT nouek

Crarnueckasn
HCI' c DMSA

Ouaroesie F'mppoHedpo3

AedeKkTbl

cneBa (gpeBouka 7
nert)




MCKT nouek

M 6 ner, rupp c¢hpo3 cnesa Ha choHe o6cTpykuum JIMC
abeppaHTHOM apTepuen

MPT nouek

Ay THasn novek y
AEeBOYKMu 7 ner

COL:Cor 3D MF

MPT nouek

O6cTpyKTMBHaA yponaTtusa y pesoydku 10 ner

OuarHoctuka UMC
KoHcynbTauum cneumanmcros
yporor
rmHeKosnor

Mo nokasaHMsiM: HEBPOJIOT,
OTOPVIHOMAPUHIONOr, 0dTarnbMOrIOr,
Kapauornor, CToMatoror, Xupypr

Jleuenune UMC
MokasaHuA K rocnuTanusauum

TsxxecTb coCTOsiHUA pebeHka (nmxopajaka,
An3ypus, 601eBOV CUHAPOM)

HapyLueHve MmoyencnyckaHus

PUCK pa3BUTUS OCNIOXKHEHWIA (BO3PACT,
JANIUTENBHOCTb 3a00/1€BaHNS, OTATOLLEHHbIN
CEMENHBIA U MHAVBUAYaNbHbIV aHaMHE3)

CoumanbHble yCnoBusA ceMbM (KOMMAAEHTHOCTb)

UsonuposaHHan TYPUA U «C. »
npoTeuHypusa He TCA noka K
3KCTP M rOCIMUT:

Jleuenmne UMC
MpuHUMNBI aHTUOaKTEepManbHOM Tepanum

HasHavyaeTcsi mocne noceea Mouv (He AoXnaaschb
pesyneraral)

HeocnoxHeHHas UMBI: ypocentukn 5-7 gHen B
TepaneBTU4ecKon [ose

Peunpusupyrowas UMBII: ypocenTukn 7-14 gHen +
nopaepxveatoas fosa (1/3 ot repanestnyeckon 1
p/cyT) 2 Hea-3 mec

OcTpbivi nuenoHedpuT: aHTUGNOTUKK 7-14 oHen +
ypocenTuku 2Hea-1mMec + nogaepxuBatroLas Tepanvs
1-3-6 mec.

BTOpUYHbIA XPOHUYECKUI NUuenoHedpuT Ha doHe
ruapoHedposa, NMVP, HOMIT - gnutensHas (rogamu!)
NpOTMBOPELMANBHAS Tepanus.




AHTMGakTepmanbHaa Tepanua UMC

Hetr otnuuuin B anutenbHoctu debpunsHon t u
NosIBNIeHMM pyGLOB Npu cTyneH4yaTon Tepanum (3-
4+10) B cpaBHeHUU C¢ 14 OHEBHbIM NpUeMOM 4Yepe3
pot

AMUHOINMKO3MAbLI Ha3HavarTcA 1 pa3 B CyTKU
Ha3sHauyeHue aHTMOGMOTMKA 4Yepe3 POT BO3MOXHO CO
BTOPOro MecsiLia XX1U3Hu1

JleueHme nuenoHedpura
AHTUBAKTEPUAIJIbHBLIE NMPEMNAPATDI
AxkTuBHana cpasa

MonycuHTeTUYECKNE NEHULIUNIIUHBI B COYETaHUM C
WHrM6UTOpPamMm GeTa-nakramas:

— AMOKCULMNIIVH 1 KIaByrnaHoBas K1crorta
LiechanocnopuHbl 3-ro noKoneHus:
— LlecboTtakcum 150 mr/kr/cyTku B 2 — 4 nprvema

—LedrpuakcoH — 50-80 mr/kr/cyT, B/B, B/M — B 1-2
npuema

- Lledomkeum 8 mr/kr/cyTkn nepopanbHo B 1-2 npuema

JleueHue nuenoHecpura
AHTUBAKTEPUAIJbHbLIE MPEMAPATDI
AxkTuBHana cpasa
MpenapaTtbl pe3epBHON NMUHUM

AMUHOIrnMKo3uabl

— AmukaumH — 15 mr/kr/cyT, B/M, B/B — 1 pa3 B CyTKK

Kapb6aneHembl

DTOPXMHOMOHDI

n cpura
AHTUEAKTEPUANBHBIE NPENAPATbI

Mepuon ctuxanma u np TUKa p

MpenmyuiecTBeHHO NepopanbHO
Bo3Mo)XHa «cTyneHuatas Tepanus>»

MpowusBoaHblie HUTPOdypaHa:
— HutpodypaHTtonH — 5-7 mr/kr/cyTkn
- ®ypasunauH 5 — 8 mr/kr/cyTkn
Ko-Tpumoxcazon 10 mr/kr/cyTku

JleueHme uucTura

MocTenbHbIN peXxkum

Tensio Ha 061acTh MOUEBOro nysbips

[AveTa c UCKNIOUEHNEM IKCTPAKTUBHBIX BeLLeCTB
YcuneHne NUTbEBOTO peXxnuma

Cupaume BaHHOUKM C pacTBOPaMM aHTUCENTUYECKUX
Tpas

MepukameHTO3Has Tepanua (aHTU6MOTUKY,
ypocenTuKm)

Tepanusa «ogHoro npuema» (pocpommuumH)

AmbynaTtopHasa nomMmoub
AucnaHcepu3sauusa (nuenoHedpwur)
YactoTa ocmoTpa Hechponorom:
— oboctpeHne — 1 pas B 10 aHew;
— pemuccusi Ha oHe neyveHnss — 1 pas B Mmecsil;

— pemMuccusi Nocne OKoOHYaHUs neyeHusi nepeble 3 roga
— 1 pa3 B 3 mecsua
— pemuccusi B nocreaytoLme rofbl Ao Bo3pacrta 18 net
— 1-2 pasa B rog, 3aTem HabnoaeHne nepeaaeTcst
TepanesTam.

KnuHuko-nabopatopHble uccnefoBaHus:
— obLmit aHanu3 moun — He pexe 1 pasa B mecsl 1 Ha
coHe OPBU
— Y3WM noyek — 1 pa3 B 6 mecsiLes.




Amb6ynaropHas noMouib
AvcnaHcepusauus
Koucyn bTauum cneuynanuncToB:

% — Cromaronor, JIOP — 1 pas3 B rog (ocTpbii), 2 pasa B
rof - XpPOHN4eCcKnUn

% — Odpranbmonor (Npu HapyLweHun yHKLMIA novek, Al
2 pa3a B rog

“ — dTM3maTp (Npun XxpoHn4eckom nuenoHedpute) 1 pas B
rog

CHAATUE C AucnaHCcepHoro yyeta pebeHka,
nepeHecliero octpbiv MH, BO3MOXHO npu
COXpaHeHUMU KNUHUKO-nabopaTopHon pemuccum 6e3
neyvyebHbIX MeponpUATUIA (AaHTUOMOTUKOB U
ypocenTukoB) 6onee 5 net, nocne nposegeHUs
KNuHuKo-nabopaTopHoro o6cnenosaHus. bonbHble
¢ xpoHuyeckum lNH HabnioaatoTcs Ao nepeBoAa BO
B3pPOCHYIO CeTb.

AmbynaropHoe HabnopeHue
Ocob6eHHOoCTHU pexxuma

“B nepBble 2 MecsLa — LWaasLmi pexmm ¢
OTAbIXOM OHEM

# 3aHaTua  usBocnuTaHWEM: nepBble 2
roga — rpynna JI®K, ncknoyunte 3aHATUS B
facceHe M KynaHMs B OTKPbITbIX
BOAOEMAX, ocBoboxaeHue oT
COpPeBHOBaHUW U cOauyu HOPMAaTUBOB

# [neta — cton 5 no lNeB3Hepy

Amb6ynaropHas nomMouib
UHTepkyppeHTHbie 3aboneBaHus

# Wapawmn pexum go 5 aHen
# O6bunbHOEe NUTbLEe

# AHTMOaKTepuanbHbIM nNpenapart (aHTMOWOTKK,
YPOCENTMK) MPU HANMYMUM NoKasaHUi

AmbynaTtopHasa nomMoub
BakuuHauua getem ¢ nuenoHedpurom

# Mo HauuoHanbHOMY KaneHgapw B nepuopg
peMuccumn

% Yepes 1 mecsL nocre cTMXaHUsA 060CTPeHus

# Bo3moxHa BakKuMHauus B nepuoa CTuxaHus
no cneyuasnibHbIM NOKa3aHUAM

MpodmnakTuka

# CBOeBpeMeHHOe OMOpOXXHEHNEe MOUEeBOro
ny3bips U KULWIEUHUKA

“ MpuBATUE HaBbIKOB JINYHOW T[UTUEHBbI C
paHHero Bo3pacTa

% UN36eratb nepeoxnakaeHui
# CaHauuA ovaroB MHpEKLUN
“ CaHaTopHoOe nieueHne




CAXAPHbIA AMABET 1 TUNA Y
AETEWA, COBPEMEHHbIE METOAbI
AWATHOCTUKU U AEHEHUA

LUECTEPUKOBA BAAEHTUHA BUKTOPOBHA
3aseAylOLLAA NEAMATPUHECKUM OTAEAEHHUEM

rBY3 MO «MocKoBCKuit 06AQCTHON HAYHHO-
WUCCAEAOBATEALCKMIA KAMHUYECKHUIA MHCTUTYT
M. M.®. BAGAMMUPCKOTON

r M AGTCKMIA IHA M3 MO

CAXAPHbIA OUABET 1 TUMNA

3abonesaHue obmeHa BelecTs
PasnuyHoI 3TUONOruK, KoTopoe
XapaKTepu3yeTcsl XPOHUYECKOMN
CTOWKOW rUneprivkeMmuen,
BO3HMKaloLLen B pesynkraTe
HapyLUEeHUs1 CeKpeLun unm
AeNCTBUS MHCYNUHA, NM60 o6omx
0B OAHOBPEMEHHO

PAD, 2018)

il
Ton-10 cTpaH no konuuecTBy Aeteit ¢ CA 1 Tuna
(B Bo3pacTe 0-14 ner)

1  United of A i 84,100
2 India 70,200
3  Brazil 30,900
4 China 30,500
5 | United Kingdom 19,800
Qm Federation @
7 | Saudi Arabia 16,100
8 Germany 15,800
9 Nigeria 14,400
10  Mexico 13,500
] 20,000 4£0.000 40,000 80,000

MockoBckasi obnacTtb 2021 r.

«Jlerckoe Hacesnenue 1.490.000

'Hnwnm —650

*Ma 3aboseBanus- 320

<ereommonmacont

ATUOJNTIOMMYECKAA KNACCUDPUKALINA

AYyTOMMMYHHbIN reHe3
0 ayToaHTuTena K uHeynuny (IAA)
0 aytoaHTuTena k B-knetkam (ICA)
0 aytoaHTutena k GAD (anti-GAD)
0 ayToaHTWTena k Tupo3uHdgocdartase (anti-
1A-2)
@ C ayToaHTUTEna K TpaHCMopTepy LHKa 8

‘ (ZnT8AD)

° BTopuuHbIn (pasBuBatowmmncs Ha poHe
® ocHoBHoro 3abonesaHus)

®dakTopbl BHELIHEN cpeabl B 3TMONOrUn
ayToummyHHoro CI1 1

0 Bupycol (sHTepoBupychkl, LIMB,
KpacHyxa, BOb, napotur)

0 dakTopbl MUTaHUA
(NpoJOMKUTENBHOCTb rPYAHOTO
BCKapMIMBaHUs, HATPAThI,
BbICOKOYrNEeBOAHOE NMUTaHue)

‘ 0 CTUMb XU3HN
. 0 BakumHauus




KnuHunyeckue nosBneHus

o MNonunypwusi
0 Monugunecus
0 CyxoCTb KOXM U CM3NCTbIX obonoyek
(cyxocTb BO pTY)
o Monudparusa
0 CHwxeHne Macchbl Tena
® - 3anax aLeToHa B BblbIXaeMoM

. BO3ayxe

«MACKW» caxapHoro auabeta 1 Tmna:

0 «OcCTpbINy XNBOT

0 Kuwevnas nHdpekums

0 PeunausumpytoLwmn Bynssut
0 PeunauvBumpytowmn ctomaTut

0 3aboneBaHUs NOYEK M MOYEBOW
o cucTembl

JIABOPATOPHAA OUATHOCTUKA

o CTOVIKAA rMNeprivKeMmnst HaToLak
(6onee 7,0 mmonb/n)

0 MNocTnpaHamanbHas rmneprivkemMmns
Bbilwe 11,1 mmonb/n

0 Mmrokosypusi

0 KeToHypus (BaxkHO! nmeeT MecTo npu
@ VHPEKUMOHHBIX 3abomneBaHusiX)

‘ 0 [MWKMPOBaHHbIN reMornobuH
° 0 Hannune aytoaHtuTen

HapylueHHas TonepaHTHOCTb K
rntoko3se (HTI)

0 [NpomexyToyHble CTagumn HapyLLeHWU
yrneBogHoro obmeHa mexay
HOpMarnbHbIM ero coctosiHnem u C[j

0 OTHocHT K rpynne npeganabeta

0 MoryT ObITb CBA3aHbI C
MeTabonM4yeckum CUHAPOMOM
(oxupeHue, gucnunugemus, AlN)

. 0 YpoBeHb rmukemun Hatoulak 6,1 — 7,0
‘ MMOSb/N
0O YpOBeHb rmukemun

{ ]
°® noctnpaHauanbHbii 7,8 — 11,1 mmone/n

OUODEPEHLUUANBHBLIA OUATHO3

0 Opyrue copmbl caxapHoro anabeta
(MoHoreHHble dhopmbl Cl — MODY,
caxapHblil anabet 2 Tuna)

0 Xupyprudeckune 3abonesaHus

0 NHdeKLMoHHbIE 3aboneBaHUs

0 HecaxapHblIi 1 NoYeYHbIn Anabet
@ o Taxenble HeiiponHdeKkLMm

JIEYEHUE

0 MHCYNMHOTEPAMWA
0 [netotepanus
& CaMOKOHTpO-b

1 «lllkona Quabeta», ncuxocoumansHas
ns

aTHble q)mamquKme Harpys3ku
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WHCYNUHOTEPANWUA

o WHcynuH KopoTKoro AelcTBusA
o UHCYNuH ynkTpakopoTKoro
AencTBus ( acnapT, NUM3npo)
o UHcynuH
CBepxObIiCTPOAEeACTBYOLWNA
(acnapT-HuKOoTMHaMKA)

[ WHcynuH nponoHrmpoBaHHoOro
pencTeus ( AeTemMmup, rmapruH)
o UHCynuH cBepxanuTenbLHOro
nOeucTBus (gernyaek)

Opo6p K np B AIeTCKOM
BO3pacTe aHaJIorn uHcynuHa (Ao 2 okTabps

2020r.)
Onobpen EMA™ Onobpen FDA** Onobpen & npuenenio B
¢ Bospacta ¢ Bospacta Pocenn
ey PO =2 rom >3 rom «B3pocibie w aemny
wicy i acnapt =2 ton 2 rom ¥ B3POCILIX, MOAPOCTROB 1
Aeteit crapue 1 roxa
wHCy:T rAyTn 26 et >4 rom ¥ BIPOCIBIX, MOTPOCTROB 1
Jereii erapue 6 1em>
cy i KeTemnp B =2 o <« BIPOCALIX, HOAPOCTROB It
Jereii crape 1 rona
1 raaprim =2 rom =6 7er ¥ BIPOCILIX, MOTPOCTROD 1
Aereii crapme 2 1em>
WHCY I ferAyAeK =Trom =T roma < B3POCILIX, HOAPOCTROR 1
Jereii crapue 1 rota

MoTpe6GHOCTL B MHCYNMHE

Bo3pacrtHoii nepnox Cpennsisi cyTounasi norpeéHocts, EJI/kr

Maccsl Tes1a

®a3a yactHuHoii pemuccun | Menee 0,5

HBIi 0,7-1,0

Ily6eprarumprii 1,2-2,0

WHCYNUHOTEPANWUA

OgHUM U3 camMbiXx (PU3NONOTUYHbIX

MeToAoB 6as3anibHOro n 60sCHOro

BBeAeHUA MHCYIMHA B HacToslLee
@ Bpems ABNsAeTCA UHCYNUHOBAas

‘ nomna

COBPEMeHHbIe cpeAacTBa BBeAeHUA UHCYJNIMHA

Deltec Axky-uek® Kom6o
(Roche)

Minimed

MN, US CA, US

[peumywecmsa
YAUHOBOU NOMNbL:

fasl a B HETIPEPhIBHOM PEIKHME BBOLH T
HH , IMUTHDYSI 6a3abHYyI0 CeKPeLio
r®pMOHa [3-K/1eTKaMu,

anoc/@e/pr - BBOAUTD MHCY/IHH B GO/LIOCHOM
PeXuMe, UMUTHPYS CTUMY/1HPOBAHHY 10
CeKpenuio.

PekomeHAaUMM MO MOHUTOPUHTY
KOHTpons yrneBogHoro obmeHa (ISPAD, 2018)

O lMaumeHTam, HaxXOAALWMMCA Ha UHTEHCU(PULIMPOBaAHHOMN
MHCYNUHOTEPanuu Ui Ha Tepanum ¢ NOMOLLLIO MHCYNTMHOBOM
NOMIbI, PEKOMEHAYEeTCA NPOBOAUTL UCCNIeA0BaHNE MMUKEMUU
ot 6 oo 10 pa3 B cyTku

o KonuuectBo uccnenoBaHuii MOXeT NOBbIWATLCS Npy noadope
yNMHa y NauMeHToB Cc AekomneHcauuen C[l, npu
MHTEPKYPPEHTHbIX 3a6oneBaHUsX U pU3nyeckux

o Ve KETOHOBLIX TeNn B KPOBU UMW MOYe AOMKHO
npoEBo, pu 3a6oneBaHMsAX C NOBLIWEHWEM TemnepaTypbl
Mlunl*oﬁ, Npu NI0XOM CaMOYYBCTBUM U YPOBHE IMUKEMUN
Bbllye Morib/fn, 0Co6eHHO NpyU NOMNOBOW Tepanuu,
nonuypub COHIIMBOCTHU, GONSX B XXMBOTE, OAbILLKE
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BAPETHCTPHPOBAHO

WACKOR SEAEFAUNN
(Muwsipan Poceun)

NPUKAZ

24 caloft 2024

naspra seanmmn
P cnxapwon amabere | Tuma (1marmocrea & ASTEHME)

petcraum © mywscrom 4 wacte | cravim 37 (eAepATMIOO JaKONA
rpaxc

8 coon
ot 21 ontips 2011 r Ne32IDI <06 ocHomax oxpamu aopomn

wn 2o 48, er. 6724; 2

—
PocTamonnenes Tpasirencraa Pocclicxo bexepauum ot 19 wons 2012
(Cobpanme saxonosaresscrsa Poccuickofl @eacpaiss, 2012,
npHEad M

R

v No 608
26, cr. 3526),

YTRCPINTL CTALMPT MEIMIMNEKUR TOMOLIN AETIM TPW COApMON AMGeTe

X3 MulncTepeTs aapasooxpanenns Pocewiicxofl deacpaii o 9 woxbps

axapuos  AHAGETER
iocThinn  Poccufiekon  eacpawwn 21 mumapx

mooxpancises PoccHfickoR deacpan ot 9

PH HHCYTMIABHCHMOM CAXIPHOM A

e (rapeructpuponan Mo
JocTmm Poccufickof Mezepaiii |3 Mapra

2015 5. permcTpaumomLf N 27660)

Musetp

/ /s
A

(aspsrucTpyposan

pacnan craiapTa epaNOR MeKD CHMTSpHOR DOUO
e ——

MA. Mypauo

H

2. yeayru a1a aeuenns cocTORHMS W KOHTPOAN 33 AedenHEM
2.1 Tp P ) par
Yopeancumsih
Koa Mezsummexol s Yepmanull noxmaTens
BN npeaocTanseix e
B01.029.002 Ipuem (ocmotp, paz-oTa i 0,125 1
BO1.031.002 Tphest (eMOTP, KoHCY/ILTALUIR) BPAYA-IEAHATPA NOBTOPHALI 05 1
b Tlpmen (ocuotp, Bpat
B01.058.004 | nosTopmeh 1 10
| Exeanesnsii ucum-p BPAuOM - ACTCKHM JHIOKPHHOIOTOM €
B01.058.005 ‘ W MARLwero 0,892 1
| NEPCOHATA B OTACACHNM CTAUMOHADE. |
T neHxosora |
B01.070.009 eperentl 0,491 | 1
2.2 JlaSopaTopiibie METOM HCCAEAOBANHA
. Vepemennuh Yepemenmal
Ko seammmcoo Hasvenonanie memawmcxolt yeayrn NOKETE T HACTOTH -
NPEIOCTARICHHE i)
npetucucns
A09.05.023 HecaenoBanne yPOBiS FIOKOIL B KPOBH 1 1672
‘ A09.05.023.001 Hecnenosanie ypoBHA II0KO3IL B KPOBH METOIOM HENPEPLIBHOTO. 0,855 365
‘ A09.05.083 yposha B RpoBH 1 3

CaMOKOHTpPOIb

CGM — CUCTEMA HEMPEPbLIBHOIO MOHUTOPUPOBAHUSA
rNIOKO3blI

‘Samsor & Meter Overview (1943)  Linacosa fapes
0406.18 - 08.06.18 [

Prsatol?

o

Cucrema Flash MOHMTOpPMHIra raOKO3bl
FreeStyle Libre: HOBbI/ KJ1acC yCTpPOWCTB
B MOHUTOPUHIE YPOBHSA I1HOKO3bl

AaTunk
FreeStyle Libre

MporpammHoe
obecneueHune ansa

cucrembl FreeS
Libre

CkaHep FreeStyle
Libre
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063o0p FreesiyleLibre By’
2T deapans 2019 - 12 mapra 2019
0 rmowosa Ouenra Atc 7,8 % nnmn 62 mmol/mol
CYTOMM. YTTIER T
[ 918 o ;
Ly epe— 3aper. MHCYNHH
» i Moy -
F——— a o g
% e a0 1 dmwm w-—
CYMMAPHAR CYT
O34 MHC ——
THNOMMAKEMI
iy
PA—
T 99
- o

MoHuTOopuHr 6onbHbIX ¢ CO 1 TMNa 6e3
OCNOXHEHUMn

Tokasarens Yacrora obeaeosanns

T s ——— 1 pas B 3 mecsia

HenpepriBiioe MONHTOpHpoBaNIe Mo nokasanusim

FTI0K0351

Obuwii anaans kposn

1 pas s rox

1 pas b rox

He nosmee, wem wepes 5 et ot aebiora CIL,
aanee ne pese 1 pasa B rox

i anans kposi ¢ 1 pas B 1ot (IPH OTCYTCTBIH W3MeHeHHii)

TIpn Ka#0M nocemenm Bpata

1 paz e rox

crom CK®
Koirpor
IKI'

OcmdBp o

He nosnee, uem wepes 5 et or aebiora CJI,
aee ne pewe 1 pasa B rox

OcwoTp nespoora He nosnee, uem wepes 5 et ot aebiora CJI,

stauiee e pewe 1 pasa B rox

COBNOOEHUE OUETbI U PEXXUMA OHA

CyToyHoe konuyectBo XE nHanBuagyansHo,
3aBUCUT OT Bo3pacTa U nona pebeHka, ¢ y4eTom

MHOeKca Macchbl Tena, obpasa XusHu

12 -13 XE
15-16 XE

o 4-6 net
-10 net
14 net

‘ne'r

y.

pekoMeHAyeMbIX Mo BO3pacTy

18 — 20 XE (Manb4uku)
16 — 17 XE (aeBouku)
19 — 21 XE (Manb4ukmn)
17 — 18 XE (neBoYKM)

OCTKOB C U3GbITOYHOW Maccon Tena
konuyecteo XE AOMKHO GbITb HUXe

OcnoxHeHUA caxapHoro avaberta

OcTpble OCIOXHEeHUs:
O rMNornuKeMus

0 keToaumaos

o Koma

XpoHuyeckme oCnoXxXHeHus:

0 Hedponatus

0 peTvHonaTtus

0 Helponatus

0 3agepxKa Pr3NYecKoro pas3BuTuns

r’MNOrMUKEMUA

0 oetm — 2,2 — 2,8 mmonb/n
0O HOBOPOXAEHHble — MeHee 1,7

MMonb/n

0 HeQOHOLWEeHHble — meHee 1,1

MMonb/n

0 AeTU ¢ KOMNEHCUPOBAHHbIM
avabetom 2,6 — 3,5 mmonb/n

. 0 geTu ¢ AeKoOMneHCUpoBaHHbIM

' anatbeTtom 6 - 7 Mmmonb/n
[ ]

anI'-IVIHbI rmnornMKkeMunmn

0 nepefo3npoBKa MHCYNUHA
(HenpaBunbLHO Nofgo6paHHasA Ao3a
MHCYNUHa)

0 HepgocTatok yrmneBogoB (nmponyck
npvema nuium, HegoenaHue),
HapyLUeHWe Xenyao4HO-KULLEYHOrO
BcacbIBaHuUs

0 He3annaHMpoBaHHbIE (Tshkenble)
chmsnyeckune Harpysku

U MHTEPKYpPpPEeHTHble 3aboneBaHus,
CcoMnpoBoOXAaeMbie pBOTON

O NnpueM NoApOoCTKaMMU anKoronbHbIX
HanNUTKoB
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JleyeHune runornukemum

0 MepopanbHO: NpoAyKThI, coaepxalume
npocTble «6bicTpble» yrnesoabl (1 rp
yrneBoAoOB NMOBbILIAET FMIOKO3Y KPOBU
Ha 0,17 mmonb/n)

0 NogkoxHo: MMiokaroH 0,5-1 Mr B
3aBUCMMOCTM OT Bo3pacTa pebeHka

0 BHyTpuBeHHO:
% pacTBOp rnioKo3bl (AeTn Ao 3x net)
30% pactBOp rntoko3bl (3-6 ner)
» 40% pacTBOp rnioko3bl (aetun crapiue 6
onen)

OunabeTnyeckum Kketoaumnaos

OcTpasi AeKoMNeHcauusi caxapHoro
AuvabeTa, xapakTepusyoLlasncs
abConTHOM UNN OTHOCUTENBHOWN
MHCYNIMHOBOWN HEAOCTaTOYHOCThIO,
runeprnvkemuen (>11 mmons/n),
aueToHypuewn (2++) unmn
runepkeToHemuen (>5 Mmons/n), a Takke
MeTabonuyeckum aunposom (pH<7,3), c
@a3nuuHoii cTeneHkio HapyleHus
.cosl-lava nunu 6e3 HapyLlueHUs
CO3HaHUA, TpebytoLlasi IKCTPeHHOMN
@rocnutanu3aumm 6onbHoro.

MpuunHbI KeToaunaosa

0 ManudpecTauusa caxapHoro guabera 1 Tuna
0 Mponyck unu oTMeHa MHCYNUHA, OWNUGKK B
[,03UPOBaHUMN MHCYIIMHA U TEXHUKE UHBEKLUN,
HENCNPaBHOCTb UHCYNUHOBBIX LWIMPUL-PYYEK
unu nomn

0 HeBbInonHeHne nauvMeHTaMmn npasun
NOBbILWEHUs A03bl UHCYNUHA

0 HepocTaToUHbIN KOHTPOSIb U CAMOKOHTPOSb

rnuKkemMum
ﬁdurepxyppemuble 3aboneBaHusi
‘MHd)eKI.lVIOHHbIe, BOCnanuTenbHbIE), ocTpas
. XUpypruyeckasi naTonorusi, TpaBmbl

KnuHunuyeckue nposBneHnAa Ketoaungosa

0 MNpu3Haku 06e3BOXUBAHUA U
rMNoBorieM1n (CyXoCTb KOXHU U
CNU3UCTbIX, MbilleYHasi U apTepuanbHas
rMNOTOHUA, TaxXnKapaus)
0 3anax aueToHa B BblAbIXaeMOM
Bo3gyxe
0 AnabeTuyeckui NnceBOONEPUTOHUT
(@oXHbIN «OCTPLIN KUBOT»)
CUMNTOMBI rMnokKanuemMum
® 0 HapyweHue co3HaHus (OrnyLweHHOCTb,
®conop, koma)

INaGopaTtopHasa AnarHocTuka
anabeTtnyeckoro ketoaumngo3sa (OKA)

0 KoHTtponb rnukemun 1 pa3 B 1-2 yaca
0 KoHTponb keToHypuu, rnoko3ypun

0 KoHntpons KLLC

0 Buoxmmmuyeckui aHanus KpoBu (Kanum,
HaTpUW, KpeaTUHWH, MOYEeBUHa, a3oT,
xnopuasbl)

0 KnuHuyeckuit aHanus KpoBu

606u4m7| aHanus mouu

UHCTpyMeHTanbHbI MOHUTOPUHI

0 KoHTponb LeHTpansHOro BEHO3HOro
[aBneHuns

0 NynbcokcumeTpus

0 MoyacoBoW KOHTponb auypesa, Afl, YCC,
Temnepartypbl Tena

0 MoHuTopuHr 3Kl exenHeBHO

0 MNpu HapylleHUW CO3HaAHWUS UNKn pBOTE —
NMOCTOSIHHbIWA Ha3oracTparnbHbIA 30HA
OHapyXeHue nposoLupylomx takTopos
A: peHTreHorpadus nerkux,
aKTepuoriormyeckoe nccregoBaHue KpoBu,
Mouu 1 ap.6momaTtepuanoB
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BAXHO!!

Mpwu nHTepnpeTauum naéopaTopHbIX Noka3arenen

crnepyeT y4UTbIBaTh:

0 CtpeccoBbiit neikouuto3s (>15 000)

(nuxopapka + nosbiweHne CPB = TeyeHune

vHdekumm)

0 MoBbllWeHMe KpeaTUHMHA CbIBOPOTKM,

NPOTEUHYPUSI, 3PUTPOLIMTYPUS, ONIUTO- U aHYPUs

NpPU3HaKu rMNoBoneMuu n runonepdysum novek

0 TpaH3uTOpHOE NoBbilWweHWe TpaHcaMuHas u KOK

‘-ne,qc'rawe nporteonusa

. Hopmanu3ayusi @ meyeHue 2-3 dHeli Ha ghoHe
o neyeHus!!!

JleyeHne puabeTmyeckoro KeToaunaosa

0 BBegeHue XnAKoCTU ANs peruaparaumm

0 BBepgeHue nHcynuHa ans npekpaileHus
KaTabonm4yeckux NpoLeccoB U CHUXEHUSA
runeprnmkeMmnun

0 BoccTaHoBRNeHWe 3MeKTPONMUTHLIX
HapyLleHuUi

0 O6wwme meponpuaTUsa
0 JleyeHmne cocTosiHuN, Bbi3BaBLNX OKA

meproea B.A., Heanosa U.E. u coasm. Tepanus neomaodcnblx
“mostnuti npu caxapnom ouabeme I munay oemeit u nOOPOCMKOS.
Vuebnoe nocobue. MOHUKH. 2012e.

L

Perngpartauus

Mpy MHY3UOHHOM Tepanumn NPOUCXOAUT CHUKEHUE
YPOBHSI [MI0KO3bI B Nia3Me U OCMOJISIPHOCTH,
BCreAcTBMe Yero Boga BO3BpallaeTcs BO
BHYTPUKIIETOYHOE NPOCTPAHCTBO, YMeHbLUas 06bem
UMpKynupytoLleil KpoBu. HecMoTps Ha BbIpaXeHHYo
rMnepocMonspHOCTb, peruaparauuio cnegyet
npoBoauTk 0,9% pacteopom NaCl.

Mpu cHWXeHUU rmukeMun Huxe 14 mmone/n B coctas
BBOAMMbIX pacTBOpPOB nogkmntoyatoT 5-10% pacteop
rNOKO3bl ANs noAAepXXaHUsi OCMONSIPHOCTU KPOBMU.

° l Ilemeproea B.A., Hsanosa U.E. u coasm. Tepanus neomuoscnix
.cncmmmm? npu caxaprnom ouabeme 1 muna y oemeil u ROOpOCmKos.
Yuebnoe nocooue. MOHUKH.2012 2.

WUHcynuHoTepanus

TonbKo pexum Manbix 403,
NO3BONAKOLWMIA Nyylle ynpaBnaTb
rMUKeMuem U CHU3UTb PUCK
OCJI0XXHEHUN, MO CPaBHEHUIO C
pexnmMmom 6onbLlimnx gos!!!

UHcynuHoTepanus

o HayanbHas gosa nHcynuHa cocrasnsert 0,05 - 0,1
E[l/kr/yac B/BeHHO Yepe3 UHdy3omaT

o CHUXeHMe YPOBHSA IMUKEMUM B NepBble Yachl
[OMKHO cocTaBnATbL 4-5 MMonb/n B Yac

AdpdhekThI:

Mpu cHxeHnn rmukemun go 12-15 mmone/n — 3ameHa
WH(Y3MOHHOrO pacTBopa Ha FnoKo3y U
nopdepkaHue rmukemMun Ha yposHe 10-12 mmons/n
W HapacTaHUM YPOBHS rMUKeMuu Bbiwe 15 mmonbk/n

[O03MPOBKY UHCYNNHA yBenuuMBsaloT Ha 25%
PY HOPManu3auum KUCNOTHO-OCHOBHOIO COCTOAHUA —
nepesoA Ha n/k BBeAeHWe Kaxable 2 Yaca

OcrnoxHeHus Tepanuu anabeTuyeckoro
KeToauugosa

© OTek roJIOBHOT0 M0O3ra, KOTOPbIii BOSHHKAET B
pesyabTare ﬁblchOFU CHH/KCHHSA INMTUKEeMHH (ﬁﬂﬂbl.lll/le
J103b1 HHCYJINHA) HA (OHe HealeKBATHOI
undy if Tep ( Haya 0 unpy3un
IIIIOKO03b1, 0osibime 00beMbl HHOY3un 0,9% pacTBopa
XJIOpH/IA HATPHS)

o

T'unokannemusi (HA4aJ10 HHCYIMHOTEPANHHU TIPH
HU3KOHOPMAJILHOM YPOBHE KAaJIHsl, HeJOCTATOYHbIH
MOHHMTOPHHI KaJIus, MO31HeEe HAYAJI0 H MaJIast
CKOPOCTH BBEIEHHsl KAJIusl)

Orex JIETKHX, BO3HHKAIOLIHi{ npu 6l>lch0M CHH/KCHHUH
I H 0CMOJISA TH TLJIa3MbI HA (hoHe
H30bITOYHOT0 00beMa PACTBOPA XJIOPHAA HATPHS

@
[e]
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lMpu3Hakn 1 CUMNTOMbI OTEKa rofioBHOro

®dakTopbl pUCKa pa3BUTUA OTeKka Mo3ra moasra
O BplpakenHasi runepKanHus o T'os1oBHBIE 00J1M M 3aMe/lJIeHHe YACTOThI
o TsxeJIbIi alUI03 cepAeYHbIX COKpaLleHuii
o Tepanusi 6uKapGOHATOM ISl KOPPEKIHH 0 M3MeHeHHe HEBPOJIOrHYECKOI0 CTaTyCca
anua03a (DecrnokoiicTBO, Pa3PaKUTE]bHOCTD,
NOBBLILICHHAS COHJIHUBOCTD, HeleP/KaHHe

o BbicTpoe cHmxeHue 3¢ deKTUBHOM

MOYH
OCMOJIIPHOCTH IJIA3MbI )

o IMoBbrmenne AJ{
o Boabime 06beMbl KHAKOCTH, HA3HAYaEMbIe

B nepBbie 4 uaca @ o Cuuenne nacbimenus 02
. o Boublme 10361 HHCYIHHOTEPANHH B
. Tedenue NepBoro yaca HHAY3MOHHOI .
[ ) Tepanuu o
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Pepkue (opdaHHbie) 3aboneBaHus B
npakTuKe neamartpa: Bonpocsl
MapLIpyTU3aumumM n MeXaUCcUmnInHapHoro
B3aMMOLAEeNCTBUS

Bokosa T.A. G cnuHPA3A

{Hyeumapcen).

CP-222234
PackpbiTne uHdopmauum

Nektop: bokosa TaTbAHa AnekceesHa

[IOMKHOCTb: A.M.H., PYKOBOAWTE b NeAaTpueckoro oraenenns MOHMKM, npodeccop Kadeapsi neawatpun ¢
uHbEKUMOHHbIMU GonesnamM y AeTeit GANO PHUMY um. .M. Nuporosa

Navan T08ap0B «AHCCeH» 00O «/IKOHCOH & [PKOHCOH
Muenus, Ha cnaiipaxu 8 OTPaMaIOT TOUKY 3pEHIA NIEKTOPA, KOTOPAA He OBA3ATENbHO OTPANAET TOuKY
3peHmA «AHCCeH.

n TonbKO & pamiax 8 PO noKazaHuii. CAHCCEH» HE PEKOMEHAYET NPUMEHATS CBOM
or [ no

Nepen ’ i b o

Monmbie o AOCTYNHBI N0 3aNpOCY.

AanHan AR " KX n -

MCKAIOUUTE/IBHO C COTNAcHA NIEKTOPa.

HaCTOALWMM NEKTOP MOATBEPWAAET, 4TO OH(a) MONYYAET TOHOPAPHI 33 KOWCY/LTALMOMHbIE YCAYM B OBMACTM HAyWwHOM W
Kol i YCAY™M, HaydHble CTaTbW, ydacTde & 3KCNEpTHbIX COBETaX, yuacTue &

e wap.) ot #i: 000 «/IKOHCOH & [KOHCOHD.

G cruHPA3A

(Hycumepces)
2

CP-222234)

OpdbaHHble 3aboneBaHusA

Penkumu (opdaHHbIMK) 3abonesaHnsamMu ABnsoTCA
3aboneBaHusi, KOTOpble WMEIT PacrnpoCTPaHEHHOCTb He
6onee 10 cnyyaeB 3a6oneaHuns Ha 100 000 HaceneHus (Ne 323
— ®3 «O6 ocHoBax oxpaHbl 3[40pOBbsi rpax/aaH B Poccuiickoi ®epepauumny, cratbs 44)

CLLA - 6onesHu unu coctosiHus, 3atparusatowyye meHee 200.000 nogeit
B cTpaHe (okono 1:1500)

AnoHus - 6onesHu, 3aTparvsatowme MmeHee 50.000 NaUMEHTOB B CTpaHe
(okono 1:2500)

Egponetickuii Coto3 (EC) - pexke 5:10 000
Kanapa - meHee 1:2000 HaceneHus.

GanepanHuit 32K "06 0CHOEX OXpaKLI JAOPOBLS PIXARH B POCCACKON Beopauy” or 21.112011 N 323-03, crares 44

CP-222234

3akoHoAaTenbHoOe 3aKpenneHue
TepMUHa «opdpaHHbIe GonesHu»

CLUA - 1983 2 (8 1983 200y npuHsim «Akm 06 opghaHHbIX npenapamax» (Orphan Drug
Act), 8 kKomopom nponucam,l okono 1600 6 P u 300

SAnowus - 1993 2
Poccus - 2011 2

(ekmoyeHo 265 6onesHeli no MKE 10)

*B Mupe Hacqumsbigaemcsi 6onee 7500 pedkux 3a6onesaHutl

| re DIFO PHIAY i W . orons

Cr 22228
Tpwu KaTeropuu peaknx 6onesHen s PO
(Ne 323-®3 "0O6 oxpaHbl P A Tf B P®*)
1. Iep pedkux (of ) ti ghopmur Ha
0 b ] u
P Ha e20 calime e cemu “UnmepHem”
2. Jluya, 6 P i, P o
I owe, P b ii, Kp iu
um nuya nocsie mpaHcnnaHmMayuu
apzanoe u (unu) mkaned, MIC 111,V munos, yp i
c
i Gechutsum cpaxmopoe Il (pub Vil (nai 0) X
(Cmroapma-Ipayapa) ([lpozpamma 14 Hozos02ull)
3. Mep: Y u xp pedkux (opch )
t, np 0s P00 JKU3HU OaH unu
ux u3 yucna i IX 8 Yacmu 2 Hacmosiweli cmambu,
n F ] i P (Mepeyerb-17)
¢ or21.11.2011 N 32308

CP-222234

L | ALHAsH HOUHAs T pisi ( Muke) D59.5

1cckasn nypuypa Jmanca) D693

B [Teexr B cucteme kommaeventa D84.1

I Mpesepemennas n0.108ast 3pe10CTh UCHTPATHHOIO NPOHCXOAICHIS E22.6

.Hapylnelmn oBvena apomaTHaecKnx ( pus,  E70.0
He BHIIBI rHIepQeHIIAIAHNHEMHH)

posuneMus
Boutesnb "KiIeHoBoro cupona"
JIpyrue BUIBI HAPY ii obmena c ii uenbio
(M30BAJIEPHANOBAS ANHIEMUS, METHIMAIOHOBAS

HapyweHus 05Mena AUPHLIX KHCIOT
_Fomouucruuypnn

P rnorapukawnaypus

PP ranaxrosemus

B ocrpan ( )

P Hapywenus ofvena wenn (Goresin Buancona)

_ Hesasepiennbiii octeorenes

P Jterounan (aprepuanuasn) runeprensus (uanonarccxas)

- Jlpyrue cunre

: Gonesnn Daopu (Padpu-A ), Hi Muka

fara gocTyna 24.052021




PeAKMe 3360ﬂeBaHV|ﬂ, He Bowegwue B nepeyvyeHb, HO UmeroLne
BbICOKO3(h(PeKTMBHbIE METOAbI Tepanuu

K

p
P Hacaeactnennbie nvMynoxeguuITL
IR Cunapon koporkoii kuukn

R pcernos

Hapywenist wikiia 06vena MOUCRHHbI
I Bosesnn Momne

YHOCTH

Boaesns B Goneans >gupos
KuCa0ii AMnazHl

I Myxonoancaxapuaos IV A

Uncras rumnepxo: Cemeiinas r

IETIN Crinmastbuas Mpimesnas atpogus
TR Mepnuumnbiii oBenmbHLIIi revoxpomaTos

Tunodocharasun

Hetocratounocts anbda-1-antnrpuncuna

Jlerounan ap runep

IFEN Boaesns Kpoua

TR Bpowciennprii uxtnos, CHILD cunapom,

( ii) Gyaesubrii
TR Ty6eposubiii ckaepos

© IPYrHMH 3250;

Mo04.2
D84.8
K90.2
E72.0
E72.2
E74.0

E75.5
E76.2
E78.0
G12.0
E83.1
E83.3
E88.0
127.0
K50
Q80

Q81
Q8s.1

Crz2223)

CP-222234

BHeceHue nauueHTa B nepevyeHb

MepeyeHsb KU3HEYrpoXKatoLLmX v
XPOHUYECKUX Nporpeccupyowmnx peaknx
(opdhaHHbIx) 3a6oneBaHui, NPUBOASALLMX K
COKpaLeH1o NPOAOITKNTENBbHOCTU XXU3HN
rpaxaaH Unm ux MHBanNMAaHoOCTU

MepeyeHb peakux (opaHHbIX)
3abonesaHuii

ﬂﬂﬂ BHeECeHus nauveHTa Ha
oduumanbHeld cait B cetn «MHTepHeT»

HeobxoaumMo sanontetxne opmel MocraHosnenve Mpasutensctsa P® o 26.04.2012 Ne 403

«WHdopmaums ans BHECEHUs Mpasina BeneHis  GenepanbMOro PerUCTA AN, CTPARAIOWINK

3aboneeaHnss B [lepeyeHb  peakux " peakuma
> (OpchanHLmk)  2aBoMeBaHASMY, NDAEOASLLAMA K  COKpaLLEHWO

(opchaHHbIX) 3abonesaHui Ans NPOLOMKUTENEHOCTI XUSHA (PAXIAH UM WX UHBANWIHOCT, W €ro

pasmelleHns  Ha od)mumanbnom caite PperuoHantHoro cerMenTa.

M eHVs

P
Poccuiickoit ®epepatm»
Mpoueaypa BHeCEHWs NaUMeHTa B
[AaHHbIN NepeyeHb YETKO
pernameHTMpoBaHa

Mpoueaypa BHeCeHUs NauneHTa B
[DaHHbIN NEpeyeHb He PernameHTUpoBaHa

Ta
 Aere IO PHIAY . . poross

YuncneHHOCTb HaceneHus U KONMMYecTBO NaLMEHTOB C

peakumu 3aboneBanuamu (LLO Ha 01.01.2018)

Benzopodckas o6nacm (1549 876) - 152
BpsHckas o6nacme (1 210 982) - 112
Bnadumupckas o6nacms(1 378 337) - 185
BopoHrexckas o6nacms (2 333 768) - 161
MeaHoeckas o6nacme (1014 646) - 110
Kanywckas o6nacme (1012 156) - 86
Kocmpomcras o6nacm (643 324) - 59
Kypckas o6nacms (1115 237) - 132
Jluneyxkasn o6nacme (1150 201) - 124
Mockea (12 506 468) — 1599
Mockosckas o6nacms (7 503 385) - 790
Opnoeckas o6nacme (747 247) - 91
Psizarckas o6nacme (1121 474) - 145
CmoneHckas o6nacme (949 348) - 70
Tam6oeckas o6nacms (1033 552) - 137
Teepckas o6nacme (1283 873) - 165
Tynbckas o6nacme (1491 855) - 242
Slpocnaeckas o6nacms (1 265 684) — 140

ATA, A,
berassonin Gores sy AeTEh GO PHINY

MOHMKH

CP-222234)

CP-222234)

B 2013 r. — 385 «peakmx» NauneHToB, u3 Hux 235 - getu (61%),
B 2018 r. — 879 «peakux» nauneHToB, u3 Hux 419 - netu (48%)

YMeHbLUeHne aonuv geteun
06YyCroBreHo NoBbileHneM
BbhkuBaemocTtn, HO He gocTaTo4yHOM
paHHeﬁ BbIAABNIAEMOCTbLI peaKux

3aboneBaHuim!

CP-222234)

CP-222234

Hona neten (%)
" 61
“ \
0 "
©
0
M
0
o

2013r 2018 r
e AN e e o
AkTyanbHoCTb
Mo daHHbIM Esp (i coro3a op 3ayuli 60/1bHbIX peGKUMU

3a6onesaHusimu (EURORDIS), 6onee 75% pedkux HacrieOcmeeHHbIX

6onesHell ¢ ipyrom e p so3pacme, 8 65% cny4aee oHU
npueodsim K uHeanudusupyrouuM p poli
4acmo 6. J 1l IPO2HO3.

B 35% crny4aee oHU ciy)am npu4uHol cmepmu demel Ha nepeom
200y KU3HU.

Moymu nonoeuHa 60/bHbIX O i ¢ ped H o]
6one3HssMU cmpadaem 3adep)xKoll Hep -ricuxu pa.
HapyweHUsIMU ICUXOMOMOPHOU ocmu unu CEHCOPHYH

HedocmamoyHocms.

A, A o
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AkTyanbHOCTb

OpdgpaHHbIe 601e3HU npomekarom yacmo nod mackol dpyaux, 6onee
pac IX 326 i, Ymo He no3eosisem epayy

P

6blcmpo 3anodaapumb y 6onbHO20 pedkoe 3abosiesaHue.

Bonee 80% pedkux (opghaHHbIX) 60. (i o] y
npupody.
OHu mo2ym omiu s no my i, 0d ecs 2py
I pu3y ac )YHO i i
a9 ] 7} P 6 u KIIUHUYecKasi
P )Cmb 3a6 C a 8 6onbuweli cmeneHu
Mymay, X noepe»(deHuu 2eHa, 4eM ¢hakmopamu

oKpyxarouweli cpedbl.

CP-222234

Mpo6nembl BeAeHUA NaLUMEHTOB ¢ opdaHHbIMU
3aboneBaHUsAMU

Omcymcmeue cucmembi paHHeli duazHocmuku pedkux 6osesHel

A

- Hu3Kasi oceec xemb U POXKEHI epaqeij Ha
no p y  eblisie. 60/IbHBIX € pedKuMu
6one3HaAMU;
- Hed 4HOE Konu ] KIUHUYeCKux 2eHemukos,
yumozeHemukos, 6UOXUMUKOS, Y moe no n

Mema6onuyvecKux HapyweHul u op.

- nMo30HsiAA uazHocmuka/ owuboyHasi duacHocmuka (6onee 40%);

MNpo6nemMbl BeAeHUs NaLMEHTOB C PeAKUMU
3aboneBaHusAMMN

CrnoxHocmu npu okazaHuu MeOUUUHCKOU noMouiu
- omcymcmeue MHO20MpPoUbHbLIX J1€4E6HbIX yypexdeHull, croco6HbLIX
ocymecmennmb eecb crnekmp Oua2HOCMUYECKUX, JIe4e6HbIX U
OHHBIM MepOl (7

- Hecoomeemcmeue mapughoe onnamel peanbHol ceb6ecmoumocmu
o6cnedoeaHusi U ie4eHuUs1

ons MHozux pedkux 3abosieeaHull ewje He paspabomaHbl U He
ymeepx0eHbl cmaHOapmbl (MPOMOKOJIbI) QUa2HOCMUKU U JIe4YeHUs

- Hem np

He ompezaynupoeaHa 83aumoces3b ¢ PedepasnibHbIMU UeHmpamu

CP-222234

MNpo6nembl BeAeHUsi NALMEHTOB C PeAKUMU

3aboneBaHUsAMU
Ipo6nembl nekapcmeeHHo20 obecneyeHus
Hedocmy namc (i mey u a P e
cesi3uc T OM HOf P 8oli 6a3bl (Mpu
)pbIX 326 ()
omcy P J: psida Jo X npenay e P®

npu pside 3a6oneeaHull mepanusi He pa3pabomaHa

CP-222234)

[Ans opraHM3auunmn neYeHUs NaLneHToB C
peaknMu 6onesHamMu Tpebyerca
MYJIbTUANCLUMIIJIMHAPHBIA noaxoa

xa~

CP-222234
Knaccudmkauma HacneacTBEHHOM NAaTONOMMM MO OPraHHO-
CUCTEMHOMY NpuHUUny
o —.
)

pr— )
o
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£
- amacrs ayoHbe
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aaexarenewo o
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Cp-222234
KnuHuuyeckne nposiBneHus n TAXecTb
Knaccudmkauma no Tuny HacnefgoBaHus )
(Ha npumepe CMA)
*  AYTOCOMHO-[IOMUHEHTHbIE i CUHApOM 'y
Mapcpara, aecbekT B cvicTeme KomnnemenTa (HAO) 1 ap.)
+  AyTOCOMHO-peueccusHble (onesnb Tes-Cakca, ranakrosemus, Mykosucumaos, CMA, 6onesns Mowe,
MyKononucaxapnaos (kpome 2 Tuna) u ap.).
. e A B, cuHgpom Jlewa— HaiixaHa, HeA0CTaTOYHOCTb FI0KO30-6- .
(r-6- @A), 2 TN (CMHAPOM XaHTepa) 1 ap.). na
. e +Bospact Havana +Baspact Havana ~Cunromsi «Cumnomss ~06biHO
3abonesanns ~ 10 saGonesais — 0 6 nosansorca Ha 7- nosensiores nocne cumnTom
runodbocdatemus u ap). poxaeH wecres 18 wecsue xuaHn 18 mecsies xnawn nosensiorca
Crinxersian ~CumanToms: nposinsioTa noce 30-nerero
+Monepruzasus +HapacTaiouian
awrrean s Tevenne vecronsx | ORePrHea e ecopects
orcyreTaue (ewe 1o *Mnoxoe ynepanve ?“‘;’ ) :‘:" vt
pomenns) ronogs! ~CraGocTs wokel  +XonuT
. +CRaBocTh Wb ney W enocTH camocToTensHo, Ho +Camocrorensias
Buparewan onatoors 7600 oo o Bpewmeren HoXeT xonsa,
Aixarenshan +Hapywenie AsXaHAR A camocTonTensio yrparum, o1y snocencan
enocTaToumHoCTH TOYIHOGTS KODMIGHA - cpere, 10 16 cnocoBHocTs WOTYT nosBNTLCA
‘ocHosHas npotiiema PHCK BCTUPaUAM LM criocoBen xomMTs -Puck paseumus ToyAKOCTH ©
+Koporkan oxugaeman  +CWAAT ToMbKo o Chmernian oxvpea 1 nepensixentien
poRomKHTEnbHOT. nonzepxkoi P octeonoposa Her ke
i (0Bl enee  +KOpOTKan oxunaeian o Her crimkenms oxunaemoit
e e P T e
Gones 2 ner) npoRomKMTeLHoC
ner) ™ Kok
Cp-222254

CKOpOCTL NporpeccupoBaHnsa CUMNTOMOB
(Ha npumepe MIC)

[ Meanenno dopva

Cummrows, nposnsioTc noaHee
VIHBANMAW3ALUA BOSHUKAIOT I03Ke — Ha 2% AEcATKe neT
Bonee GnaronpHATHIF MPOTHO3 10 OXHAAEMOT
IPOROMHUTENLHOGTI XU
NpuBAMaNTENLHO y 40% naueTos

Bhictpo opma

BOSHUKHOBEHWE CHMITTOMOB B NEPBLIE O K3HI
VIHBANMAKIALUS B TeNeHMe 1-70 ASCATKA NeT KASHI
Panss cueptHocTs (4o 20 ner)

npUBIIUTENLHO y 60% nauverTos.

Minoromcnapor
Gloiani et o, Pedorcs 007120405418

CP-222234)

MpuHUMNBI NeYeHus opdaHHbIX 3a6oneBaHun

CumMmnTomaTuyeckoe
uamoTepanus, KumaTuieckme hakTopsi i np.)

MNaToreHeTnyeckoe:

[veTtoTepanus

depmeHTO3amecTuTENbHAsA Tepanus (O3T)
BbiBeaeHue cybcTpaTta naTonornyeckon peakumm
ATuoTponHoe:

Tepanus, 5

[eHHasi TEPaNUS (xoppexumsi oBMenHa Ha ypoBHe MPOAYKTOB reka,
MOANYKALMA PE3ePBHOTO reHa, BBEAEHUE HOPMANLHOTO reHa B KNeTKy,
BLIKIIOYEHME MYTAHTHOTO reHa U oBpaTHas MyTaLms NaToNorYeckoro annens)

XMPYPruvecKoe (rpawcrnantauus, yaaneHue opraHa, peKOHCTPYKTUBHbIE
onepauum i np.)

MoyemMy BakHO CBOEBPEMEHHO NOCTaBUThb AUarHo3 opcaHHoro
3aboneBaHua?

PaHHAs KNMHWYecKan ANarHocTuka 3abonesaHus 4pesBbIvaiiHO
BaXHa, TaK Kak NO3BONMT:

[aTb pekoMeHgaUnM cembe, Kak NPeaoTBpaTUTL XKIU3HeyrpoxatoLe
nposBneHns 3abonesaHus;

WHEOPMMPOBaTL O CEMEHOM NPOrHo3e (PUCKax POXAEHUS MOBTOPHO

6onbHoro pebeHka) 1 0 BO3MOXHOCTU NPOGUNAKTUKM;

HauaTb CBOEBPEMEHHO NATOTEHETUYECKYIO Tepanuio, KOTOpasi NoKasbiBaeT
HauBonbluyo 3 heKTUBHOCTL NPU paHHEM Hauarne nevexusi (ecnm oHa
paspaboraHa).

CP-222234
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Knunuyeckune MPU3HaKN, NpU HaNUM4UM KOTOpPbLIX NOKasaHo
HanpaBneHue AeTei Ha reHeTMYeckoe obcnenoBaHne
. Py u. - HU3KO- unu
] unu us6l J maccel mena u np.
unu pezf U6y P 1, Cy9of Ui cuHOy
amakcusi
* Py yca - auno-u Py
noxodku u np.;
. PHO-0 — degp i yepena,
y u i, 02p: P Y unp.;
. — ynop peoma, duapesi,
( f u
xenmyxa;
+ npoyue — yeema Koxu u osoc,
Heo6bI4HbIl 3anax MOYu u mena u m.o.

CP-222234

F'ae MOXHO y3HaTb O Nporpamme 6GecnnaTtHoW AWarHOCTUKN

Cawit MIHL, — pasgen «Cneuuanuctamy» -
«Hay4Hble anarHocTuyeckue nporpammbl»

https://med-gen.ru/

ez |
MaumeHT ¢ nogo3peHnem Ha
opdaHHoe 3abonesarme
leHTp 0pd:
MrL, MOHMKM/MTHL ‘ Uextp (103)
MoaTeepxaexve
AmarHosa

VHumaums
I’|aTOI'ENE'TM\IeCKOﬁ/CMMﬂTOMaTM‘JECKOI’i Tepanun

| A
/ ]

Mpoaomxerue Tepanv no ‘ Habnioaexve cneunanuctamm
MeCTY XUTenbCTBa 103

FocnuTanusauus (AKMLMO, MOHWUKW, MHULL
3poposbst AeTel, HAKUN neanatpum M.

Rt et ORI pobsion

PAKB v np.) (MO nokazakmsim)

CP-222234)

3anopo3putb. OnpegenuThb.
HanpaButb k cneumnanucty

CMoTpUTe Ha NAUMEHTa B LENOM, B TOM YMCIIe Ha TO, YTO He
BXOAWT B Baly o6nacTb cneyuanu3aumm
* HeobbluHbIE COYeTaHMs YaCTbIX NPU3HAKOB 1 CUMMTOMOB

BbI MOXeETe NOMOYb COKPaTUTL AMArHOCTUYECKMIA Pa3pbiB
« PaHHee pacrioaHaBaHue Np1aHakos 1 CUMMTOMOB
« Ci HOe Har B cneL

HHbIA LEHTP, K

cneumanucty

CP-222234)

Bonpochbl AnarHocTuku n nevyeHus opdaHHbIX (peaKnx)
3aboneBaHuI IBNAIOTCA BaXXHON MeAUKO-COLManbHOM U
3KOHOMMYeCcKoW Nnpobnemon, TpebytoLlen KOMNNeKCHoro

noAxoza Kak co CTOpoHbI dhefepanbHbIX U
permoHanbHbIX OpraHoOB 3aKOHoAaTeNlbHOU U

WUCMNOJTHUTENbHOMW BIAcTU, Tak U CO CTOPOHbI Hay4HOro

coobuecTBa, 06LWeCcTBEHHbIX OpraHM3auuii NaLneHToB,
6naroTBopuTenibHbIX OpraHu3auuin U counanbHO
OTBETCTBEHHOro 6u3Heca.

v MOHHKY, mpogeccop Kaseaps neawarow <

T
KPATKAA UHOOPMALMA NO MEAMUNUHCKOMY NPUMEHEHMIO
. MPENAPATA CMMHPA3A

'y CTIMHPA3A

{Hycvmepces)

ke o mesGKomYy ke mpenapara Crawpasa, A-005730, 28.02.2020
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f'mnodocdatasma B npakTuKe
neguaTpa

BaneHTuHa BukToposHa LecTepukosa

3ageAyiolian NeAMaTpPUYecKUM OTAeNeHeM, aCCUCTEHT kadeapbl neauatpuu ®YB MbY3
MO «MOHMKN nm. M.®. BAaarmmMpcKOro», rMasHbli BHELTATHbIM AETCKNI
3HO0KPUHONOT MOCKOBCKOI 061acTn

r'mnodocdaTasua

06ycnosneHa AedULMUTOM LLENOYHOI GocdaTasbl, KOTOPbI BOHUKAET U3-3a
MyTauum 8 reHe ALPL, KoanpyloLem Hecneunpuyecknii TKaHeBon
M30pEPMEHT LWeNoUHOI pocdaTasbl

B HacToAwWMIt MOMEHT ¢ FP® caAsbiBatoT Gonee 400 myTaumin
B reqe ALPL

TOD MOXET HaC/IeA0BATLCA KaK MO ayTOCOMHO-PELECCUBHOMY, TaK 1 Mo

aYTOCOMHO-JOMUHaHTHOMY BapUaHTy

Ponb wenovHon docdaTassbl

reH ALPL LWenouHas Cy6cTpath!
docdarasa we
* ALPL —reH Ha KOPOTKOM nneye 11, i Ky yilo

docdarasy (THLLD)
* THLL® yyacTeyeT B rugponuse cybcrpatos
* HeopraHuyeckuit nupodocdat (HNP),
* nupuaokcanb-5-pocdar (N1P),
* pocdoataHonamuH (P3A) u apyrux

MaToreHes runodocdatasum

A HeopraHueckuit
nupodpoccpar PPi

Hapywere Ca/P-oduens,
e AT 3UN KOCTER

1 1

MBI POYKH
CYCTABbI

Haporas M. B., Plownia . 1., 3y

eovaronori Hosoctn Mo Opionne 3018 - 17 Nt 18y

—

Mnodocdatasma: Knaccnobukaumsa

B P® 1:100 TbiC.
MepuHatansHan WndantunbHan Betckan Bapocnan
BHYTPUYTPOGHO, NpH poMAeHAM 10 6 mec. C6 mec. 4o 18 ner 18 net u crapuwe

Mpu M301MpOBaHHOM NOpaXeHU 3y60B BblAENAOT - «OfoHTOrMNopochaTasmno»

Supplement

MepunHaTanbHan dopma
fmnodpocdaTtasmmn
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MposBneHusa nepuHaTtaabHon OGP

OnopHO-ABUraTeNbHbIN
annapar

TonosHoM1

AbixatensHan

unonnasua nerkux
HeA0CTaTouHOCTD

5.
& 7
- yKopoueHus, aepopmauun i rMnoToHus
KOHeuHocTe
I’
.\ "l
HedpoKanbuuHos
MoBpexaeHHe novex

g 1 . —f] Mo3r
v -
BuIpa)eHHble HapyleHya 1 ‘j ButamuH B6-3aBucHmble ‘
- AedOPMALMM FPYAHOIA KNeTKI

- Mem6paHo3HbIii uepen

Mpu oTCcyTCTBMM NeueHnA nepuHaTanbHana P netanbHa B 100% cnyyaes!
Wy M. yposhesphata. i lrius i, eppre et ), ds
e

popmuposaHms ckenera: | cyaoporm
Moukm ‘
oo 2012 7718

[varHocTvKa nepuHaTanbHOM GopMbl

MpWU3HAKK, KOTOPbIE MOTYT BbITb BbIABNEHbI MO AaHHbIM Y3U

* Hapy cKenerta
* YKOopoueHue KOHeYHoCcTel

* BHyTpuyTpo6Han 3aaepiKKa pocTa

* CHUKEHMEe IXOreHHOCTU KocTeit

* OT4eTAUBbLIN cepn mosra

* MHorosogue
UeTkan SMYaNI3aALMA CTPYITYp FOM0BHOTO
Mo3ra y naumenTa ¢ [0 Ha Y3

MepwuHaTanbHan [O®d: peHTreHorpaduyeckmne NpUsHaKm

3HaunTeNbHble
paxuTndeckue
M3MEHEHNA HUKHUX

TunaHbii nepenom Meronuese pebep Mem6paroaHbiii uepen

KOHeuHocTeit

[bixaTenbHble HapyllieHua, Tpebytoume UB/

Tsxenas rMNoMuHepanusaums pebep MOXeT NPUBOAUTL K CHKEHUIO
oGbema rpyaHo KNeTku 1 runonnasum nerkux'.

MopaeHue novek: HedpoKaabLMHO3

Hapywenue
MUHepanu3auum KoCTHO
TKaHU
+
Tunepkanbumemus u
runepdocparemmna
YnLTPasByKoBOE UCCARAOBAHME NOYEK,
WANIOCTPUPYIOLLIEE OYar KaNbLMGUKALMN
B BUAE 3XOreHHoIt 06nacTy (Genan HedpokanbuuHos
CTpenKa) ¢ 33/3Hei aKyCTUUECKOM TeHbIo
(uepHan cTpenka). N
Nospexpaenne
nouek

4. 3.Moh 51,4 Exce et Ann 1981.5.Cundy et 3, Paper presented st 40th Annua Congressof the

1 . 13,2 Fal
Europesn Calcfied Tise Socety (ECTS) May 16-21, 2013

KnnHuyeckne npoasaeHmsa
NHPaHTUAbHON / AeTckon dopmbl [OD
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CrctemHble NposaBneHnA

FonosHoil
mosr

3y6b1 ‘

OnopHo-
ABUraTeNbHbli TNerkue
annapar

| Moukn
He BbifBneHHaA BoBpemsA MP® NPUBOAUT K TAXKENOM UHBANMAU3ALMUN U MOXET 6bITb 1eTanbHOI!
CHMNTOMbI MOTYT NPOABUTLCA B NI060M BO3pacTe M NPOrPECCPOBaTL BO BpemeHu!

i, Jueppner H,Pettfor | eds.

Whyte MP.Hypophesphatasi. I

77158

0 KnunHunueckne NPOABIEHNA: BHELWLHNE NMPU3HAKN

A
Yionuenve Konewei, sanAcTuii, Panee sbinagenne
NOABIKEK 33 CUET PACLIMPEHMA  FPYAHOI KAETKM — CHETKID KoHeuHocTeit MONOUHBIX 3y60B
meragu3on
whve 2013
ey

HapylueHne noxoaxku

0 9 PeHTreHorpaduyeckune npusHakm

PenTreHorpadus Ny esanACTHOrO

PEHTTeHOrpaduA KONEHHONO CyCTaBa

PenTrerorpadua yepena

M€T3¢M3bl C HeperynapHbIM OKOCTEHEHMEM, 30HbI

Nanbuesble BAaBACHUA
OCTEOCKNEepPO03a, «A3bIKN» MOHWKEHHOMN NAOTHOCTU

Yyepena, KPaHMOCUHOCTO3

Mpossnexus MO

" ’ et sl 775, 2012. 2

KnnHunyeckmne npoABeHNA 3aboneBaHums: 3y6b|

PanHss noteps 3y6os
(8o 5 ner)

O6bI4HO BbiNageHue
MHTaKTHOrO 3y6a
C KOpHEM

A b/

3abonesaHua AaeceH

e o) Elsevier

whyte
L7502

HapyuweHune dyHKUMM AbIXaHWA

ndpPy vy )
CKNOHHOCTb K NHEBMOHMAM, YacTble OPBU, xpoHuyeckan runokcma

13, 2. Fallon, Medicine, 1984. 3. Mohn et l, Acto Poediotr 2011 4. Eade et Ann Rheurn Dis 1981
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KnnHumyeckne npoAasaeHnA 3abonesaHus:
MOYKK

Letn ¢ TOD noasepsKeHbl BbICOKOMY PUCKY TAXKE/bIX CUCTEMHbIX
npossaeHnn’4

Hapywenue B Wekaeos 2 5 e creceorD e ToRRk o saBonesn
MUHEPaNM3aLMM KOCTHO
TKaHW 89% ¥ 89% nauvienToB HaGnIORARACh 334EPKKa MOTOPHOT paseuTAl
v o
MMnepkanbuuemus n 3
42% Y v 42% nawenros ¢ saaepmsci motopmoro passurun
runeppocdatemun ommeNanocs nosaee Havano xosGelt
s NP
HedpoKanbuuHos ( 52% ¥/52% naupenTos Kabniopanca HedpoKanbiyAHO3! SRR/
NG [ —
¥ [ —
Mporpeccupyrowee (31% ) Lwivowene: P ——
noBpexAeHNe novexk N NPHBOAR K HEBPONOTHYECKHM OCAOXHEHMAM
— ¥ HEOBXOAMNMOCTH NIDOBEACHHA ONEPaLIH Ha
yepene®
Whyte M, . Pedtr. 101, 379-386 (1382 P —— o T nand
S T o g 5

FO® Bbi3biBaeT 60/b U MblleYHY0 c1abocTb y AeTel 1 NoapoCcTKoB 2

Y 6onblKHCTBA AETEN 1 NOAPOCTKOB ¢ FPP Bbina BbiABNEHA 6ONb U MblLeYHaA cNabocTb

86%

17591

5O, HACTOSKO BbIPAKEHHAR, STO OTPAHHIMBAET. 43%
AKTVBHOCTD
asjsar

36%

[

1%

s

RS e IO AT B e s 0T

\10_11_Fina_Web,pdf, Acessed March 13, 2017,

rVIHOd)OCd)aTa3MHS OCHOBHbI€ CUCTEMHbIE NPOAB/IEHUA

Crener

+PaXVTONOAOGHHE HaMEHEHNA CKeeTa
A A CHeIeTa
~Ocreomansiym

~Ocreonesus/ocTeonopos
“5onM B KaCTRX

*«<A3bKM NTGMEHKD 8 MeTadVEaX
“Yacrele nepenamt

Cromaronormieckue

“TIPEMACBPEMEHHOE BLINBACHHE MONOUHbIX

[bixaTensHan cuctema

* Tunannaaus nernx

* DbixaTesibHan HEAGCTATAHHOCTD

* MoTpeBHOCTS B AbbaTenbHOM NoAASPIKE,
BKAlouaA HBA

Ml 1 cycTasbi
+ [WnoToHwA / mblluedHan cnabocTs Huskuii poct u macca Tena
* XOHAPOKaNbUMHO3 / Mcesaonoaarpa
+ Bonu 8 mblax u cycTasax

3aAepiKa NICXOMOTOPHOTO PasBuTHA 1
- Hapywesue noxoan (POPMUPOBaHNS KAKOHEBbIX HABBIKOB

JlabopaTopHaa ANarHoCTMKa

NabopaTopHas aAnMarHocTnka red

Kanbumit docdop Butamunu D
we CbIBOPOTKM CbIBOPOTKMU 25(0OH)2D P e
4, //Hopma //Hopma Hopma J/Hopma
Heo6xoaumo obasatenbHo obpawiatb Ha rpaHuUy Hopmbi LLL®!

G

* MosbiweHue yposHa N1 8 nnasme

+ Mosbiwenue yposha HI® & cuisoporke

+ Mosbiwenye yposHa GIA B CLIBOPOTKE U MoYe

e u )i b s g g g s G s 5 et

25




OcobeHHOCTM onpeaeneHmns aktmsHoctu LU

M Husxan
axmuesiocrs WO

I Hopmanusan
axustocTs LD

|

Mpy1 HEBO3MOXXHOCTH
npoBeAeHNA BaMaaLum
HUXKHEN rpaHuLbl HOPMbI
MOKHO OPUEHTUPOBATLCA
Ha CHUXXEHWE aKTUBHOCTH

W& < 100 Ea/n

Bospacr

I T
|16 359]
]

(

JE T T
3¢ 5is]
% 369]

T ]
51/
T
Ii-E!

[

=0 o r
AxrushocTs WP (En/n)

Pofitn A AaGoparopran cryta, 4 (1), 2015

OcHoBHble anddepeHLmanbHO-ANarHOCTUYECKMe NPU3HAKK
rmnopochaTasnm n cxoHbix 3aboeBaHNi

Mokasatens

HecosepuweHHbli
Mnodocdarasus Paxur docpatamaber B
ocTeorees

\]/ ! ! o
are i (dioctor 0 Y| W Hopma
B KpoBu Wnn Hopma

MapatropmoH N2
8 KPOBM “An Hopma

K @ Hopma

[narHocTnyeckoe 3HayeHne aktusHocTy LLL® npwm
andodepeHuManbHoM AnarHocTuKe

runodocdarazua

MNpuem 61cdochoHATOB NPU HECOBEPLIEHHOM OCTEOreHe3e
[Ledbuumt Zn?* u/mnan Mg+

VIHTOKCMKaumua BuTamuHom D

Huke HOpMbI Jeuenne crepongamun

lonopaxune

Mnotupeos

JLednuut Butamuna C

Taxenan aHemua

AkTusHOCTS LLID

HecosepuieHHbIil ocTeoreHes

ANMMEHTaPHbIN paxuT

X-cuenn. runogpochaTemMmyeckuin paxut
BonesHb MegxeTa

3aunBNEHME NePeNomos

Bbiwe HopMbI

Ecnum y naymeHTa AeTCKOro Bo3pacra:

* KocTHble aHOmManum

* 3apep)KKa pocTa U pa3BuTUA
* HepgocTaTouHblii Habop Beca
* PaHHee BbinageHue 3y6os

UamepbTe WP u ucknroumte Med!
LLI® Huke 100 Ea/n — BbicOKasA BepOATHOCTb P D!

sustty

MonekynsapHo-reHeTM4eckoe nccnegosaHme Ha Moo

1. Topavas IMHWUA NOALEPKKM reHeTuYecKoro uccnenosanmua: 8-800-301-06-51
2. 3aKas Kypbepa v uccnefoBaHue obpasua 6ecnnartHbl ANA KAMHUKKY U NaLMeHTa
3. [na uccnenoBaHUA MOTYT 6bITb MCMO/L30BaHbI:

* Cyxue nATHa KpoBu
* LenbHan KpoBsb B Npobupke ¢ IATA

4. WccneposaHue NpoBoaAaT reHeTudeckue nabopartopuu MrHL, HU3/A (r. Mocksa) n
KBN240 (r. CaHkT-MNeTepbypr)

5. 3aK/I04YeHNe MONIEKYNAPHO-TEHETUYECKOTO UCCIEA0BAHUA HANPABAACTCA HA NOYTY
Bpavya, oTnpasusLLero obpasel,

AcdoTtasa anbda: cTpykTypa’

b anbda coboit # Genok THLL® c K KOCTHO#
TKaHu, nans n npu ee

AXTHBHS1 UeHTP THOL®
Axtwawsiiuewrp__| 0Becniesvsaet

2 “—| cepmenTatusnyio
aKTvBHoCTL

THll®

oo Fo-(bparmenT Yenoseckoro
" ] I9G; yanursiet nepvon
nonypacnaga Monexyrs!
obneruaet omcTky

[leka-acnapTaTHblit KOMNOHEHT ¢
BLIDAXEHHO aQMUHHOCTLIO K
KOCTHOM TkaHM Rexa-acnaprar

porasa anbcpa: s KNeTKaX AMUHMKA KATATCKOTO XOMAYKa
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AcdoTasa anbda (CTpeHsuk) npenapar ana pepmeHT-3amecTUTeNbHOM Tepanun
mnodocparasun

Mmapokcnanatut

Acdpotaza
PPi i
“‘mp:\ll

ayn

Pi octpar, PP, necprasmecin neporpoctar

Cunervie
Conon: 1. Boston, MA 2. Scott Ly

BbIKMBaemocTb nauyeHTos ¢ FP® Ha Tepanum AchoTasoit anbda

(nepuraTansHan u ukdaHTHbHaR dopMbI)

* Kpusbie K: Matiep ans ] i dopmbi FO® Ha nevenny acdorasoit
anvda
2-08/1 W ENB-010-10) npoTue ucrops KowTpOnA ENB-011-10)

100

%0

80 T eem
= J— g
€ 5 nawnarios, TP scqoryh
: ronw it
g R Sl 417 CTOpHNECKOrD KoMTPOM
s 1 @ B oo
H 35 » 5
§ w
g s w s
£ 30
H
& 2

o 1 2 3 4 5 6 7 8 8 1 1 12 13 1 15 1 17 18 19 20
Bospact nauwentos (roas)

3736353330282520221917151312 8 6 4 3 2 1 0

427201512141312 11109 8 8 8 8 7 8 6 6 6 6 5555443 3333333331110

W 4 4ot et 51 01 928

AcdoTasa anbda — 3dPeKTUBHOCTb M NePEHOCMMOCTb NPU NepuHaTanbHON

M MHPaHTUAbHOMN dopmax MOD: MUHepanu3aumsa KOCTHOM TKaHKu!

BRUsIHWE Ha nposBnexns MO

BaXHYIO KOCTHOI TKaHW, OKa3bIBas

3aKkatyeHue

* Tunogocdarasua —T nporp pytoLLy Tpebyouwee

NOXWU3HEHHOro HaGﬂlO,qulAﬂ W neyvyeHua
* BasKHOW AMarHOCTMYECKOM 0CObeHHOCTbIO PP aBnsAeTca HU3KAA aKTUBHOCTD LLIP

* Mpu nogo3peHnn Ha ntobyto Gopmy paxuta Heo6XOAMMO NPOBOANTL ONpeseneHne
akTuBHoCTU LD c y

pedepeHTHbIX
* leHeTUYECKOE TECTUPOBaHNE MOXKET BbiTb BaXKHbIM JOMONHUTENbHBIM KpUTEPUEM
AMArHoCTUKKM runodocdartasum

* TMnodocdarasms, p NOAAAETCA KOpPeKLUH.

CTPEH3MK (8 cokpaweHnu)

Perncrpaunoruth womep: 1 005566
Toprosoe wawmexoRatue: Ciper

MHH: acgorasa anda (sfotase alf)

exapcraenas Gopwa: p3cTaop A7 NOAKORH S90S

Pearatnn

nauesTos, nony-GBu nesewe Gonce oaHOrD T0R3.

100 wifwrs 1

336onesanus co cropone KocTeH.

Sner v i
o

BCRoMOraTe ol BEUEET (KOMROEHTaN MnapaTa)

¥ nawnentos ¢ Porosse), 3 Take HeGpOKIIINHOS

100 utfun.

o ——

3 o1
CUNCTPYLUNE 10 AP0 & iy KEBTOND

or caera wecre, npn Tewneparype 2:8 °C He sawopamusars|

50 Cpox romwoc:2 oms

acxapmmsann. Ha o

P
HaxoRsurocs a rpyaow  (Bnaenu, PY): AnescHon Gapna X, Wiseiuapun
30, 0 W

waces rena 148085 Zarih,Swizerland

[r—

AR BHTOHBORHOTO W DRYTDHSIEOTO BRI

Mockes, 1 Tseposan

oI W PCIHN HIW YD 10 CTeNA TRRECTH.

A 3 Viow 4
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REF 222235

o o G s SO \

CMA:

COBPEMEHHBIN B3T's1]l HA IPOBJIEMY

Hanrencesa M.B.
ER
CT.HAYSHbIIi COTPYIHIK OT/CTEHHS HEBPOTOTHH,
BPAY-HEBPOIOT OT/ETENHS NeAATPHI
I'5Y3 MO MOHMKH nw. M., Brammvmpexoro

G cnuHPA3A

(Hychnepcen)=

=

QeP-222236
PackpbiTne nHdopmaumun \

Nekrop: MawTeneesa MaprapuTa BaaumupoeHa

[LlOMKHOCTS: A, M.H., CT.Hay HbIF COTP: etz Hesponor, otaenenwsneguaTpu [6Y3MO MOHMKM wm. M.0.

BrapumpcKoro

Lanwan A 000 /I0HcCOH & [IKOHCOH». MHetns,
cnaiiaax TOUKY 3DEHIR NEKTOPA, KOTOPaR He OBA3ATENLHO OTPAKAET TONKY 3peHUA CAHCCeH).
TonKo 5 pamkax 5 PO NOKaSaHMI, CAMCCEN» He PEKOMEHAYET MPUMENATs Coo

TAHBIMY OT 3
Nepea npenaparos, noxanyiicra, 3 no Nonsbie
sanpocy.

JaHan anm " 6 - o
C cornac nexTopa.

HacToAuyM 1eKTOp NOATBEPMAAET, TO OH[a) NONYYAET FOHOPAPhI 33 KOHCYNSTAUMOHHbIE YCAVM & OBAACTH HayuHO¥ 1 neAaroridecKoit

BEATENLHOCTH (06pa3oBaTeNlbHble YCAYIH, HayuHble CTaTbi, Y4acTHe B IKCNEPTHbIX COBETAX, Y4acTHe B MCCAEAOBAHMAX M AP.) OT CICAYIOWMX
Komnanwii: 000 ¢[PKOHCOH & [KOHCOH.

G cnuHPA3A

(Hychnepcen)=

CnuHAJbHASE MbIIIEYHAS ilTqu)lrlﬂ
(CMA)

9T0  TAKed0e  ay P!

XapaKTepu3ylouleecsi NPOrPeccHPYIOIMMH CHMIITOMAMH BSLIOT0 NMApainya u
MBIIIEYHOHi AaTPOQUN BCJIEICTBHE /1€TeHEePalHH U-MOTOHEHPOHOB MepeaHnX
POroB CIIMHHOTO MO3ra

Hocuren, CMA: dusiseckoe 7o, iveroiee oz
yaanesnyio komtio SMN/* TIpu;

Hacnenosanne CMA

A

nocureas CMA nocurean CMA

by MNI w oy win
urensio o 1/40 10 1/60 wenosex ssasores mockTensm CMAY

(]
)
3noponsiii peGeniok  Hoerren, CMA

25% 50

o S - Genox
i

rophy ) Neurosci 20157 2 Cure S o

v

HATOI'EHE3 CMA

Jenapirmia codipator curiaa

MOTOHEIipOHEI  KOHTPOIHPYIOT ~PaGoTy MBI,
OeCreuNBAIONIX BHTOTHCRNE TAKIX (YK Kak
JBIXaHHE, NO3AHHE, XO1603, YACPAKAHNE H HAKIOH i Hepmommenos cocnmene
TOJIOBBI, A TAKKE [IOTaHHUe. !

Aweon nepeier enrma

Mueunoe zozokiio

Bestos SMN mveet MuoskecTso dymiuuii 5 neiipone n soyieiicrnyer na
p: oGracTH BHYTD!

Vuactayer » i KoMIUIeKca
puGORYKII€ONpOTEHHOB.

Vuactayer B apyrix tamax nponccenra PHK, Takix kak J0Ka/bHast TpaHCIsIis
W TpanciiopT

VaCTBYeT B BAKHBIX (YHKIIAX HEHPOHOB, TAKIX KaK IMHAMIKA IIHTOCKEIIETA it
nowITo3

Perymipyer
npoTeacom i myTs

Pery/upyeT MHTOXOHAHATBHYIO AKTHBHOCTS

it ko Genkos,

aytoariio n

Cliyton Heta. The ol of survhal motor pon o (SNN) i ot Bscotss. Cll ol L Sk 2015 75021 36773554 Sah RN, Dvre o of Suvial Moor
Netron Prtcin. Bochin Bopiys Ac 2017 M, 3603 290315
SO o DL 7

HATOI'EHE3 CMA

enewsn & SUNISMNZ 5@

]l

+ SMN2 ommmuaeres or SMNI wa 5
HYKJICOTILIOB, BKIIONAS MOTHALIYIO
sameny C — T B oxsone 7'

SHNT npe-uPHK SMN2 npe-wPHK

3amena C — T paiser ua craiicir
reta, “ITO IPHBOZUT K BHIPE3ARHIO
ak3ota T w3 npHOMIBHTENbHO 90% ¥
cunTempyenoro Geka

LS J "N} il

Hopuarsst nmcpaeps o JH§EFOL omrouepon, e
“ A “ YXopogiaih Genok SUN

OGpasysouuiics Genok SMN
HecTaGuen 1 GhicTpo paspymaerca’

'

Baicrpoe, paspyuenie

SMNI: B HOPVE TOMHOCTBIO MOKPHIBACT MOTpeGHOCTS B Gemke SMN

SMN2: cusresnpyer B ocroHoM (80-90%)
ne Qymxumonansibiii Gerox SMN

Yaue seero, y moaeii ase ormun SMN/ 1 pasmmnoe uncio komuii SMN2

L. Lum MR and Wang CH. Spinal muscular atrophy. Lance. 2008, 371:2120-37:2120-33, H3ofpxenie  wamensumn savocrionao w: Swobaca K, et ol NETH, 2014,
FtiutEs:

CP-222236

UCTOPUYECKASI CHPABKA U SITUAEMUOJOT UL

CrunaibHas Mbliiednas arpodus y jereii Buepsbie Gbina onucana I'sumo = z
Bepuurom B 1891 romy B Buae NMaToMOPMONOrMYECKHX H3MEHEHHIl
PAsIMUHBIX TPYII MBIIIL, NEPHPEPHICCKHX HEPBOB M CIMHHONO MO3ra ¢
CHMMETPHYHOH aTpoduii KIETOK NepeqHHx poroB CIMHHOIO Mo3ra H
NEPETHAX KOPELIKOB.

B 1892 r  MHoramu XopmaH  00OCHOBaT  HO30JIOTHYECKYIO ;
CaMOCTOATENILHOCTE 3a00NICBAHUS

B 1956 r Kyrenn0epr u Bestanjep BbUIEIHIN HOBYIO HO30JOIHYECKYIO (DOPMY CHHMHAIBHOL
MBIIICUHOH aTPO(HH, KOTOPas XapaKTepH3yeTcst Goree MO3IHAM HAYaloM H OTHOCHTEITbHO
P TBEHHBIM o c it Bepurom u Xodmanom.

Pacnp " P g—
112 6000 - 10 000 noBopoz

ii arpodun cocranaser

S 00 et Avophy, ANN NEUROL 2017 v
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CP-222236

KJIMHUYECKAS KTACCUD®UKALIMA CMA

no:ncr JIBMPATE/IBHBIE HABBIKH
TPOJOKHTEN
HOCT KH3HH

Tocre pOA/ICHHS JBIKCHUA TDAKTHYECKH OTCYTCTRYIOT,

HATHAHE KORTPAKTYP, TPYAHOCTH C FHOTAHIIEM 1 AbIXAHHEN —
BHYTPHYTPOGHO 10 6 Mec e et

Ge3 pederiox
noruGaer
1 Gonesns Bepnnra
e 106 mee Jo2ner HECHOCOGHOCTS JIPAKATH TONIOBY, 1IEPEBOPAUNBATHCA, CHICTH
Ge3 noaepKH
I Gonesnn crocobHoCTs cHeth Ges momiepxkkn. Y jeteii BOHHKAIOT
JlyGosuua B 70% uamator 10 25 ner "PYUHOCTH D KAULIE W 1YGOKOM JIXAHHH BO BPEMA Cra

" JUA TOJVIEPKAHNUS  HODMATHHOIO  YPOBHS  KHCIOPOZA.
& n CcKerteTHbIe

I Bonesms CII0COGHOCTS CTOATH W XOmHTS Ge3 nomiepi. Hemsmasaior

KyresGepra- 1040 ser moene TPYAMOCTI DI TOTieve W cyeke o secrimic, Gere,
Berariep cpme 18yee (o HaKiOHe, OTBeNe W3 NoNOKCHIA . Hipiie KoncuHocTH
* NpH ZIAHHOM THIC 3aGOTEBAMHA TIOPAKCHb CHILHEC, M
Bepxie.
v Her = CHMNCHMI | oo Gocrs aemim roies i Goep. CAMOCTONTENBHAL X0I50a, HO'
nocne 30 ner  OXwAaCOl BIIOCAC/ICTBHI MOTYT TIORBHTLCA TPYAHOCTH C TIEpCBIBKCHIEM
S A————
SNEIEE V. s

CMA — HeyKIIOHHO TIPOrPECCHpYIOlIee TeHeTHUECKOe HelfpoJIereHepaTHBHOE
3aGoneanie!

CMA — nanbosee yacTas NpUUMHA CMEPTH JIETell MIIAIIIEro BO3pacTa ot
CHETHYCCKUX 3a00/ICBaHMI

Jlrst Gonbrpix CMA I-111 THITa XapakTepHo IporpeccHpyolee yxXymueHne
JIBUTATEIBHBIX HABBIKOB

Bpems Hauama W TsKeCTh 3a601CBaHMSA 3aBHCAT B TOM UHC/IE H OT KOJNHYECTBA
Koruii rena SMN2 (u, kak cieactsue, cojepxkanus Genka SMN)s

Caasb Mex1y KonmuecTBom konuii rena SMN2 u nojruniom CMA 1o4HO He
YCTaHOBJIEHA, TIO3TOMY KOMHYECTBO KONMil HE HIPAeT Pemiatorieii pomi npu
YCTAHOBIICHUH JHArHO3a®

S, Pt s Ml Ay ot 07 2 F o

Cr-222236

JUOOEPEHIIMAJIBHAS TMATHOCTUKA JUATHOCTHUKA
3a6onesanue pacnpocTpaHeHHoCTL neuenme N
CNWHANbHAA MblWEUHAR aTPOGHA 1 Ha 6,000-10,000 natoreHeTMyeckoe
CNnHANbHAR MbIWEYHaR aTPOGUA U i ner
amctpecc-cuuapom 1 (SMARD1) 11
pocra CHHJPOM «BSIOTO peGenKar
- otcyreTaie nombx 1
BpoxaeHHan MMOTOHMYECKas AncTpodmA 1 Tvna B IGRA) cumTOMaTHuECKOE perpecc npHOGpETEHHBIX.
BpoxaeHHan MbilieyHan AUCTPOGUSA 1:100,000 cumTOMaTHYECKOR
[AvkoreHo3 Il Tvna (6on1e3Hb Momne) 1 Ha 8-28,000 bepMeHTHaA 3amecTUTeNbHAA MOYEMY CMA?
e
DI 1. Ommo u3 pacnpocr ha i
2. BO3MOKNO reneTHYEeCKoe HOITBEPAIenne ANarnosa
3. MiMeercst naToreHeTHUECKAs TePATHs

AJITOPUTM JIMATHOCTUKH CMA

Onpeienienne KouuecTsa
KomHii 5k30H0B 7 1 8 SMN

1 1 1

[oxomi] 1 xomui] [>2 omui_|

KpOBlIDC
PporCTB

THara0s
IO ATEERRNER

CeKBEHMPOBaHHE
SMNI

!

MyTaius?

HC0 KOTHiT
SMN2

JMArHOCTHK
HOCHTEThCTBA
y poxmTeneii

neenenonantie mposomTes Metoxamit TTLIP B peaTbHOM BPEMEHH T KOMHHECTRCHHOTO
MLPA-anansa,

anarmos  moxTeep npn perewnmn osonos 7w 78 B
TOMOSHIOTHOM COCTOREIE (1., B OB€HR KOMAAX reRs).

MATOIEHETHYECKAS TEPAIIUS

HANpaBJena Ha Koppekuuio aeduuuta Genxa SMN

=Jlexabpp 2016 ros:
Jutst iedenust Beex Turos CMA!

=Maii 2017 rona: onoGpen s npumenenns B EC?

=2019 roxa: 3apeructpuposan B Poccuiickoit ®eneparun®

1 Uhrepnerpecyr:
2 e pen

e oSpauus 25052001

: B CIIA 3aperncTpupoBaH Npenapar Ha OCHOBE aHTHCMBICIIOBOTO OTMTOHYKIEOTHIA
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T CP-22223
HYCHUHEPCEH : MEXAHU3M JEUCTBUS CNOCOB BBE/IEHWS - HHTPATEKAJIHO
Hycunepcen npejcrasisier coboil aHTHCMBICI0BOH onuronykieoruy (ACO), Tpwansa IHC ACO — xpynHas
- He
CTPYKTYpa KOTOPOTO CrielHaabHO paspaborana s neuenns CMA CMA- Gonesn | mmp | saonesarms - P, TynHa -
MPHK Aco ACO ~ 570 KOPOTKasi CHHTE3HpOBAHHAs MOTOHEHPOHOB nesur B LIHC H3-33 HAHIHA TIPOHHKAET Yepe3
Mopynsiuws dyHiunn PHK I1CMTb HYKJICHHOBBIX KHCIIOT. I'Db
% ~ Coassactes ¢ PHK no  mpumuny
. KOMILIEMEHTAPHOCTH vOCIOKHEHNS, XapaKTEPHbIE VI IPOBEJCHHS TIOMOATBHON IyHKLIHH
. aKenpeccun Geka  Ofranaer BhicoKoli ClIEUHQHIHOCTEIO 1 «=» s > XEPRKTCPHLIE JyLi NPOSGA s
= HE BIMIOT Ha ZDYTHE TCHL. TPYAHOCTH TIpHt
=
= Tpancnaums
="
é;: — «h» vBBICTPOE JOCTHIKEHNE ¥ I0NT0e YIepiKaHHe MAKCHMAIBHOI
‘5—-5 > TepanieTiuecKoli Konuentpauui B LIHC
= vPeryispHble BUHTHI B KIHHHKY, 03BOJIIONIHE OUEHHTH AHHAMHKY
KOJIHUECTBO T M3MEHEHHIT
rewa SMN2, coeprranix 5k30n 7 V100% KOMILIaGHTHOCTS —IALIHEHT NOMTyuaeT JIeKapCTBeHHbi Npenapat &
TIOIOKEHHBIC CPOKH
YOTCYTCTBHE CHCTEMHOTO BO3ICHCTBIA
1. Evers MM, et ol. Antsense oligonueotides n thrapy for neurodegenerative disorders. Adv Drug Delly Rev. 2015;87:90-103; 2. Kole R, et al. RNA
therapeutic:, beyond RN, nd Nat Rev Drug Discov. 2012 3. Aararna s A B van Oromen G0
Progress In herapeutc antisense appications or NeuroMuScLar disorders Eur ) Hum Genet. 2010; 18:146-153; Rior. ot Anisanse based borapy oo
Lo 2002
P22z CP22223
CXEMA BBEJEHUSI IIkaabl 4151 OEHKH MOTOPHBIX HABBIKOB Y
6oabubIx CMA
304HblIE A03bI Cnasauve Xoaauune
g g ] 2
‘0oi1ai28 63 =
= - - = HFMSE
L = = i =——— &' ¥
,_kmscy RULM
‘
S Eoundcr RN, Reved U Lo A4 6 AW T i Wak Test s, dnosFan b T
Neomeact biors. 106 v, 2 547, 3. D
Py S A s S TR P S e T e
oo o o e, e e 017 SS9 74
B ——epezzy

HINE-2
The Hammersmith Infant Neurological Examination section 2

Paspen 3: PASBHTME ABMIATENLHbIX HABLIKOB (KNIOMEBLIE STANM:
MPATENILHOM AKTHEHOSTH 110 WKATE HINE]

| s
3/I0POBBIX IETEH

i

« Bospact - or 2
MecsiLIeB 210 2 JeT

Brurrouaer §
TTYHKTOB

* MakcumanbHbIi
Gan - 26

CHOP INTEND: Children’s hospital of P disorders
(Teer nerexoii » st 15t ouenKcn

300.1€BAHMSIX Y HOBOPOAKIEHHBIY)

infant test of
ynkuuit npn

*PaspaGotana Jlercroii

Dunazenndun s
OIEHKH JBUTATEbHbIX
HABLIKOB Y MAIMEHTOB
co CMA , ne
CII0COBHBIX K
CaMOCTOSTENBHOMY
TepE/IBHKEHHIO

*['panauus npod no
CTeneHn TAKECTH

*Brmosact 16
nymiron. Kamiii
NYHKT ouemBacTCA OT
0 110 4 Gannon

*MakcHMmanbHbIi Gant -
64
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Crzaz2so

HFMSE (Hammersmith Fi
Pacumpennast WKajna OueHKH

I Motor Scale-E ded

PHBIX ()

o PacmmpeHHas mIKajga ONeHKH
JIBUTaTeIIbHBIX (DYHKIMI

* Brumogaer 33 myHKTa, B T.U.
GJIOK JUIsl ALUEHTOB,
CIOCOGHBIX [IepeMeIaTLCs

o MaxcumalbHblit Gam - 66

RULM: Revised Upper leb Module
(TepecMoOTpeHHbIH MOIY.Ib OLEHKH P! [y BEPXHHUX Teii
s menoabzosanus npn CMA)

CP-222236

*OleHKa JBUTATEILHOM (YHKIMH BEPXHHX
KOHeuHocTeil y Jmil, cTpafatrommx CMA

*Brunoyaer 20 MyHKTOB ¢ MAaKCHMAaJIbHOM 2
ouenkoii 37

*TpebyeTcst IONONHUTEIBHOE 000PYIOBaHHE

Bcion ¥

Run, oo

Maczone £, et o Revised upper b oo e modui, Mucle and Nerve. 2017 55(6):869-574

Cr222236

TECT C 6-MUHYTHOM XOJAbBOM - 6MWT

+ MCnonb3yeTcs Ans OUEHKM CNoco6HOCTU
peberka BbICTpO X0AMTb N0 TBEPAOIH POBHOT
NOBEPXHOCTY B TEYEHUE 6 MUHYT!"
6MWT usmepsieT paccrosiHue, Kowpoe
UesoBeK MOXET MPOITY 33 6 MUHYT.
MauneHTa NPOCST NPOMTH Kak MO)KHD
Aanblue no 25-MeTpoBOMYy MapwpyTy 1
BEPHYTbCs 06paTHO. [leiiCTBMe NOBTOPsETCA
B TeyeHune 6 MUHyT. 1
+ OTpaxaeTr cnocobHOCTb NePeHOCUTh
noscesiHeBHbIE hu3Nyeckue Harpyskul2
YyBCTBUTENEH K M3MEHEHUSM, Bbi3BaHHbIM
YCTanocTbio, y naumeHtos ¢ CMA!
Xopouio nepexocwTea u npoct 8

He TpebyerT i
osopynosanm 12

6MWT (pukcupyer ycranocTh

ECTECTBEHHOE PA3BBUTHUE CMA

CMA I Tuna sasiercs naubosee arpeccusioii gopmoii 3abosesanns W XapaKTepusyercs
cumkennem noxkasaredeii no recry CHOP INTEND* na 1,27 6a:1108 B rox. '

Makcivanpias 008
oCTHTHYTas
X Y Crommme
ABHraTeHAA
Gy Cugenme |
Mecsut :

'V nampentos ¢ CMA 11 u Il THnos HaGmionaeTes CHMKeNHe KOMHYECTBa GAlIOB 0 mIKae
HFMSE na 1,71 6anna sepes 36 mecsnes. *

CP-222236

Xons6a
MakcnmabHas CMA tun Il
octurnyTan Cromms
JIBHTatebHas
‘ bynkums Cupenne CMA tun Il
Er r2z22%
SOOEKTHBHOCTH MPUMEHEHHS —
PE3YJIBTATBI

JIAHHBIE KJIMHUYECKHUX UCCJIEJOBAHUM

ENDEAR: npumenenne npenpapata CITMHPA3A y gereil ¢ paHHuM Hagasom
CMA (coorsercsyer 1 Tuity)

121 naunent B Bo3pacte < 7 mec

80 nauuenTos: 41 nauuent:
MMHTAUHS

Tlepuon nabmoenus 394 st

51%
(73 nawnera)

naiwenToB, MoMysapunix npenapar Criipasa (n=73), JOCTHITH OTBET MH AHATHSE HABHIKOB
AmnraTensioro passTia o mxane HINE

7% nocrirn yyuwenna >4 Ganna
(52 naunenta) B Tecre CHOP INTEND 110 CpaBHEHHIO C HCXOTHBIM YPOBHEM

‘ Ha 47%

CHIDKEHHE PHCKA CMEPTH WM MOCTOSHHOI BEHTHISINMH Yy JETei, MOJy4aBIIMX mpernapar
Crinmpasa, no cpaBHEHHIO ¢ ACTHMH, He noAyuapmuyi geuenne (HR=0.53; P=0.005)

[eTy, nonyuasume npenapat CnuHpasa, A0CTUIaNnt KOHTPOJIbHBIX TONEK
Da3BUTHA, HEXapAKTEPHLIX ANIA Pa3BUTMS AeTeli C CMA 1 Tuna

25
20

15 ® cnnnpasa
10 . L —

: u .

1
° o
) - : 3
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Cr-222236
SOO®EKTUBHOCTb NPUMEHEHMS —
JAHHBIE KJIMHUYECKUX UCCJIEJOBAHMI

CHERISH
(run T/ITT)

npumenenne npenapata Crimkpasza npu CMA ¢ No3HUM Havanom

126 naumenT 6 Bospacte 2-12 net

84 nauvenTos: 42 nayvenra:

Nepuog Habnogenun 394 axn

HFMSE  Hammersmith Functional Motor Scale Extended\

E. Mercuri et al. versus Sham Control in Later-Onset Spinal Muscular Atrophy. N EnglJ Mid 2018; 378:625-635.

CHERISH: Pe3tome u BbiBOAbBI

Tpu npuMeHeHnM CriuHpashi uepes 15 Mecalies y "
5 NG 5 TS 1A L T SRS 7 3, 24 T e s

YAyuLIGHUE B OCHOBHOM 65110 6ONIEE 3HAUMTENHBIM Y MALMEHTOB 60NEE MBALIEr BO3PACTA U C MEHbLLEH
CTapLIero BO3pacTa U € GoNbLEN NPOAONXUTENLHOCTbIO
oueHku no wkane HFMSE!

KONMIECTBO AOCTUHYTLIX HOBbIX 3TAMOB ABUTATENbHOTO Pa3enTs no BO3 & paciiere Ha 1 pebenka u
MSMEHEHNS! 110 CPABHEHMIO C UCXOAHBIM YPOBHEM 4Ee3 15 MECALIeB HABNIOAANOCE B BOMbLLEIH CTeneHM & rpynie
NaLVeHTOB, NOAY|aILLIMX Tepanyio CuHpasoi

Mokazarens no wkane RULM Takxke 6bin Bbilue y ACTeH, nonyuaswimx CvHPasy no CpaBHEHMIo C rpynmoi
KoHTpona!

CnuHpasa obnanaet

BObLIMHCTBO HABNIOAABLIMXCS! H Gbinu CBs3aHbl ¢ CMA 1 Gbinn ans nc P
651711 CBA3AHbI C NPOBEAHMEM NIOMBANBHOM MYHKLAK!

NauvenTsi us nccneposanms CHERISH Gbinn B oTKpBITOS SHINE?

1. Mercun et Contrl N gl ed 2018; 378:625-635

Cr-222236

P22z
SHINE
OTKPBITOE NMPOIOIKEHHE HCCTe0Banus P pexTuBHOCTH npenapata Cniunpasa

B necacaosanun SHINE npivenciine npeniapara CliHpasa HpOTOIKIAIO OKaSHIBATS OIOKHTEISHOC BINAHNC Kak Ha
JBHTATEIIbHbIE (YHKIUMH, TAK H HA GeccoGHITHIiHYIO BRUHBACMOCTD.

My npUMerenuy npenapara Cnuwpasa 6buno dyHKuwii pawe
V NaLMEHTOB ¢ paKHiM Havanom CMA paree He NonyHaBLIX TepanuIo 5 HccneaoBaHu ENDEAR

MpumeHenne npenapata CNuHPasa He BLIABMAO NPOAB/IEHHA HOBbIX HEKENATE bHbIX ABNEHHH, CBA3AHHbIX C
uccneayemoit Tepanueii

Maaenust, noaysasume npenapar CIHHPA3A” b uceaczosamisix ENDEAR n SHINE, nporo-uaa
JOCTHEATD KONTPO:IBIbIX TOHEK MOTOPHOTo passiisi 110 BO3

w SHINE:

porve

Mo Bopus 1y s s o

KPATKAA UHO®OPMALIMA NO MEOULUMHCKOMY NMPUMEHEHUIO
NPEMAPATA CMTUHPA3A

Ty [ A S TS GO o Y s o, A T, T SR G 8 U (RTS8 SR 500
Crocos T Cngann o > g Ao 1218 5 ), ooy s TEGM TpETSPATO CraApaSS 1k MGk e T

rm

fois Soyarae ouew 3 20 oA, Mo 0 o A G TR, 1 GRS s <AL MR SRS LT 8 PR
G e A1 R Cor 4 AT TSy, 7 T LS TS TS

“anac e G o i G T 5T o TPy s 25°C 5

L o AT O N IO TR AL 1 KT T VA AT, PACTAGD 8 AT PSEGETS. § G99, 87 FCTAGD 8 ETOISAGRBIG 8 e 6 40k

ko ers Gononn sy ot 6 UK st i Sty s O

o s, s PRI, TG M 8 TG G5O (o G ) G 0T 3 a0 9% i ¥ s,
o S oo & s 1 T,y M, S, G, T, i o, o O AT CEtt e
sapsga i o A 4 Cue). 1S SO TR P reme
Tow amrosapo2 ) A S o chara. i s, ey e s

B o 4 S o Lo Tk 4 D 0 T T TG 138 AR AT T A R

Bepmaren.
mumm. o poaretos (smruies) P Tmua: osaon © oy, esereTo s et e b ORROTATET TTTTe SosTaT e o
pers 005 1 e

“» CMIMHPA3A

T & Bucrsis, Foco, FHE1S T W, s Koumrcn. 2. 17 o 2 100

e

(Hychnepcen)=

JCF 22223
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\ «BEFETATUBHO-COCYOUCTAA
“AUCTOHUA» U «<KACTEHUA» NPAKTUKE
NEOQUATPA

MaHTeneesa M.B.
O.M.H.

CT.Hay4HbI COTPYAHUK OTAENEHWsI HEBPOMOrvK, BpaY-
HEBPOMNOT OTAENEHUS NeANaTPUn

'6Y3 MO MOHUKW um. M.®. Bnagumupckoro,

®YHKUUU BETETATUBHOWU HEPBHOW
CUCTEMbI

> COXpaHeHue 1 NoaaepxaHne romeocTasa, T.e
yAaepxaHve B npefenax onamonornyeckon Hopmbl
Temnepatypsbl Tena, Afl, YHCC, pH kposu,
BMOXMMMYECKNX NoKasaTenen n T. A.

> M06I/IJ'II/I3aL|,I/IFI beHKLI,I/IOHaﬂbeIX CUCTemM opraHuama
ONa aganTauum K MeHSOLWUMCS YCnoBUam
OKpY>KatoLLle cpeael, T.e. (YHKUMS BEreTaTBHOIO
obecneyeHust.

CTPOEHMUE BEFETATUBHOM
HEPBHOW CUCTEMbI

HaficermeHTapHble oTaensbl:
CTPYKTYpbl BEPXHWX OTAEeNnoB CTBOMa Moa3ra,
runoTanamyc, numbunyeckas cuctema n
accoLMaTuBHbIe 30HbI KOPbl FONOBHOTO MO3ra

CerMeHTapHbIil annapar:
nepucepuieckune BereTaTuBHble HepBbl,
CrneTeHunsi, BereTaTBHbIe raHrnm, GokoBbie pora
CMMHHOTO MO3ra, s/ipa BereTaTuBHbIX HEpBOB B
cTBOME MO3ra

OMPEQENEHUE BEFTETATUBHOW
ANCTOHUN

BereTaTneHO-coCyauCTast AUCTOHMS He
OTAENBHO B3ATas HO30MOrYeckas
eavHULa, a Npexae BCEro, CUHAPOM
BereTaTuBHoi auceyHkummn (CBA),
KOTOPBIA MOXHO ONpeaeniTb kak
naTornornieckoe CocTosHue,
XapaKTepU3yIOLLEECs HapylLEHNEM
BEreTaTVBHOM PErynsLnmM BHYTPEHHNX
OpraHoB, COCY/I0B, 0GMEHHbIX MPOLIECCOB B
pesynkTaTte NepBuYHO NN BTOPUYHO
BOZHUKLLNX MOPHO(YHKLMOHAMBHBIX
V3MEHEHWii B BEreTaTnBHoI HepBHOI
cucteme.

CuHapom BereTaTuBHO anccyHkumm (CBM) —
3TO CMMNTOMOKOMIIEKC, NPOSIBISIOWNIACS
HapYLUEHNSIMIA BETETATUBHOI PErynsiLum
BHYTPEHHUX OPraHOB, COCYI0B, O6MEHHBIX
NPOLECCoB BCNEACTBIME NEPBIYHO MK
BTOPUYHO BO3HMKAIOLLNX OTKIIOHEHUI B
CTPYKTYpe 1 (hyHKUMM HAZICETMEHTAPHOTO
(NMMBKKO — PETUKYNAPHBINA KOMANEKS) u/unn
cermeHTapHoro otaenos BHC, cocraBHomn
4acTbI0 KOTOPOTO ABASIOTCS

MCMXO3MOLIMOHASbHbIE HapYLLEHMS.

MKB 10

»>G 90.8 [pyrue paccTponcTBa BereTaTMBHOMN
(2aBTOHOMHOW) HEPBHOW CUCTEMBI.

> G 90.9 Pacctpoiictea BeretatuBHOM
(aBTOHOMHOW) HEPBHOW CUCTEMBI
HEeYyTOYHEHHOE.

»F 45.3 ComartodopmHas ancdyHkums
BeretaTMBHON HEPBHOW CUCTEMBbI.

OCHOBHBbIE NMPUYUHbI PA3BUTUA
CWHOPOMA BEFETATUBHOW AIUCTOHUN

ropMoHans raHny Mpodeccu
Hacnenct newxo- opioar (EIELLRED Opratuiec Dogecc Menxniec
BeHHO- duanonorm | ° K16 COMBTMIES | e sagonesa | OFaroHble e
n ) KM B - B! "
T b Tepocryoi |t ssbonesa | 105U, fosboress B cren
bHbIe (haKTOpb! | peaKum cmcTemb!

o ! ! ! ! y

| CUHOPOM BEFETATUBHOW AUCTOHWUMN |

y ! I

CUHAPOM

ncuxo npcirpeccnpyyo . aHrnoTpodpo
o e/l BereTaTMeHOI i

BereramsHLit :le 0CTaTOUHOCTH el

CUHADPOM A CUHAPOM

BereTaTuaHLIe PACCTDOMCTEA: KIHIKA, AMATHOCTHK, NeveHwe. Pyx-80 AnA epavefi nod pe. FonyBesa B
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PA3BWUTUE BETETATUBHOW AVUCTOHWUM B IETCKOM BO3PACTE

—_

HapyleHve pexvma s

cmeHa 06CTaHoBKK

HENPaBUMbHbIE BOCTIMTATENTbHBIE NPUEMbI
BO3/1E/CTBIE rapKeToB

FOPMOHarIbHbIE NepecTpoiku

FeHeTUuYeckan NPeApPacnoNoXeHHOCTL

Hanuyve y nauueHTta BereTaTMBHOM AUCTOHUM npeanonaraeT UCKnw4YeHue
BCex IX Np s TBY eé

NPOSABNEHWSA BETETATUBHOW OAUCTOHUM Y
LOETEM M NOAPOCTKOB

> ronosHble 6onn - 73,5% (ronosHble 60nu HanpsxeHns
(FBH), murpeHsb, covetanne NBH 1 murpexn)

> TONIOBOKPYXXEHNEe HeCUCTeMHoro xapakrepa — 45,3%,
> YyBCTBO HexBaTku Bo3ayxa —y 41,5%

> YyTOMMsSieMoCTb, obLas cnabocTb, NCTOLAEMOCTb, BSNOCTb,
OHeBHas coHnmueocTb - 71,7% .

> MOBbLILUEHNE CPEAHEro YPOBHS TPEBOXHOCTY (Kak peakT1BHON,
TaK 1 MIMYHOCTHOW)

» CHWXEHUs BHUMaHUA U CKOPOCTU peakumn

Uymo N1.C. u coasr., 2018

NPUHUMUNbI TEPANUN
CUHOPOMA BEMETATUBHOW AUCTOHUMU

AOMKHbI UMETb MHOTOMY " U 6bITb Ha BCce
1 BereTaTMBHOM AUCTOHUU 1NN
o P
CTPeMUTLCA K Ha o Ba TOB, y
npeuMyLecTBoOM P c nAencTBUEM
n3beraTb HasHaueHUs AETAM U p paToB,
KOrHWUTUBHBIE (hyHKUMN U 3dhhekThl " OTMEHbI

NPUHUMNbI TEPANUA
CUHOPOMA BEFETATVIBVHOVI OUCTOHUN
Y OETEUN

cobniofeHne pexuMa AHs (YepeaoBaTb yMCTBEHHbIE U hUsnyeckue
Harpysku, pernaMmeHTnpoBaTb BpeMsi UICNOSb30BaHNA ragxXeToB )
[locTaTouHasi MOJOMKUTENBHOCTL CHA (XPOHMYeCcKoe HeaockinaHue
CNYXXUT NPUYMHOW HapyLLeHWii B paboTe HEPBHOM M SHAOKPUHHOW cUCTEM
UnK MoXeT ycyrybnate cumntomel CB[l)

nogaepkaH1e HOPMasbHOMO MCUXOMOMMYECKOTO KNMMaTa B CeMbe
pebeHka u wkone

npasunbHOE NUTaHue

3aHSATUS CNOPTOM (4acTol oLLMGKOI siBNsieTcst 0cBOGOXAEHWE [eTel ¢
CB/l OT 3aHsATWIN PU3KYNETYPOIA, T.K. TMMNOANHAMUS NPUBOAUT K
YXY[LEHNIO COCTOSIHMS)

MeaVKaMeHTO3Hasi Teparnusi BKIoYaeT BUTAMUHHO-MUHEparbHble
KOMMMeKChl, HerpoMeTaGonuyeckue, HOOTPOMHbIE U COCYANUCTbIE
npenaparbl, aHKCUONUTYKK, @ Takke CUMNTOMaTUYeckne CpeAcTea B
3aBUCMMOCTU OT (PYHKLIMOHATbHBIX HAPYLLEHWA CO CTOPOHbI HEPBHOM
CHUCTEMbI U BHYTPEHHUX OPraHoB.

{Aeanona auernymar

NOBBX /lpyruie cHXOCTUMY IATOPbI 1 HOOTPOMHbIE
npenapare!

®apmakoTepanesTuieckan

HootponHoe cpeactso
rpynna P peA

PeryaaTopHbiii cTaTyc OrnyckaioT no petjenty spaua

Dopl BoinycKa PacTBOp 4717 MpHeMa BHYTPb 200 MF/MA 100 A

Jlet (10-12 7€T) - 0,5- 11 (1/2 -1 4. 1) B CyTkM
JleTHOT 12-U neT U CTapue - 1- 2. (3 2 4. A.) B CyTKM
NOCAEAHHIA MPYEM HE MI03AHEE 4 YCOB A0 CHa.

CNOCO MpUMeHEHNA U A03bI

MorpaHuuHsie HepBHO — NCHXUeCKVe paccTpolicTsa
aCTEHUHECKOrO 1 HEBPOTUYECKOrO XapaKTepa,
BKIOUA MOC/IEACTBHA YEPENHO-MO3OBO/A TPaBMSI

3aperucTpuposanHbie
nokasaHmsa

BO3MOXHOCTb NPUMEHeHUs y
' Jetamc 10 net
Aereii 100 un

[ata peructpauun 20097

COP.EP)KIIII' ABa aKTUBHbBIX KOMMOHEeHTa: AeaHOoNn 1 auernymar, npoAsnAaowue
camocToATenbHbIE 1 Cy day nueckue spdekTbi

P Paf

Meanon
+ CNoco6CTBYET NOBLILEHWIO
WHTEHCUBHOCTU XONTMHEPIUYeCcKnx
npouyeccoe g LUHC

Auernymar

- Onocpe/ioBaHo YCKOPAET Nepefavy
CUIHanNoOB MeX/y HePBHbLIM KNeTKamu

= 3acTaBnaet GbicTpee AyMaTh

= Ynyywaer namATe, BHUMaHWe W geAcTBoBaTL

= ¥nyuwaer amoymoHanbHoe
cocTonaHne

=+ MNoBbiWaeT YMCTBEHHYIO
paboTocnocobHOCTL

Q6napaet uepebpONPOTEKTMBHLIMM CBOMCTBaMMN C OTHET/IMBbLIM HOOTPOMHBIM,

MCUXOCTUMYNMPYIOWMIM W NCHXOrapMOHUZVPYIOW M AeACTEMEM
NPW acTEHUYECKUX COCTOAHNAX, HAPYLEHNAX NAMATA N BHUMAHUA
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> [elicTByloLLee BellecTBo npenapata Hooknepuu®— dearona
ayearymam BrnepBsble CUHTE3NpoBaHO B 1966 rogy Bo ®paHumu,
A€ LWMPOKO Mcronb3yeTcs 6nuskuin aHanor — npenapat AkTu-5.

> B [epMaHuu, Takke CylLecTByeT Bnuakuii aHanor— PusarapyH.

> oba npenapata paHLy3ckuin AKTU-5 1 HemeLkuii PusatapyH,
cofgepxar BeCbMa 3HaunTeNbHOe KonmyecTBo caxapa (Ao 40%),
41O He obecneunBaeT HeOBXOAMMYIO CTabUIbHOCTL Npenaparta
npy XpaHeHun,n AenaeT ero NPakTUYECKN HEBO3MOXHBIM B
nevyeHnn GorbHbIX, CTpaaaloLmx AvabeTom.

> B Hallel CTpaHe AeaHona auernymar npou3BoauTCs nof
TOproBbIM Ha3BaHWeM - HooknepuH® npeacTtasnsiet cobon
BOAHbI PacTBOp, [Ae BMECTO caxapa COAePKUTCSH KCUIUT Uu
copbuT (4TO NpUAAeT emMy «KUCMbIN» NPUBKYC)

OAHHbIE KMMHWYECKUX UCCNEOOBAHUN
MPEMAPATA HOOKIEPUH®
B NEANATPUN

lccnenoBarens,
nposeaenun, AaTa

Uytko N.C., OTBYH ehucTuryT
moara venosexa . H.ML.
Bextepeson  PAH»,  CankT-
Metep6ypr, Poccws, 2018

3asagenko H.H., Poccwitckuit

Cyxomna HK, ory
i HAM

um.
H.W.Muporosa, Mockea, 2016 1.

2011

Nauuentst

53 nauenra 1015 ner o
Auarkozom  comatodopuHas

nauvenos  9-16  ner,
pacnpenene c
Avarnosom

HepBHO# CHCTeMBI

ronosHan Gonb  HanpXeHuA
(TBH).

52 pebewxa 7 -16 mer
PASAMUHLIMM  NPORBNEHMAMM
uepeGpanbHon  actewnn  Ha
bone PesuayansHoi
‘opranuseckoii
HepocTaTouHocT LIHC

RnurenuhocTs

60 aveit

60 et

30 aweit

Metons! o6cnenosanus

BMayanuhas  awanorosan
wiana (BAL): WHTeHCHBHOCTL
yromnenus

- ncuxodmaMonorMeckmin TecT
TOVA: Konu4ecTseHHaR OUeHKa
HapywWeHW# BHUMaHWS

“AHEBHUK MauMeTa: vactoTa

wkana TpemoXHOCTH

WHTeHCHBHOCTS TBH
-auayankHas aHanorosan
wkana (BALL): uHTeHcHBHOCTE
TBH

~ Xanuma n Test
anxiety scale for children:
yPoBeHs  peaktugHon
NMHHOCTHOR TPOBOKHOCTA

OAHHbIE KIMTMHUYECKUX UCCNEQOBAHUN
NPENAPATA HOOKITEPUH®
B NEOUATPUN

> YMeHbLIaeT yTomnsiemocTb Ha 60 %

> CHWXaeT BblpaX€HHOCTb HapyLUEeHUs BHUMaHWs Ha 60%
> CH/XaeT Yncno ann3oaoB ronoBHow 6onu Ha 45%

> CHWXaeT NpoA0MKMUTENBbHOCTb rofoBHoOM 6onu Ha 25%

> CHUXaeT BbIPaXXeHHOCTb dMOLMOHASLHON TaBUnbHOCTY B 2
pasa

Uy J1.C. 1 CO8BT. CHHADOM BEETaTHEHOR AWCEYHKLIAN y ACTEH 1 NOAPOCTKOB. KYPHaR HeSPOOA W ACHXUETPWA, 2018; 1:43-49

HooknepuH® cxema npumeHeHus

Hetv (10-12 neT) -0,5-1r1. (1/2—14. n.) B cyTkM

Hdetvor 13-nnet-1-2r (1-24.n.)BCyTkn

MocnenHwit NpMém He nosaHee 4 YacoB 0 CHa.

1 MepHaa noxka 5mn=1r
aKTUBHOrO BewecTea

MpoaomxuTenbHOCTL Kypca nevenms: 1,5-2
mecsua 2-3 pasa B rog,.

pristid g diuiar)
o i Py
ol riplitis ;
—— pea Py
OMPEOENEHUE KNACCUPUKALIUA
AcTeHnsi (OT rpedeckoro «a» - OTCyTCTBMe, «stenos» - cuna) B l.®usmoreHHele

OykBanbHOM cMbicrie o6o3HauvaeT «oTcyTcTBMe cuny, «Beccunue») —
Hecneunuyecknin  CHOAPOM, NPOSIBMAIWMACA B BWAE MATONOMMYECKOi
YCTanocTu, BAMNOCTY, OLLYLLEHNS CHUXEHWS 3Heprum 1 pabotocnocobHOCTU.
AcTeHusi MOXeT conpoBoxAaaTb mniobble 3aboneBaHus (comatuyeckwue,
ncuxuyeckne) U npu onpefeneHHblx OoBCTOATENbCTBAX pa3BUBATLCS Y
3[10POBbLIX NtoAei

ACTEHWA - cneactBue HenpaBWIbHOTO UCMONb30BAHUS 3HEPreTU4ecKux
pecypcos

. LiepeBporeHHas acTeHusi (NMopaxeHie rofoBHOTO  MO3ra TPaBMaTU4ECKOro,

COCYANCTOrO, MHAEKLMOHHOTO, MHTOKCUKALIMOHHOTO reHesa).

ENERNNY

. COMaTOreHHas acTeHus.
. LepeBpocomaTtoreHHas acTeHus.
. afjanTaLMOHHas acTeHns (aCTeHMs HeraTMBHOW aganTaumm)

Il. McuxoreHHble

lll. MynsTUdbakTopranbHele
(coyeTaHHoe BO3AENCTBUE (DU3NHECKUX W NCUXONOrNYECKNX PakTopoB).

B.Nlackos w coasr. (1981)
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MATOrEHE3 NOCTUH®EKLUMOHHOW ACTEHUU

MUTOXOHAPUanbHas
ANCDYHKLMSA:

T NAKTAT

AT

apyLueHue obMeHa BeLecTB U dHeprum

BO BPEMA BONE3HU
MNPy NOBbILWEHUN TeMnepaTypbl Tena Ha
noTpe6HOCTb 3Heprum BospacTaer Ha 1
A nnoxow annetut u WHTOKCUKaUnA He
obecneunsaroT

B NEPUOA BbI3AOPOBIIEHUSI PErPECCUS KNMHUYECKUX CUMMNTOMOB 3abonesaHns
onepexaeTt HopManusauuio MeTabonuyeckx U3MeHeHuin

KNMMHUYECKUE NMPOABIEHUA

Y 30% peteit nocne nepereceHHoit OPBU HabniopaeTca
I'IOCTVIHQ)SKLLVIOHHE.II/I aCTeHU4YeCKun cnHapom

> MbiweyHas cnabocTb, rMNOTOHNA

> CH/XeHMe anneTuta 1 Mansle Npubasku Macckl Tena, runotpodms
» BbICTpas yToMnsemMocTs

> COHMMBOCTb 1 Pa3aPaXMTENbHOCTE

» Mpu3Hakn BereTaTMBHON ANCHYHKLIMM

» HapyweHnve dyHkuumn cepaua BNAoTb 40 MUOKapavonaTum

> YBenuueHue pasmMepoB NeYEHN 1 HapyLueHre ee yHKLMN

NPUHUMNbI TEPANMUAU

Mertabonuyeckne u3MeHeHUsl, BO3HUKawLWue B
opraHnsme pebeHka BCNeACTBME MEPEeHEeCeHHOro
3aboneBaHusl, W HapyweHue depmMeHTaTUBHON
aKTUBHOCTM XEMyAO0YHOr0 U KMLLEYHOrO COKOB, W3-
3a  coxpaHswowencs  6enkoBo-aHepreTMyeckomn
HeoCTaTO4YHOCTH 3a4yacTyto npusoauT K
aHeprogedmunTy. CnepoBaTenbHO, NPUMEHEHUe
BUTaMWHHO-MUHEpParnbHbIX KOMMIMEKCOB crieayeT
NpoBOANTL BMeCTe c npenaparamu
3HEpProTponHoOro AENCTBUS UK Nocne ux npuema

Anbkap®.
OnucaHuve npenapaTa ¥ UHCTPYKLUSI MO NPUMEHEHMIO

AKTUBHbI KOMNOHEHT TNeBOKapHTUH (L-KAPHATUH)

bapmaKoTepanesTUIeckas rpynna MertaBonmieckoe cpeacTso

PerynsTopHbii cratyc
Pacrsop ann npaewa syTp 300 ik 100 un 50 BraKOH 1 25,50

HYTPB 38 30 MIHYT A0 eAbl, Pa3BABNRA KNAKOCTHIO. fetaM (0-3 x net)
[A03y ONpepensiet Bpas.

[etan ot 3-6 riet & pasosov A0se 5 kanens 2.3 pada 6 Aetb,

Aetsim o1 6-12 net -~ 11-16 kanens 2-3 pasa B nexs.

Kypc nedenns He mewree 1 Mecaua

NGO NpUMEHEHIs Ut foshl

BapervCTPUpOBaHHBIE MoKa3aHIS

BoswoxHooTs npUMEHeHIs i deted

Bara peructpaumm

B nepuon nocre "
XUPYPIVECKIIX BMLIATENLCTB, TPaBM

[LleTsivt ¢ poXpeHA

2000 roa

MeTtabonuyeckune pyHKLMUN KapHUTUHA

> 3HepreTMyeckas
[I0CTUraeTcst  MOCPEACTBOM TPAHCMOPTA ASMHHOLENOYEYHbBIX JKUPHBIX  KUCIOT B
dopmMe  auUnKapHUTUHA 4Yepes  MUTOXOHOPUarbHY MeMBpaHy C  Lenblo
AanbHenwero B-okucnenus n obpasoBaHusi AT®.OKUCNEHUE XUPHBLIX KUCAOT Npu
yyactun L-kapHuTuHa aaet 4o 75 % BHYTPUKNETOYHOW SHEPruu, U No KONu4ecTsy
obpasytoueiicst AT B 2 pasa NpeBOCXOAUT NPOLECC OKUCTIEHNS! FTIOKO3bI

>y T np e

ynanseT u3bbITOK YKCYCHOI 1 psiia OPraHN4ecKnX KCOT, a Takke KCeHOBMOTUKN 13
KneToK, npeaynpexaas ux rméens

> aHTUOKCMAAHTHOe AeiicTBUe

ynanseT u3 KNeTkv paavkans! KCNopoaa, CriocoBCTBYET UX HERTpanu3aLum BHYTPN
1 CHapyxu KneTki

> perynupyer uH b eT 0 M
noAaBnsaeT HakonneHue B KreTkax nakrara, ysenuyusas paGOTOCI'IOCOGHOCTb npu
WHTEHCUBHbIX Q)I/ISI/IHSCKVIX Harpyskax.

TakTuka Ha3Ha4yeHus 3anap® aAeTam

MakcumarnbHble BO3pacTHble [03bl

- py GonbLUMX (HU3NYECKNX HArpy3kax

- TSKENbIX OPraHUYECKNX MOPAXEHNUSIX HEPBHOI CUCTEMbI
GonesHsIx SHepreTM4eckoro obmeHa

- B 9KCTPeMarbHbIX CUTyaLnsX

CpefHve Bo3pacTHbIe A03bl
- B nogaepXuearowmnx n nqu.)MﬂaKTI/NeCKMX uensax

MuHumanbHble BO3pacTHble [03bl

Ha HavanbHbIX 3Tanax nevyeHns

[nsi onTUMK3aLMM Tepanum npenapatamu L-kapHUTHA 1 NonyyeHnst

HanpasneHHbIX 3(eKToB LenecoobpasHo MCnonb3oBaTh M3BECTHOE

BINSHIAE CYTOUHBIX GUOPUTMOB:

+ [Ons aKTuBaLmum KAX T n np 3HEPrOTPONHOTO AeiiCTBUS
KapHWTWHA ero Ha3Ha4aloT B NEPBO MOOBUHE AHA

*  [NS yCUneHns TPOGOTPONHBIX NPOLIECCOB — BE4EPOM

(A1, 6w 1 2p., 2005; E.8. Heyaasinu ap, 2007)
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flumeHb (ropaeonym) XanasuoH

3.

Kara J. Bragg; Patrick H. Le; Jacqueline K. Le, 2020 Gary A. Jordan; Kevin Beier, 2020

anI"IMHbI pa3BuTua fluMeHs/xanasnoHa ®oHoBble 3a601€BaHUA U COCTOAHUSA

. S,eQidermidis - MaTonorvs (B0CNAaNNTENbHASA) XeNYA0UHO-KMILEYHOrO TPaKTa
*S.aureus
] - MaTonorusa renatobuaMapHoi cuctemsl
* S.saprophyticus
* S.viridans
- HapyLueHue cocTaBa M1kpodopbl KMIWEUHMKa
* S.hemoliticus Py popnop:

* S.pneumoniae
- CaxapHblit gnabet

AuMeHb — Bala TaKTHKa: XanasmoH — Balla TakTUKa:

. ABMAPOI'I 1-2 pasa B 4€eHb 3 4HA 3aTeM NepexoAnM Ha aHTUCeNTUKN
- Asugpon 1-2 pasa B AieHb 6 JHeli 3aTemM NepexoAnM Ha aHTUCENTUKN - BUTabaKT 2 pasa B AeHb 14 AHeil
- ButabakT 2 pasa B eHb 7-10 AHelt - [lekcameTasoH 0,1% 1 pa3 B AeHb 5 gHelt (off-label)

- Masw, cogepxalyme rIoKoKOPTUKOCTEponabl HapyxHo (off-label) 7-10 prein

BbIpaeHHbI OTeK BeK + BblCOKas TemMnepaTypa Tena (cBbiwe 38,0)
— nokasaHue A5 NpUMeHeHUs aHTubakTepranbHbIX NpenapaTos
CUCTEMHO

oTCyTCTBVIe MONIOXMUTENbHOM AVHaMUKWN B Te4eHUe 3 Mecaues —
nokKa3saHue ANa XUpyprudeckoro sie4eHunsa
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Peunaunsupytoume suMeHU N Xana3smoHbl — TMrueHa BeK (40 3 MecsLEeB)
Balla TaKTUKaA
* HacToi pomatuku 06paboTka Bek nepeg MHCTUANALMUAMM Kanenb
- urnexa sek!
. KOHCyﬂbTaLI,I/IR ractposHTepoaora
« KoHcynbTauus sHAOKpUHONOra
YISTAIA SRACKP MrmneHa Bek (oT 3 MecsALEeB A0 3 /1€T)
- labopaTtopHas AnarHocTuka:

Ma30K C KOHBbIOHKTUBbI Ha MUKPO(/IOPY C YyBCTBUTENBHOCTHIO
» ObpaboTka Bek ounLatowmmMm candetkamm BaedakinH 2 pasa B AeHb 1

mecsiLy,

* ButabakT — WUHCTUANAUMM MO 1 Kanjie 2-3 pasa B ieHb

MrneHa Bek (oT 3 21eT U cTaplue)
Maccax Bek

» ObpaboTka Bek ounaowumm candetkamm BnedakanH 2 pasa B geHb
* HacToit pomaluku (NPUMOYKHM Ha BEKM Ha 10 MUH)
* Maccax Bek

* Tearenb Ha Kpas Bek

Jose M Benitez-del-Castillo, Clinical Ophthalmology, 2012

MrueHa Bek (OT 3 21€T U cTaplue) AHaTOMMA C/Ie3HBIX NyTeil

» ObpaboTka Bek ounatowumm candertkamm Baedakaut 2 pasa B g4eHb

/ﬁ\ Cnestbiii MeLwoKk ,’-\
Cnesuan

~ @\ - % wenesa
* HacTow pomaluku (NPMMOUKM Ha BEKM Ha 10 MUH) @ 3
—_— 2

T Cneansie Toukm
* Maccax Bek CresHbie NpoToKH

HococnesHbii kaHaney,

* Tearenb Ha Kpas Bek Hocogan nonocts.
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STuonorus AAKPHUOLINCTUTA HOBOPOXAEHHbIX

- S.epidermidis
*S.aureus

* S.saprophyticus

* S.viridans

* S.hemoliticus

* S.pneumoniae

* Lactobacillus spp. AMycura AT.C

Kasacxnit

WeauuHekW xypHan. 2009.T. 90, N2 6.C. 873676

6

* Enterococcus faecium 2.Oconha 10,0
3-Hortikainen ). BrJ. Of ophthaimol. 1957
4 Marthnez Orden. Anales pediatria. 2004

« Enterococcus faecalis

Koraa HanpaBuTb Kk odTasbmonory

Lueder GTTrans Am Ophthalmol Soc. 2012 Dec;110:74-93.
ChandravanshiSL, Sutrakar SK, Bajaj N. Indian ) Ophthalmol. 2012 Mar-Apr;6o(2)155-6
Kim H, Park J Jang J, Chun J. ) Craniofac Surg, 2034 May;25(3)e292-3.

Oliveira GN, Branco M, Ramos L, Pereira DF. BM) Case Rep. 2016 May 10;2016.

Maccaxx cne3Horo meluka

vse-o-zrenii.ry
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KnnHuueckas ka PTUHa

Tepanusa

* Maccax cnesHoro mewka
I

* AHTMbaKTepuanbHas Tepanus (40 7-10 AHel)

* Tepanus aHTUCeNTUKaMu (40 3 MecsiLeB)

Tepanusa

* Maccax cnesHoro meuka

* AHTbakTepuraneHana Tepanns (40 ‘—10 ﬁHeﬁ

* Tepanus aHTUCeNTMKaMu (40 3 MecaLeB)




AsutpomuumH (asmgpon) T
epanus

N MHCTVII'I/'IHLlel B KOHBIOHKTUBA/IbHYIO MO/I0CTb MO 1 KarJie 1 pa3s B leHb 6 AHeﬁ

* PaspelueH K NpUMeHeHuIo y AeTel (0+)* * Maccax cnesHoro mewka

* «MSrkui» CoCTaB (BCMOMOraTe/ibHbIE BELLECTBA — CPeAHELenoYeyHbIe . 6 o
TPUTAULLEPUABI)** AHTnbaKTepuanbHas Tepanus (40 7-10 AHel)

. " *kk
AHTVI63KTEPVIaI'IbH0€ N NpOTUBOBOCNANNTE/IbHOE AencTBne . TEPBHMQ AHTUCENTUKAMM (AO 3 ME(RMEB)

* "l MessaoudR, L h pr 20972532
‘AfghaniT, Mansoor H, Nadeem M.Asia-Pacific Journal of Ophthalmology . 2038,6(2)

* X uwwwidal.ru
*¥% Akpek EK, Vittitow ), Verhoeven RS, Brubaker K, Amar T, Powel KD.

AmarT, CaillaudT, Elena PP. Current ee research 2008;33(2): 149-158.
chi ffo &, Elena PP, Pouliquen P, Delval L, Rigal D, et al. E journal

MuknokcuauH (BuTabakT)

WIHCTUANALMM B KOHBIOHKTUBA/IbHYIO MONOCTb M0 1 KanJie 3 pasa B AeHb
A0 3 MecsiLeB

Mpv MeCTHOM NpUMeHeHWUK cucTemHas abcopbuus MMKAOKCUANHA
Hu3Kas

PaspelueH K npUMeHeHMIo y geTel (0+)

* BcocTas BxoguT nonmcopGaT 80 — «cMArYUTENDY

Newcomb GM, McKellar GM, Rawal BD. The Journal of periodontology.1977 May;48(s):282-4,
ichuk IuF. Vestnik Rossiiskoi akad naul .
L

nevenn Poccuiickas

Apecrosa H.H., Katapruta J1.A. Anropnmm
neavaTpueckas opTansmonors. 2013. N9 1. C. 50-52
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