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Cnucok coxkpameHui

AJIT — ananmHamuHOTpancdepasa

ACT — acniapraramuHoTpanchepasa

I'Al" - rIuMKO3aMUHOTTIMKAHBI

KT — xommbroTepHast ToMorpadus

JIAI' — nakTaTaeruaporeHasa

K®K — kpearundpochoknnaza

MIIC - mykomnonucaxapuios

MPT — marHuTHO-pe30HaHCHast ToMOorpadus
V31 — ynbTpa3BykoBOE UCCIIEIOBAHUE

OB/l — ¢yHKIUS BHEIIHETO JBIXaHUS

O3T — depmeHTHas 3aMEeCTUTENbHAS TePAITHsI
P — memounas dpocdaraza

OKT — snexTpokapauorpadus

OMI — sanekrpomuorpadun

OHMI — snektponeripomuorpadust

9x0-KI" — sxokapaunorpadus

30T — anexTposHuedanorpadus



TepMuHBI U onIpeaeJeHUs

@®epMeHTHas 3aMeCTHTeJbHAsi Tepamus — JICUCHHE, 3aKII0Yarolleecs] B IOKU3HEHHOM
BBEJICHUU TIpernapara (PeKOMOWHAHTHOTO SH3WMA) MAIMEHTaM C BPOXKICHHBIM J1e(heKTOM

MeTadom3Ma.



1. KpaTrkas nndpopmanus

1.1 Onpeneaenune

Myxkonosucaxapuao3sl (MIIC) - rpynmna HacieICTBEHHBIX 00JIe3HEel OOMEHA BEIIECTB,
CBSI3aHHBIX C HapylleHueM MetabonusMma rnkozamuHoraukados (I'AIY), npuBonsmee k
NOpaXEHUIO OpraHoB M TKaHed. OOycOBIEHb! [JaHHblE 3a00JE€BaHUSA MYyTallUSIMU TI'EHOB,
KOHTPOJIMPYIOIIUX MPOLECC BHYTPUIMZOCOMHOTO THAPOIIN3a MAKPOMOJIEKYJI.

Myxkonoiucaxapuno3 VI tunma (Cungpom Maporo Jlamm) HacnencrBennas
JU30COMHas OOJe3Hb HAKOIUICHMs, IpU KOTOPOM HemocTarouyHocTh  (epmeHta  N-
alneTuiaragakTo3aMul-4-cynbdarasel  (apuiacyiabdartazel  B)  npuBOauMT K HAPYIICHHIO
CTyIeH4aTo! Jerpaganuu ritokozamuHornukana (I'Al') nepmarancynsgara [1-5].

Cungpom Maporo-Jlamu  saBiseTcss KJIMHUYECKM HEOAHOPOJIHBIM  3a00JIE€BaHUEM.
Bbiensor paznuuHble MO TSKECTU KIMHUYECKUE BAPHAHTHI, UMEIOLINE Pa3IMYHYI0 CKOPOCTh
OPOTPECCUPOBAHMSI U CTENEHb IMOPAKEHMs pa3IMYHbIX CUCTeM opraHoB. bone3sb
XapaKTepU3yeTcsi OTCTaBaHHUEM B pOCTE, OrpyOEHHEM 4YepT JIMLA, CHIDKEHHEM CiyXa,
TYTOMOJBUKHOCTBIO CYCTaBOB, I'€NaTOCILUIEHOMETalINel, MOCTENEHHbIM PAa3BUTHUEM CEPACYHO-
COCYJIUCTON U JbIXaTeIbHON HEIO0CTaTOYHOCTH, U3MEHEHUSIMH CO CTOPOHBI OPTaHOB 3pPEHMUS,

Bce BbIIICTICPCUYHUCIICHHDBIC ITPU3HAKH IIPUBOAAT K HHBAJIUAN3 AU,

1.2 DTHOJ0rUSA U IATOreHe3

Henocrarounocts ¢epmenta N-anerniranakrozamMuH-4-CynbgaTassl (apuicyibdaraza
B) npuBoguT K HapylleHMIO CTyNeHuYaToW Jerpajnauuu riaukosamuHornukana — (I'AT)
nepmarancyiabdara. A" HakamiuBaeTcsi BHYTPU JIM30COM M OOYCIIOBIMBAET KIMHUYECKYIO
KapTUHY TSDKEJIOT0 XPOHHUYECKOro Mporpeccupymonero 3abosneBanus. HemocTarouHocTh
apuicynbdartazsl B oOHapyxuBaeTcss Bo Bcex TkaHAX, . len ARSB, koaupyrommii
apuicynbsdara3y B, nokanusyercs B xpoMmocoMHol obnactu 5014.

Cunnpom Mapoto — Jlamu HaclieyeTcst o ayToCOMHO-periecCUBHOMY Uty [3].

1.3 DuuaeMuoa0rus

MIIC VI tuna Bctpeuaetcs ¢ nonyasuuoHHoi yactotoi 1:300 000.

1.4 Koguposanue no MKBE-10

E 76.2 - Mykononmucaxapuao3 VI tama

1.5 llpuMepbI AMATHO30B

o Myxkonoaucaxapuoosz VI muna (cunopom Mapomo-Jlamu). Opeanuyeckoe nopasicenue
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20JI06H020 MO32d, BHYMPEHHAA 2uopoyehanus 8 Cmaouu KOMneHcayuu, COCMosHue noce
HANOJCEeHUs 8eHMpUKyionepumoneanvhoeo wynma om 20072. Cnenoma ecrnedcmeue
MOMANIbHO20 NOMYMHEHU PO208UYbl 000UX 27143 U YACMUYHOL ampoduu 3pumenbHbIX
Hepsos. Pacxooaweecs rocoznasue. [{ucnpaxcus noxoOku u Menikou MOMOPUKU DPYK.
Cyoicenue no360HOUHO20 KAHANA 6 WIEUHOM omoeine, KOMNPeccusi CHUHHO20 MO032d 8
wevinom omoene. Bmopuunas xkapouomuonamus. Hedocmamounocms mumpanvhoeo u
aopmanvruoco knanana. HK 24 cmenenu. Cumopom o06CmMpyKmMueHo20 anHod CHA
msoicenou cmenenu. Jegpopmayus nozsonounuxa. Jegopmayus 2epyoHou Kiemiu.
CeubamenvHvle KOHMpAKmMypvl JOKMEbIX U KOJNEHHbIX cycmagos. Jledhopmayus
ayyesanicmuvix cycmasos. Iliockocmonue komounuposannoe 2 cm. Aodenoudst 2-3

cmenenu. ['unonnaszus 3yonoti amanu. Ilynounas epuioica.

1.6 Knaccudukanus

B 3aBucumoctu ot NEPBUYHOI0 TI'CHECTHYCCKOI'O IIC(i)eKTa, MNPpUBOAAIICTO K CHHKCHHUIO

AKTUBHOCTHb JIM30COMHBIX (1)epMeHTOB BBIACIIIIOT HECKOJIBKO THUIIOB MYKOIIOJIMCAXapuJa030B

(Tabmn.1)
Ta6auna 1 - Knaccudukanus (Homenknarypa) MIIC.
MIT | Tun Curgpom I'en DepMeHTHBIH nedeKT Xpomo- | OMIM
C COMHas
JIOKaJH-
3arys
MIICIH | I'ypnep IDUA Hedwumut anpda-L- 4p16.3 | 607014
I UJTypOHHIA3bI
MIIC I I'ypnep-1lleiie 607015
H/S
MIICIS | Hleiie 607016
I MIIC II XaHrepa IDS Jebuur uim oTCyTCTBHE X028 309900
UAypoHaT-2-cynbdarasbl
Jedurut nim oTcyTcTBHE
CyIb(QOUTYpOHAT CyNb(aTasbl
i MIIC Candunumnmo 252900
A SGSH Hedwurur remapan-N- 17q925.3
cyib(haTasbl
MIIC NAGLU | Jedunut N-anerun-o-D- 17921.2 | 252920
[1IB [JIFOKO3aMUHHUA3E]
Hedumur N-amerni-o-
TITIOKO3aMHHU/1a3bI
MIIC HGSNA | [edunur remapan-o- 8pl1.21 | 252930
IIIC T riroxo3aMuang N-
areTHaTpanchepassl
MIIC GNS Hedunut N- 12q14 252940
D aleTHITITIOKO3aMHH-6-
cyabdarassl
v MIIC GALNS | Heduuut ranakro3amMuH-6- 16924/3 | 253000
IVA Mopxuo cynbdarassl




MIIC GLB1 Heduuut B-ranakro3ngassl 3p21.33 | 253010
IVB
VI MIIC VI | Mapoto-Jlamu ARSB Hedurut N- 5q14.1 253200
aleTUIraJaKTo3aMUH-4-
cynbharasbl
VIl | MIIC VII | Cnas GUSB Jedunut B-rmokypoHuaa3sl 7021.11 | 253220
IX MIIC IX | Hemocratounoc | HYAL1 | Jleburmr ruanypoHumIassl 3p21.31 | 601492
Th
THAJTYPOHHIA3bI

B nacrosimee Bpems BBLACTAIOT 3 KIMHUYECKUX (GopMbel Mykononucaxapunosa VI tumna
(curapoma Mapoto-Jlamu): ipu TspKenoi popme 1e0rT 3a00JIeBaHUS TPOUCXOJAUT B BO3PACTE
1-3 rona, mpu cpeAHETSKENON MPOABICHUSI HAUMHAIOT OECIIOKOUTD ¢ 6 JIeT, MpH JerKoi — mocie
20 ner. OgHAKO 3TO pa3jeiieHue B JOCTATOYHON CTETICHH YCIIOBHO U 3a00JICBAaHUE MPECTABIISCT
KOHTHHYYM KIMHUYECKUX ()EHOTUIOB, OTIMYAIONUXCA IO CBOEH TSKECTH M CKOPOCTH

IPOrPECCUPOBAHUS.

1.7 Knuanyeckass KAapTHHA

Cunapom Mapoto-Jlamu siBisieTcss KIMHUYECKH HEOJIHOPOIHBIM 3a00JIeBaHUEM C TOYKH
3peHUs PACIPOCTPAHEHHOCTH U CKOPOCTHU IIPOIPECCUPOBAHNUS TOPAKEHUS PA3INYHBIX OPTaHOB U
cucrem (Ilpunoxxenue I'1). Bone3Hs xapakTrepu3yeTcs OTCTAaBaHUEM B POCTE, H3MEHCHUSMH CO
CTOPOHBI OPI'aHOB 3pEHUs, OrpyOCHHEM UepT JIMLA, CHIKEHUEM ClyXa, TYTOIOJIBUKHOCTHIO B
CycTaBax, TeNaTOCIJICHOMETaJINel, IIOCTEIIEHHbIM pa3BUTHEM CEPAECYHO-COCYJUCTOH U
JBIXaTeNIbHOM HenocTaTouHoctH [1-5].

OcHosHbiMu npusnakamu 60o.e3nu SBISIFOTCA TPyOble UYEepThl JIMLA NPH COXPAHEHHOM
UHTEJIJIEKTE, KOHTPAKTYyphl CYCTaBOB pAa3JIM4YHON CTENEHU BBIPAKEHHOCTH, IMOpakeHUeE
CEpJEYHO-COCYIUCTON CUCTEMBI, TOMYTHEHHE POTOBHIIBI.

Brewmuii 6uo nayuenma Xapaktepusyercs oTcraBaHuem B pocte (90-100 cm mpum
OBICTPOM  TIPOTPECCUPOBAHUU; MAaKCUMalbHBII — 150 cMm), JIUCHIPONOPIIMOHAIBHBIM
TEJIOCIOXKEHUEM - KapJINKOBOCTBHIO C YKOpPOUYEHHEM TyJoBHIa. OTMeuaeTcss u3MeHeHHe (pOopMbl
auna - OOJBIION HOC ¢ 3amaBIIel MepeHOCUIIeH, MyXJIble TYObl, MaleHbKHE 3yObl ¢ MIMPOKUMHU
3yOHBIMH TIPOMEXKYTKaMH, MO3HEE Mpope3bIBaHue 3y00B, Makporyoccus. Bo3moxHa riayxoTa,
NyNoYHas TpbDKa, IaxoBas TIpbDkKa, YIUIOTHEHUWE W YTONIIEHUE KOXHU, TpyOble BOJIOCHI,
yMEpeHHBIN rupcyTu3M. Ha mo3gHux cragusax pa3BUBaeTCs riyxoTa, CJIENOTa.

Kocmnas  cucmema: HaOmONAIOTCS  MHOXKECTBEHHBIM  JU30CTO3 , YMEpEeHHas
TYTONOJBUKHOCTh ~ NMPAKTHUYECKH BO  BCEX CycTaBaX, CrudareibHble  KOHTPAKTYpH
MeX(aJlaHTOBBIX CYCTaBOB U KJIEIIHEBHJIHAs Aedopmanus KUcTH. M3MeHeHus: Ta300eapeHHbIX
CYCTaBOB (JMCIUIA3Us TOJIOBKH OeIPeHHOMN KOCTH), AedopMariust Sriudu30B OCAPSHHBIX KOCTEH €

ABYX CTOPOH BCICT K Hporpeccnpy}omeﬁ WHBaJIUAU3aIINHN. KI/IHGBI/II[Ha}I rpyaHas KJIIETKa C
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MIUPOKUMHU pedpamu, Ie(deKT pa3BUTHUS TN MO3BOHKOB C MEPEeIHUM IeperoMoM; X-o0pazHoe
UCKPUBIICHHE HOT; IPH PEHTI€HOTpa(uU - TOUCUHbIE MSACTHBIE KOCTH.

Opeanvl OvbixaHus: YacThie pecrupaTopHble HHOEKIUN (PUHHUTHI, OTUTHI). [ uneptpodus
MUHIAQJIUH U aJICHOUOB, YBEIUUYCHUE S3bIKa, YTOJIICHUE HAITOPTAHHUKA U TOJIOCOBBIX CBSI30K,
00yCJIOBIMBAIOT PA3BUTHE JbIXAaTENBHBIX HApYIICHUH pa3HOW CTENEeHU TSHKECTH, BKIIOYAst
oOcTpykTHBHOE amHOd cHa. OcobeHHOCTH nedopManuii TPYIHOH KIETKH (PKeCTKas TpyaHas
KJIETKa B COYETAaHUHM C KU(POCKOIMO30M M TOSICHUYHBIM JIOPJO030M) CIIOCOOCTBYET pa3BUTHIO
PECTPUKTHUBHBIX JIbIXaTEIbHBIX HAPYIICHUH.

OpeaHvl 3peHus; OTMEYAeTCs MOMYTHEHUE POTOBHUIIBI, CBSI3aHHOE C €€ YTOJIICHHEM U
yBEeNIMYEHUEM (METrajloKOpHea), pPETUHONATHs, W3MEHEHUS [HUCKa 3pUTENFHOrO HEpBa,
BHYTpUIJIa3HAs THUNEpPTeH3Ms, TiaykoMa. [lopakeHue 3pUTEIBHOIO HEPBa MOXKET OBITh
00YCIIOBJIEHO OTJIOKEHUEM TTIMKO3aMUHOTIIMKAHOB B TAaHTJIMO3HBIX KJIETKaX 3pUTEIHLHOrO HEPBA,
KOMITpEeCcCHEel 3pUTENbHOIO HEepBa YTOJIICHHOW TBEPAOH MO3rOBOM 000JIOUKON WU Cy>KEHHUEM
KOCTHBIX CTPYKTYp BIOJb TPAaKTa 3pUTEIBHOTO HEPBA, a TAKXKE MOBHIIIEHHBIM BHYTPHYEPEITHBIX
JaBlieHHEeM. B ciydae WM3MEHEHHs 3pUTEIBHOrO HEpBAa WM MOBBIIMICHUS BHYTPHUIIA3HOTO
JMaBJICHUSI CIEAYyeT TMPOBECTH HCCIENOBAaHUE TOJEeH 3peHus. 3pUTENbHbIC BBI3BAaHHBIC
MOTEHILIMAIbl MOTYT HCCIIENOBAThCS AJIA ompeneneHuss GyHKIMH U COXPAHHOCTH 3PUTENbHBIX
HEpBOB TP  3aTPyAHEHUH (QYHIOCKOMHMYECKOTO HCCIEAOBAaHUS  3PHUTEIBHOTO  HepBa
BBIP)KEHHBIM TIOMYTHEHHEM POTOBHIIBI.

LlenmpanvHas HepeHas cucmema: WUHTEIIEKT U MOBEACHUYECKUE PEaKIUU Y OOJNBHBIX C
JTAaHHOM HO30J10THeN 00BIYHO HE CTPajaroT. BBICOK pHCK pa3BUTHs MUENIONATUH LIEHHOT0 OTAeIa
MO3BOHOYHMKA. BO3MOXHO  pa3BUTHE  KOMIIPECCHM  CIIMHHOTO  MO3Ta  BCIIEACTBUE
COITYTCTBYIOIIMX HApYIIEHUH OIMOPHO-IBUTATENBHOTO ammaparta. OMUCaHbl CIydad CHaBJICHUS
CIIMHHOTO MO3ra, BBI3BAHHOTO YTOJIIEHHMEM €ro o00O0JO0YeK WJIH HEeCTaOMIbHOCTBIO
aTJIAHTOAKCHAJILHOTO  CcycTaBa  (COMPOBOXIAIOTCS  HApyLIEHHEM MOXOJKH, MBIIIEYHOH
CJIa00CThI0, HEYKIIFOKECTHIO MPH COXPAHHBIX MOTOPHBIX HAaBBIKaX W JAUCHYHKIHEH MOYEBOTO
y3bIps).

Tsoxkenas  ¢dopma  OOJE€3HM  CONMPOBOXKIAETCS  OTKPBITOM  (cooOmiarormeics)
ruzporedanueii, HapymeHUs MU pe3opOuuu cnuHHOMO3roBol xkujakoctu (CMIXK), xotopsie
TaK)Ke BHOCST BKJIA/I B Pa3BUTHE HEBPOJIOTHUECKUX HAPYIICHHUH

[Mpu3naku ruaponedatuy 3a4acTyr0 TOSBISIOTCS MEUIGHHO W HE3aMETHO, U MOTYT
3aKJII0YaThCsl B U3MEHEHUH TTOBE/ICHUS, BOSHUKHOBEHUH T'OJIOBHOM 00JIM, HApyIIEHUH 3peHHs..

VY manueHToB ¢ TsxkENONW Gopmoit 3a0oneBaHus MHOTAA HabmromaroTcs cynopord. OHH
MOTYT UMETh Kak (hOKAJIbHBIHN, TaK U TeHEpaTU30BaHHBIN XapakTep. [losBienue cympopor Tpedyer

MIPOBEJICHUS OLIEHKU HEBpoJiornyeckoro craryca. [Ipu mporpeccupoBanuu 3a0ojieBaHUSI YacTO
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HaOJII01al0TCS TeHEPAIN30BaHHbIE TOHUKO-KJIOHUYECKUE MTAPOKCU3MBI.

KapnanbHblii TOHHENBHBIM CHHIPOM — HEWpomaTHus CHAABJIEHUS Yy MAalUEHTOB C
pasnmuunabiMi BugamMu MIIC. Tlpu OTCyTCTBHM JIeUe€HHS MOXKET NPHUBECTH K HEOOpaTHUMOU
KOHTPAaKType IUCTaJbHBIX MEXK(alaHrOBBIX CYCTaBOB, a TaK)K€ K HapyLIEHHIO WM IOTepe
YyBCTBUTEIbHOCTH IEPBBIX 3 MAJBLEB U K Mape3y MBILIL] TEHapa.

Kocthsie usmenenust npu MIIC VI tuna npuBoasT K CHUKEHUIO MOJABUKHOCTH HUKHEN
YeJIIOCTH, YTO OIPAaHMYMBAET CIOCOOHOCTH OTKpPHIBATh POT M kKeBaTb. HapylieHus rioraHus
BCTPEYAIOTCS PEAKO, OTMEYArOTCs IPU CPEAHETSIKEIIOM M TSKEJIOM TeUeHHM 3a00JIeBaHus U, B
OCHOBHOM, CBSI3aHbI C HApyIIEHUEM (YHKIIHOHUPOBAHUS CTBOJIOBBIX OT/IEIOB I'OJIOBHOI'O MO3Ta.

Y mnauueHTOB HAOMIONAIOTCS TMPHU3HAKU ICEBAOOYNbOApHOrO WM  OynbOapHOTOo
napanuueid. CUMITOMBI 1€0IOTUPYIOT C PEAKUX MONEPXHUBAHUN TBEPAOW MUIIEH, pa3BUBAIOTCS
IIOCTENIEHHO U B KOHEYHOM HTOI€ MPUBOJAT K IpyOOMYy HapylleHHIO (PYHKIMM TJIOTaHUS WU
IIOJIHOMY €€ MCU€3HOBEHHIO. OTCYTCTBUE NMPaBWJIBHON PEryJALIMM aKTa IVIOTAHUS NPUBOIUT K
3a0poCy MUIIH, CIIFOHBI B TPaXelo U OPOHXUAIBHOE JIEPEBO M PA3BUTHIO BTOPUYHON MH(EKINU B
BUAC PEUHUIUBUPYIOIIUX AaCHUPAIMOHHBIX OpPOHXWUTOB W MHEBMOHHWHA. OJTO yCyryouseT
JBIXaTEIIbHBIE HApYIICHMs], SBISIOLNIUECS CJIEACTBUEM OTJIOKEHUS MYKOIIOJUCAaXapuaoB B
BEPXHUX U HWKHUX JbIXATEJIbHBIX IYTAX.

Cepoeyno - cocyoucmas cucmema: OTMEUACTCA TMPOTPECCUPYIOIAs JIEreHEepaIHs
KJIAa[laHOB cepjiiia ¢ o0pa3oBaHHEM CTEHO3a (Haubojee 4acTO MHUTPAIBHOTO M a0PTAJIBHOTIO).
IIposiBneHuss  cepIeYHO-COCYAMCTBIX HApPYIIEHUH OTMEYAlOTCA € paHHEro BO3pacra.
BONbIIMHCTBO MAallMEHTOB MUMEIOT, 10 KpallHEN Mepe, OJUH IPU3HAK KO BTOPOMY ACCATHIIETHIO
*u3HU. Kapinomuonatus otMedaeTcs HeyacTo.

Kenyoouno-kuweunast cucmema: CHUH/IPOM pa3apa’keHHOTO KHILEYHHKA,

I'eaToOCIINICHOMCT aJIu.

2. JIMarHocTUKAa

Huaenoz MIIC V| ycmanagnueaemcs na ocCHo8aHuu COGOKYRHOCMU KIUHUYECKUX OAHHBIX,

Pe3yIbmamos 1a00pamopHo20 UCCied08akust U MOIEKVIAPHO-eeHemuyecko2o ananuza [1-5].

2.1 ’Kajao0bl 1 aHAMHE3

e [lpu cOope anamHe3a u kanol ciaeayeT oOpaTuTh BHUMAHHUE HA CIEAYIONIHNE jKaloObl 1
AHAMHECTUYECKUE COOBITHUS:
O CHHUXCHHE 3pEHUs
O TIOMYTHCHHUC POTOBHUIIbI

O CHMIXXCHHC ClIyXa
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O YXYAILIEHUE MEPEHOCUMOCTH (PU3NIECKUX HATPY30KCIA00CTh B KOHEYHOCTSIX

O HW3MEHEHHE MOXOJIKH

O HEIIOBKOCTh MEIIKOW MOTOPUKH

o 0oy B CIMHE, HOTaX, apecTe3nu (OHEMEHHE, TTOJI3aHUE «MYpPAIeKy, TOKAILIBAHUE) B
00J1aCTH KOHEYHOCTEH

O aItHOd BO CHE

O orpyOeHue 4epr Juia

O 4YacThle peCHHpaTOPHbIC 3a00JICBaHHS

O TPBIKH

O TYronoaBHUXXHOCTL CYCTaBOB

O aItHOd BO CHE

O HapyUIEHHsI CO CTOPOHBI JKEITYJOYHO-KHILIEYHOTO TPAKTa

2.2 duzukajabHoe 00cae10BAHUE

e [Ipu ocMOTpe HEOOXOIUMO OOPATUTh BHUMAHKE Ha OCHOBHBIC (PU3UKATBHBIC MTPOSIBICHUS
MIIC VI tuna:
O OTCTaBaHHE B POCTE,
O orpyOeHHe uepT JHIla
O COXpPaHEHHBIN MHTEJJIEKT,
O CHIXKEHHE cllyXa,
O TYTrONOJBUXKHOCTH CYyCTaBOB,
O KOHTPAKTYPHI CYCTABOB PA3JINYHOMN CTETICHU BBIPAKEHHOCTH,
O TenaToCINICHOMETaJIHs,
O TMPU3HAKH CEPAECYHO-COCYTUCTOMN U JAbIXaTEIbHOU HEJOCTATOUYHOCTH.
Buipasicennocmo ¢huzukanvhvix nposenenuii 8 3asucumocmu om gozpacma oedroma MIIC

VI moorcem sapvuposams (Ilpunoscenue I'l).

2.3 JIabopaTopHAasi AMATHOCTHKA

o PekoMeH/I0BaHO HCCIIEIOBAHME CIEKTpa M  KOJIMYECTBA JKCKPETHPYEMBIX
TJIMKO3aMUHOTJIMKAHOB

KomMmeHTapuu: nokasamenu A61s10mca  OCHOBHBLIMU — 8AXCHBIM  1AOOPAMOPHBIM
kpumepuem MIIC. 'V nayuenmos ¢ MIIC VI muna onpedensemcs nogvluieHHas
rkonyeumpayus T'Al" u evicokuti yposeHvb oepmamancyivghama 6 moue.

. PexomenngoBano OTpe/IEIICHHE AKTUBHOCTH N-areTunranakro3aMuH-4-
cynb(artazel (apmwicynbdarassl B) B kymbType ¢GuOpoOIacToB, B H30JIMPOBAHHBIX

JelKouuTax, 1100 B MATHAX KPOBH, BHICYIIEHHBIX Ha (MIIBTPOBAILHOM Oymare.
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Kommenrapuii: y nayuenmoes ¢ MIIC VI muna oanHvlii nokazamenb CHUICEH.

ﬂﬂ}l UCKTIIOYEHUS MHONCECTNEEHHO cyﬂbd)amaswoﬁ He0oCmamo4Hocmu peKOMeHOOGCZHO

onpeoeiieHue aKmMueHoCmu U Opyeux cyaibghamas 6 Kpoeu (udyporamcyivpamaszwl,

apuncynrvbghamasvl A).

PGKOMGHIIOBaHO MOJICKYJIIPHO-TCHETUYCCKOC UCCIICJOBAHUC.

KommenTapuu: svissnenue mymayuii 6 cene ARSB, kooupyrowem apuicyivgpama3sy B.

2.4 UHCTpYMEHTAJbHAS TUATHOCTHKA

PexomenoBaHo npoBeeHre yIbTpa3ByKoBOro uccieaoBanus (Y3M) opranoB OpromHoi

II0JIOCTH, CCIIC3CHKH, ITOYCK.

PexomeH10BaHO MPOBEICHUE pEHTIeHOrpaduu CKeleTa.
KomMeHTapuu: 8b1A671410MCS MHOMCECBEHHDBILL OU30CMO3,  0eopmayusi KUCmuU no
MUny «KOZMUucmoul J1anvly, OUCHIA3US 20]I08KU 0OeOpeHHOU Kocmu, Oeghopmayus

3nuqbu306 6€0p€HHblx KOCm@IZ, nmo4edHbvle nsicmHvle Kocmu.

PexomennoBano mnposenenue snexkrpomuorpapuu (OMI) u anexkrponeiipomuorpadus
(OHMT).

KomMmeHnTapum: ucciedosanue nosgonsem oyeHums @GYHKYUOHATbHOE COCMOSHUE
MbUIUEYHBIX MKAHel, Hepeo8 U HEPEHO-MbIUWEUHOU nepeoauy; CmumyIayuoHHas
anexmponetipomuozpagua (DHMI) nozeonsem onpederumv coasnenue cpeouHHO20
Hepea 0adice 00 NOAGNEHU CUMNINOMO8 U OOJINHCHA NPOBOOUMBCS, HAYUHAA ¢ 803pacma 4-

5 em esrce2o0Ho.
PexoMeH10BaHO MpOBEACHNE Ay TMOMETPHUH.
PexoMen0BaHO TpoBeieHNE UCCIeIoBaHus (GYHKIMH BHeITHEeTo abixanus (OBJI).

PexomennoBano npoBenaeHue 3nekrposuiedanorpaduu (337).
KommenTapum: ocywecmenaiom ons Konmpons usmeHeHuu @YHKYuu Kopvl 20108HO20

mosea u 2ﬂy6uHHblx MO3208blX CMPYKmMyp, 060€6p€M€HH01/7 OUASHOCIMUKY DNUNENCULL.

PexoMeH10BaHO TIpOBEACHHE MOJIMCOMHOTpadUN.

KommenTapuu: 011 OuacHocmuku 0OCMPYKMUBHOZO ANHOI CHA  NPOBOOUMCS
NOAUCOMHOSPADUS, KOMOPAs NO360em  ONpedeiums  Xapakmep  OblXamenbHblX
HapywleHutl (UCKIIOYUMb YEHMPAIbHbIU 2eHe3, CBA3b C eunepmpoguell adenouoos,

cep@elmoﬁ He0OCMAamo4HOCMbIO UIU KOMNJIEKC npuquH).
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e PekomeHnmoBaHno npoBeacHue dnekTpokapanorpaduu (OKI') u sxokapauorpadun (Ixo-
KT')
KommenrTapuu:  pecynapnoe  npogedenue  IKI,  Oxo-KI,  xonmeposckozo
monumopuposanua  IOKI, cymounoco monumopumea apmepuanbHo20 — O0AGIeHUs
HeoOX00UMO nayuenmam ¢ OAHHOU NAMoocuell, MmaK KaKk ¢ paHHe2o 603paAcma ) Hux

ommeyamcs cepoedHo-cocyoucmole HapyueHus.

e PekoMEHJIOBaHO NPOBEICHHE MAarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) romoBHOrO
MO3ra, HIeHHOro oTeNa.
KommenTapuu: xiunuueckas xapmuna He8pOIOSUYECKUX NPOAGIEHUN U pe3ylbmambl
00bEKMUBHBIX  Memo008 00ciedosanus He 6cee0a Koppeaupyrom. Pesyromamul
MaeHumHo-pe3onancuou momoepaguu (MPT) conosnoco moszea nayuenmos ¢ MIIC ne

ABNAIOMCS OUACHOCIMUYECKU 3HAYUMBIMU OJIs1 ONPedesieHUsi KOCHUMUBHO20 Oedhuyuma.

e PexkomeHayercs CKPUHMHT Ha KIMHUYECKHE W  BHU3YaJU3allMOHHBIC TPU3HAKH
KOMITPECCUU CTUHHOTO MO3ra.
KomMmeHTapum: HecmabunbHOCms  amianmoakcuaibHo20 CyCmasa Mmodcem Obimb
8bIABIIEHA NPU PEHM2EHO2PAdUU WeliHO20 0mOend NO360HOYHUKA C HACPY3KOU, OOHAKO
051 NOOMBEPAHCOCHUSL KOMNPeCcCcuu CHUHHO20 MO032a 6clledcmeue YMOJWeHUs e20

obonouex mpedyemcs nposeoerue MPT.
e PexomeH0BaHO mpoBeeHue KoMibroTepHoit Tomorpaduu (KT) rooBHoro mosra.

2.5 IuddepeHunaibHast IMATHOCTHKA

Jpyeue 6uovl myxkononucaxapuoozos, mykoaunuooz mun I/, ecanakmocuanuoos,
2aH2IUO3UO03bL, anb@a-maHHo3u003, @dyKo3u003,  MHONCECMBEHHAs  CYabhamasHas

Heo0oCmamo4yHocm b, Helle¢€K1/ﬂ/lOHHbl€ noauapmpumeal.

3. Jleuenue

3.1 KouncepBaTuBHOeE JieueHHe

e PexomennoBano mnposeneHue (epmeHnTHol 3amectutenbHor Tepanuu (P3T). O3T
MIPOBOJIUTCS Mpenaparom rancyibdasa (kog ATX A16AB08) [3].
KommenTapuu: npenapam egooumcsa 6 0oze Ime/ke o0un paz 6 Heodenrd 8 6uoe
BHYMPUBEHHOU UHQY3uU 6 meuenue 4 u 6 ycrosusx cmayuonapa. Ilpenapam nepeo

unghysueii Heobxooumo pazeecmu 6 pacmeope Hampus xaopuda 9 me/mn (0,9%,). Oowuii
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0bvem uH@y3uu onpedensemcs HA OCHOBAHUU UHOUBUOYATbHO2O 6eca nayuenma. OH
cocmasnsiem 100 mn unghyzuonnozo pacmeopa nampus xaiopuoa 9 me/mn (0,9%), eciu
sec nayuenma menvuie uiu pagen 20 ke unu 250 ma, ecau sec nayuenma 6onvute 20 ke.
2,5% pacmeopa 6600sam 6 meueHue nepeoco uacd, oCmanbHou oo6vém (npumepro 97,5%)
6 meyenue nocreoyiowux 3 y. DP3T 6 6ude 6HYMPUBEHHLIX UH@Y3UU NPOBOOSM
eaHceHedeIbHO NONCUSHEHHO.

Ilepsvle Hedenu 8gedenuss npenapama u3-3a pUCKa 603HUKHOBEHUSI HeONA2ONPUAMHbBIX
peaxkyuil 6 omeem Ha UHQGY3UIO, NAYUEHMAM HAZHAYAIOMCA AHMUSUCAMUHHbLE
npenapamul 8 COYemaHuu HCApONOHUNCAIOWUMU HEeNnoCPeoOCmeeHHO nepeo uHy3uell.
Humencusnocms nposigneHuil MO*CHO YMEHbUUMb NPU CHUNCEHUU CKOPOCTU 66€0eHUs.
npenapama Ui 8pPeMEHHOM  npekpawjeHuu  un@yzuu. Ilpu  803HUKHOBEHU
HedicelamenbHOl peakyuu UHGY3Uo HylCHO npepsamv, 00 paspeulenus CUMNMOMO8 U
80CCMAHOBUMb UHPY3UIO CO CKOPOCMBIO HA NOJOBUHY MeHble MOl ¢ KOMOpOl OHA

npPOBOOUNAC.

Koppekuuto cepaeqHo-coCyIUCTOM HEAOCTATOYHOCTH, apTepPUAIbHOM THIEPTEH3UU
PEKOMEHYETCA NTPOBOAUTH CTAaHAAPTHBIMU METOAAMU KOHCEPBAaTUBHOI'O JICUEHHS,
MPUHATHIMU B JE€TCKON KapAUOJIOTHUH.

KommenTapuu: no noxazanusm pewaemcs 60npoc o HeobXo0UMOCMU XUpypeuieckou

KoppeKyuu.

IIpyn cuMITOMAaTUYECKOW SMUICIICUM PEKOMEH0BAHO HAa3HAYCHHE aHTUKOHBYJIBCAHTOB,
OJIHAKO [JO3UPOBKH PEKOMEHIYETCs HCIIOJIb30BATh MEHBIE CPEIHE-TEPANIEBTUYECKUX
JUISL CHUOKEHUS pUCKA PA3BUTHUS BO3MOKHBIX HEXENATeNbHbIX 3P (EKTOB.

KomMmeHnTapumn: noobop anmuxongyibcanma ocywecmensiemcs HNCUXOHE8POL02OM 6

3A6UCUMOCMU OM 6UOA npucmynoe, Jjokaausayuu ovaza namoio2u4ecKoll aKkmueHOCm.

HpI/I O(I)TaJ'IBMOJ'IOFI/I‘IeCKI/IX HApyYHmICHUAX PEKOMCHAOBAHO TIIPOBCACHUC JICYCHHUA 110
ITOKa3aHUIM, HO,Z[60p TCpalMu OCYILICCTBIIICTCA HA OCHOBAHWUU O6H.I€HpI/IH$ITLIX

PEKOMEHJALINI 1O JICHEHUIO COOTBETCTBYIOIIMX HO30JIOTHIA.

PexomennoBano Uit OPTONEIMYECKOM  KOPPEKLUUU  HApYLIEHUS  OCAHKH,
TYTOIOJABUKHOCTH CyCTaBOB HCIIOJIb30BAHNE HEXUPYPTHYECKUX METO/OB:
¢busznonpoueaypsl U TMPUMEHEHUE OPTONEIUYECKHX YCTPOHCTB TMpPH OTCYTCTBUHU

MOKa3aHUH K XUPYPru4eCKoMy JICHCHUIO.
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PexomMeH10BaHO IIPU PELUIMBUPYIOIIUX OTUTAX, YACThIX PECIMPATOPHBIX 3a00JI€BaHUSIX
BEPXHHUX JbIXaTEIbHBIX IIyTEH IPOBEIECHUE CHMITOMAaTHUYECKOM, IO IOKA3aHUAM -
aHTUOAKTepUAILHOW TEpanmuu TP OTCYTCTBUM TIOKAa3aHUH K XHUPYPrUYECKOMY
BMeEIIATENbCTBY. [Ipy CHIKEHHH cilyxa — MoJ00p M HOILICHHWE CIYXOBBIX alnapaToB.

OOCTpyKTUBHBIE AaITHOD BO CHE TPEOYIOT MPUMEHEHHUSI OKCUT€HOTEPAITHH.

ITpu xapuece u abcreccax peKOMEHI0BaHA — TUTHEHA TTOJIOCTH PTa U SKCTPaKIMs 3yO0B

IIpu HCO6XOI[I/IMOCTI/I.

PexomenaoBaHo TMpoBeACHUE BaKIMHALIMK MAIIMEHTOB MPOTUB ITHEBMOKOKKOBOM,
reMo(uIbHOM MHGPEKIUN U Ipyrue BaKIMHbI, 11eJ1eco00pa3HOCTh 00YCIOBICHA YAaCThIMU

pecnupaTOpHbIMHU UH(EKITUIMHU.

3.2 Xupyprudeckoe Je4eHue

ITo noka3aHusM npu OTCYTCTBHM 3(PPeKTa OT KOHCEPBATUBHOM TEpanuK PEeKOMEHyeTCs
IIPOBE/ICHUE apPTPOCKOIMM, XUPYPrHUecKas 3aMeHa Ta300€IpEeHHOr0 WIM KOJEHHOIO

CycTaBa, UCTIPaBIICHUE OCH HIKHEH KoHeuHocTH [1-5].

IIpn cooOmaromeiics ruaponeand PEKOMEHAYETCSI POBEICHHE BEHTPHUKYJIO-
MEPUTOHEATBHOTO  IIyHTUpOBaHUs mamueHtamMm ¢ MIIC ¢ mporpeccupyromum
YBEJIMYCHUEM JKEITYIO0YKOB MO JaHHbIM MPT W/uiu MOATBEpKAEHHBIM TMOBBIIICHHEM

JABJIEHUS 11epeOpO-CIUHATIBHOM )uakocTn 6omnee 25-30 cMm BoxHoro cronba (18-22 mm

pT. cT.) [1-2].

C]laBJ'IeHI/Ie CIIMHHOT'O Mo3ra IMPUBOAUT K H606paTI/IMBIM HEBPOJIOTUICCKUM
HapylmcHusAM, IIO3TOMY [IIPpU TOABJICHUU  IICPBBIX CUMIITOMOB PCKOMCHIAYCTCA
paccMaTpuBaThb BOIPOC O I[eKOMHpeCCI/IPYI-OH_ICﬁ onepanrn 40 MOSABJICHUA BbIPAKCHHBIX

HapyILIECHUHN.

[Tanmentam c¢ HapymeHueM (yHKIOUM KHCT€H WJIM C HapylleHHeM HEpBHOMH
IIPOBOJIUMOCTH TI0 pe3ylbTaTaM 3nekTponeiipomuorpapuu (OHMI) pexomeHngoBaHa
oreparys JeKOMIIPECCUH HEPBHBIX CTBOJIOB, KOTOpasi MPUBOJIUT K OBICTPOMY CTOMKOMY
yinydmeHuo (QyHkuud. YactoTra penuauBOB KaprajbHOTO TOHHEJIBHOTO CHUHApOMA Y
nagueHToB ¢ paszauuHeiMu - Tunamu  MIIC  HeuwsBecTHa. Ilockonpky moBTOpHas
KOMIIpeCCHs ~ MEJMAHHOTO HepBa  BCIEJACTBHE pyOIeBaHMS MM  OTJIOXKEHUS

TJINKO3aMUHOTIIMKaHOB BO3MOXKHA, HEOOXO0MMO TIPOI0JIKaTh HabmoneHue [1-5].
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e [lo noka3zaHusIM NMPOBOJUTCSI XUPYPTUUYECKOE JIEUCHHE TIIayKOMBbI, KOPPEKIUS CKEJIETHBIX
aHOMaJIMii, JEKOMIIPECCUs] CIIMHHOTO MO3ra, XHPYpPruueckoe JeYeHHE KaphalbHOTO
CHUHJApOMa (paccedeHHe CTEHKU 3alCTHOTO KaHajla U BBICBOOOXKIEHHE CPEIMHHOIO

HEepBa), IPbIKECEUECHUE

e PexkOMEHIyeTCs paccMOTpeTb IPOBEACHUE  XUPYPrUYECKOIO BMEIIATEIbCTBA IIPU

TOPIUAHBIX K KOHCCpBaTI/IBHOfI TCpaIrnu pCuuJUBUPYIOIIUX OTUTAX.

4. Peadounauranus

Ilayuenmy c¢ myxonoaucaxapuoozom VI muna ¢usuomepaneemom u epavom-JIOK
paspabamuvléaemcs UHOUBUOVATbHBIN KYPC pPeabUuIumayuu, SKIOYarowWull Maccaxic, 1e4eoHyro
Quskynemypy, @uzuomepanesmuieckue npoyeoypvl (MAcHUMOMepanuro, mepmMomepanuio,
VOAapHO-8OIHOBYI0 Mepanuio, Memoo OU0I02UYecKol 0OpamHoll ceéa3u u opyaue npoyeoypol).

Peabunumayuonnvie xypcot  (maccasc, JIOK, ¢usuonpoyedypel, ncuxonozo—
neoazocuyecKkas noMowb) JHCeNamenbHo NpoeooUmMb 8 YCI08UAX OHEBHO20 CMAayuoHapa
nposooumcs ¢ dacmomou 3-4 paza 8 200, OIUMENbHOCMb — ONpedensemcs MaHCeCmbio
COCMOSIHUSL U OMBEMOM HA NPOBOOUMbLE MEPONPUSINUAL.

Ilcuxonozo-nedazozuueckas nomouib

IIposooumcsa 6 komniexkce peaburumayuouusvlx meponpusmuti. Koppexyuonuo-
neodazozuyeckoe 8030elcmeue Onpeoensemcs 8 3a6UCUMOCIU OmM MAXCeCmu U OAUMeIbHOCU
meyenus 601e3HU, CMPYKMYpbl HAPYULeHUl 300P08bs, CIMeNneHUu He0opa3eumus NO3HABAMENbHOU
OoesmenbHOCMU, MUNa SMOYUOHATILHO2O peasuposanusl, 0cobeHHOocmell NnosedeHus pebeHKa.
Brouenue koppekyuoHHo-nedazo2utieckoeo conpo8oNCOeHUss 8 KOMNIEKC 80CCHAHOBUMEbHBIX
Meponpusmuti obecnedugaem OONOIHUMENbHYIO OYEHKY OUHAMUKU NCUXUYECKO20 PAa36umus KaxK
00HO20 U3 BAXCHBIX NOKA3ameneu COCMOSHUA 300p06bs, nogvluiaem IppexmusHocms
mepanesmu4eckux eMeulamenbCcmes, CHUMdcaem 3KOHOMUYecKkoe Opems OAHHOU NAMOoNoUU 34
cuem  coyuanuzayuu  NAYUEHMO8 U  COXPAHEHUs  NCUXOIOSUYECKO20  NOMeHYUuala
MpyO0OCnOCOOHBIX UIeHO8 CeMbl.

Ilannuamuenas nomousp

Heobxooumo oxazanue ececmoponneii nomowu (MeOUYUHCKOU, NCUXOCOYUATbHOU U
MamepuanvHoll) 0emsam ¢ HeuzneduMblMU OSPAHUYUBAIOWUMU CPOK JHCU3HU 3aboneeanusmu. B
COCMas NaNIUamuHbIX CyHCO 6X00sm 8padu, MeOUYUHCKUE CeCmpbl, NCUXON02U U COYUATIbHbLE
pabomnuku. Hecmomps na msdcenoe cocmosiHue U NOCMOSHHYIO  NOMPEOHOCMb 8
MOHUMOpUH2e, 6Ce NAYUEHMbl NPEUMYUWECME8EHHO HAXOOAMCA 00Ma 6 Kpyey ceoell ceMbu U
opyseu. OcHo8HOU yenvlo pabomvl NALIUAMUEHBIX CLYHCO AGNAEMCS  CO30aHUe  BCex

He0OX00UMbLX YCA08ULL O 0OecneyeHUss HaxXo0HCOeHUs. OOIbHBbIX 8 OOMAWHUX YCI08UAX, A He 8
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cmenax —n1e4ebHo02o y’-lpeDfC()eHuﬂ, umo noseoJislem He MOJNbKO Yaydulunb Kadecmeo OJHCU3HU
OONIbHBIX U UX CeMeIZ, HO U CYWeCmeeHrHHO CHU3Unmb eocydapcmeeHHble sampambsl Ha NOCMOAHHOE

cmayuoHapHoe jledeHue maKkux nayuermos.
5. IlpopuaakTrka u JUCHAHCEPHOE HAOIIOeHUE

5.1 llpodpunaakruka

Cembsam c OonbHBIMU 0emvMu  peKOMeHOYemcs  MeOUKO-ceHemuieckoe
KOHCYIbMUPOBAHUE C Uelbl0 pPA3bACHEeHUs  2eHemuueckozo pucka. Kax u npu opyeux
aymocomuo-peyeccuenvix 3aoonesanusx npu MIIC mun VI, ona kasxcoou bepemenHoCmu puck
podicoeHusi pebenka cocmasniem 25%. B cemwsx, 20e ecmv 601bHOU peOeHOK, cyujecmeyem
B03MOJUCHOCMb NPOBEOCHUS NPEHAMAILHOU U NpeuMniaumayuonHou ouaenocmuku. C smoil
Yenvilo  2eHemuK  peKoMeHoyem — pooumesnsm coomeemcmeylowjue  OUASHOCMUYECKUe

Jaabopamopuu u MeOUYUHCKUe YeHMpbl.

Ilpenamanvnasi ~ OuacHOCMUKA — 803MOJNCHA — NymMeM  UBMEPEHUs  AKMUSHOCMU
apuncyrvghamaszel B 6 ouonmame eopcun xopuona Ha 9-11 nedere bGepemennocmu u/unu
onpeoenenusi cnekmpa I'Al" 6 amnuomuueckou scuokocmu wa 20-22 nedene bepemennocmu. Jns

cemell ¢ U36eCMHbIM 2EHOMUNOM  803MOMNCHO npogedeﬂue ﬂHK-duaeﬂocmuku.

5.2. Mouuropuur cocrossaus nerein ¢ MIIC

3abonesanue umeem mMynbmMUCUCMEMHYI0 NPpUPOOY U Heobpamumvle, npozpeccupyroujue
KAUHUYEeCKUe NPOSGNIeHUs], YUMo 00YCo8IUsaem HeoOXo0uMoCms HaAOII0eHUs. He MOJIbKO Y3KUMU
cneyuanucmamu  (OMOPUHONAPUHSONI02AMY, — XUPYPeaMU-OPMONeOdamy,  0pmanbmonro2ami,
Kapouoio2amu, NYIbMOHONI02AMU, He8ponamono2ami, cmomamono2amu,), HO U
Puzuomepanesmamu, 1020ne0amu, NCUXOL02AMU U PABOMHUKAMU NALIUAMUEHBIX c1yacO [1-5].

Tlayuenmul ¢ Oannotl nHo30102uUell OOJHCHBL NOCMOSIHHO HAXO0OUMbCS OO HAOI0OEHUeM,
1 paz 6 6-12 mec. (8 coomeemcmeuu ¢ MsHCECMbIO COCMOSIHUSL) NOKA3AHO KOMIIEKCHOE
obcnedosanue 6 MHO2ONPOPUILHBIX CIAYUOHAPAX. [[TUMenbHOCMb HAXOHCOeHUsI 8 CIMAYUOHADe
/ onesnom cmayuonape 21-28 OHeil.

Habniooenue 6onvubix no mecmy oicumenscmea (6 amoOyIAmMoOpHO-NOTUKIUHULECKUX
VCNIOBUAX) OONIHCHO OCYWECMBIAMbCA NOCMOAHHO. Jlabopamophvle U UHCMPYMEHMATbHbIE
00C1e008aHUs U PEKOMEHOYeMas Yacmoma ux npogedenus npeocmasnena 6 Ilpunoscenuu I72.

s npeoomepaujenus acnupayuoHHO20 NOPANCEHUSL OP2AHO8 ObIXAHUSL POOUMENAM UIU
auyam, ocywecmsusarowum yxoo 3a oonvuvim MIIC ¢ napywenuem 2nomanus, peKomeHoyemcs
BbINOIHAMb BLINOIHEHUE PSAOA PEKOMEHOAYUI.

- yacmoma KOpMIAeHUuli 00NHCHA Oblmb He Menee 8-10 p/cymKu HeOonbUUMU NOPYUAMU,
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- nonodcenue OOILHO2O NPU KOPMIEHUU CUOS UNU C NPUNOOHAMBIM 20JI06HbIM KOHYOM,

- edHceOHeBHbIll OPEHANCHBI MACCAINC, NPOBOOUMbII HECKOJILKO PA3 8 OeHb,

- 8 ciyuae 2pybo2o HapyuieHUs 210MAaHUs pe2yisApHAs CAHAYUS BEPXHUX ObIXAMETbHbIX
nymeti ¢ NOMOWbIO INeKMPOOMCocd,

- KopMJleHue yepes 30H0 (0053amenbHO npu OpOHXUMe/NHEeBMOHUL),

- NOCMOAHHOE NPUMEHeHUe 30HO0A 8 CyyYae 2py6020 HapYuleHUs 210MAaHUsl, YaCbIX
OpOHXONE20UHBIX UHPEKYULI ACNUPAYUOHHO20 2eHe3d.

Habnwooenue nauuenmos ¢ MIIC VI éxniouaem 6visigiieHue 0CI10HCHEHUL OCHOBHO20

3abonesanus u conymcemeyrnumux COCMOSHUIL.

6. lonosHuTE IbHASA HH(OPMAIUSA, BIUSAIOIIASI HA TeYeHHe U UCXO0/T

3a00J1eBaHUsI/CHHAPOMA

6.1 OcO0EHHOCTH AHECTE3HOJOrHYECKOro MOCoOOus

[Ipu mnpoBenenun oOmIECH aHEeCTE3MH HEOOXOJMMO TIOMHUTh O BBICOKOM PHCKE
KOMIIPECCUH CHMHHOI'O MO3Ta BCJEICTBUE HECTAOMIBHOCTH AaTJIaHTOAKCHAJIbHOTO CYyCTaBa.
KopoTtkas miesi, orpaHu4eHre MOIBUKHOCTA HUKHEH YENIOCTH, YBEITMUCHHE S3bIKA, BEIpaKECHHAS
runeprpodus  ageHOWJOB U MUHAAIUH  CO3JA0T  OpoOJieMbl  MPU  MPOBEACHUU
AQHECTE3UOJIOTUYECKOTO IOCOOUs, MO3TOMY MPEANOYTEHUE CIIEAYEeT OTJaBaTh MECTHOMY WU
peruoHasibHOMY 00e300uBanui0. [larueHT nmpeaBapuTebHO KOHCYJIBTHPYETCS KapIuOJIOTOM,
OTOPHUHOJIAPUHTOJIOTOM, aHECTE3UOJIOTOM, HEBpOMaTosoroM. O0s3aTeNIbHO MPOBEACHHUE MTOJHOTO
KapAHOJIOTHYECKOTro 00CIeI0BaHus, MOJIUCOMHOTpaQH (s BBISBICHUS CTETICHH JbIXaTEeIbHBIX
HapyIIeHU), MPpU HEOOXOAUMOCTU - DHJIOCKOIUN HOCOTJIOTKH M KOMITBIOTEPHOUW ToMorpaduu
nerkux. OnepaTMBHOE BMEMIATENBCTBO C aHECTE3MEH HEOOXOAMMO TMPOBOJAWTH B KPYITHBIX
MEAMIMHCKUX LeHTpax, umeronmx OPUT, Tak kak uHTyOaIus u mocieayronas dKcTydanus y

TAaKHUX MMAIMUCHTOB MOKCT BbI3BATh 3aTPYAHCHUA.

6.2 Ucxoabl M IPOTrHO3

[TporpeccupoBanue 3a0oyieBaHMs - CKeJEeTHble JedopMmanud, 3a00JIeBaHUsl CYCTaBOB,
CEp/ICYHO-JICTOYHBIE OCJIOKHEHUS, CJIENOTa M KOMIIPECCHS CIMHHOTO MO3ra IPUBOAWUT K
WHBAJIMJM3AlMKM TMallMeHTa. B nmTeparype OmucaHbl Cilydad MalMEeHTOB C BBIPAKEHHBIMU
(GU3NUECKUMU M3MEHEHUSIMH, Pa3BUBIIUMKCA YK€ Ha TEpBOM TOAY JKU3HHU; OJHAKO HHOTIJA
OTMEYaeTCsl MEJIEHHOE TPOrpecCUpoBaHKe OOIE3HU B TEUCHHE MHOTHX JIECATHIICTHH.

IIpo10KUTENBHOCTD )KU3HN MOXKET cOoCcTaBUTh npumepHO 30 ser. OCHOBHAs NMpPUYHMHA

CMEPTHU — OCJIIOKHCHUSA CO CTOPOHBIL Cep)quHO-COCYJIHCTOﬁ CHUCTCMBI.
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Kpurtepuu oneHku kauyecTBa MeTUIIMHCKON MOMOIIHU

Tadauna 1 - Oprann3anmoHHO-TEXHUYECKUE YCIOBHSI OKa3aHUsI MEIUIIMHCKOM TTOMOIITH.

Bua meannuHcKkoi NOMOIHA

CHCI_II/IaJ'II/ISI/IPOBaHHaH MEIHUIIMHCKAasA IIOMOIIb

YciaoBusa oxkazaHusa
MEeINIUHCKON MOMOIIH

CTaHI/IOHapHO /B AHCBHOM CTAallMOHAapE

dopma oxkazaHus [1nanosas

MeIULNHCKOI OMOIIH

Tadauna 2 - Kpurepuun kauecTBa okazaHUsI MEIUITMHCKOM TOMOIIH

YpoBeHb
JIOCTOBEPHOCTH
JIOKa3aTeNIbCTB U
Ne Kpurepuii yOeuTenbHOCTH
pEeKOMEH Al —
HU3KHUH (KOHCEHCYC
9KCIepToB -D)
BeInonHeHo onpeneneHne akTUBHOCTH N-
aleTHITanakTo3aMuH-4-cynbsdarassl (apuicynbdarassl B) B
1 | KymeType ¢ubpobacToB, B M30JMPOBAHHBIX JICHKOIUTAX, JINOO D
B IISITHAX KPOBH, BBICYIIEHHBIX Ha (MIIBTPOBAIbHON Oymare u
MOJIEKYJISIPHO-TEHETUYECKOE UCCIIEIOBAHNE: BBISIBJICHUE
mytaiuii B rene ARSB, komupyromem apuicyiasgarasy B.
BrinonHeHo Ha3HaueHUe PepMEHTHON 3aMECTUTENbHON
o | Tepamuy ¢ NPUMEHEHHEM ["ancynbdasbl feTsm ¢ D
YCTaHOBJICHHBIM MarHo3omM Mykononucaxapunosa VI tuna B
no3e 1Mr/kr B BuJIE B/B HH(Y3UU €KEHEJEIBHO
3 BrinonHeHo onpesenenne riamKo3aMUHOTIIMKaHa MOYH, €CIIH HE D
ITPOBOJMIIOCH B NPEAIIECTBYIOIINE 6 MECSLIEB
4 BrinonHena 3xokapauorpadusi, €Ciau He MPOBOAMIOCH D
IIpeIeCcTBYOIME 6 MECSLEB
BrinonHeHo onpenenenre pa3MepoB MEUEHU U CENIE3€HKH 10
S | JaHHBIM YJIBTPa3BYKOBOT'O MCCIIEJOBAHUS, €CIIU HE D
MIPOBOAMIIOCH MOCETHUE 6 MECSIIEB
6 BbINOSIHEHO yIIBTPa3ByKOBOE UCCIIEIOBAHUE ITOYEK, €CIIU HE D
IIPOBOAMIIOCH B MocienHue 12 mecsies
7 BeinonneHo snekTposHuedanorpaMma, €ciid He IpOBOJMIIOCH B D
nocyeHNe 6 MecsI1IeB
3 BrinonHena anexkTpokapauorpadusi, eciiv He IpOBOJINUIOCH B D
nocjeaHue 6 Mecs1eB
9 BrinonHena penrreHorpagusi opraHoB IpyIHOM KJIETKH, €CIH D
HE IIPOBOJIMJIACH NOceIHuE 12 MecsieB
BrimonHeHa MarHUTHO-pe30HaHCHAsI TOMOTpadus MEHHOTO
10 | ornena mo3BOHOYHMKA, €CIIM HE TPOBOIMIOCH B mociennue 24 | D
MecCSIEB
BrinonHena koMIbloTepHas ToMorpadus Uiu
11 | marHuTHOpE30HaHCHAsI TOMOrpadusi rOJIOBHOTO MO3ra, €Clu D
HE IIPOBOJIMJIOCH B NOCIIEAHME 24 MecsLEB
12 BrinonHeHo onpesesenne CKOpoCTH HEPBHOM MPOBOAMMOCTH, D
€CJIM HE MPOBOJMJIOCH Nocaeanue 12 Mecsies
13 | BeimonHeHo onpeaeneHne PyHKIMKA BHEITHETO bIXaHus, eciu | D

20




HE MPOBOJIWIIOCH NTOcaeaHue 12 mecsien

14

Brimonnena nonucoMHorpadus, ecim He IpOBOIUIIACH D
nocienaue 12 mecses,

15

BrimonHeHa peHTreHorpadus cKeiera, eCliv He TPOBOINUIIACH D
nociequue 12 mecsien

16

Brinonnena aynquomeTpusi, €Ciid HE TPOBOIUIIACH TTOCIIETHUE D
12 Mecs1eB

17

BelnonHeHa KOHCYJIbTalHs BPa4OM-KapAUO0JIOrOM IIpU D
HAJIMYUU [aTOJIOTMH CEPACYHO-COCYAUCTON CUCTEMBI

18

BeinosHeHa KOHCYNIbTalKs Bpa4yOM-OTOJIAPUHI OJIOTOM IIPH D
HAJIMYMH TATOJIOTUHU cO cTOpoHbI JIOP-opranoB /BepxHux
JbIXaTEJIbHBIX IIyTeN

19

BrinonHeHa KOHCybTalMs BpauOM-HEBPOJIOroM nipu Hainuuuu | D
IIATOJIOTUU CO CTOPOHBI LICHTPAJILHON HEPBHON CHCTEMBI

20

BelnonHeHa KOHCYyIbTals BPa4OM-OpPTOIIEA0M IIPU HATTUYHUH D
[IaTOJIOTUU CO CTOPOHBI OIIOPHO-BUIaTEIBLHOIO anmnapara

21

BelinonHena KOHCyIbTalys Bpa4yoOM-XUPYProM IIpu HAJIMYUU D
NaTOJIOTUH, TpeOyIoLIeil XUpYpruYecKoro BMEIaTeIbCTBa

22

Brimonnena KOHCYJIbTAllU Bpa‘IOM'O(I)TaJ'IBMOJ'IOl"OM Ipu D
HAJIMYHU ITATOJIOTUH 3PpCHUA

23

Brimonnena KOHCYJIbTallu BpauOM-11YJIbMOHOJIOTOM ITPpU D
HAJIMYHU [MATOJOTUH CO CTOPOHLIL III)IX21T€JH)HOI71 CUCTEMBI

24

BrinonHeH 6-TUMUHYTHBINH TECT ¢ X0JIb0OM, €Clii He
MIPOBOIUJIICS TIOCJIeTHUE 6 MeC.

25

BeImoiHeH OMOXUMHYECKUH aHaIH3 KPOBH
(amannHamuHOTpaHc(epasa, acmapraraMuHoTpaHcdepasa,
OOIIMI ¥ IPSIMOY OWITMPYOUH, XOJIECTEPUH, TPUTITUIICPHUIBI,
JaKTaTACTUAPOTeHa3a, KpeatnHpochoknHaza, D
JAKTATACTUAPOTeHI3a, Kalbliui, pocop, merouHas
docdaraza), ecii He IPOBOJAUIICS B TPEIISCTBYIONINE 6
MeECSIIEB
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Pauchard N, Jouve JL, Lascombes P, Journeau P. Perioperative medullary complications
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Roberto Giugliani, Paul Harmatz, James E. Wraith. Management Guidelines for
Mucopolysaccharidosis V1. Pediatrics. 2007;120 (2):405-418.
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Butensky E, Hopwood JJ. Enzyme replacement therapy in mucopolysaccharidosis VI
(Maroteaux-Lamy syndrome). J Pediatr. 200;144(5):574-580.
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Hpuaoxenue Al. CocraB paGoueid rpynmnbi

BapanoB A.A. akagemuk PAH, mpodeccop, n.m.H., llpencemarenr Wcmonkoma Coro3a
neauatpoB Poccuun. Harpaasi: Opaen Tpynooro Kpacuoro 3namenu, Opaen Ilouera, Opaen
«3a 3acnyru nepen OteuectBom» IV crenenun, Opnen «3a 3acnyru nepen OteuectBom» 111
CTEIICHU

Hama3zoBa-bapanoBa JI.C. akanemuk PAH, mpodeccop, a.M.H., 3amecturens [Ipencenarens
Ucnonkoma Coro3a neauatpos Poccun.

Kyues C.U., un.-kopp. PAH, n.M.H., uinen npasienust Poccuiickoro oOmiecTBa MEAMITMHCKHX
T'€HETHUKOB

KysenkoBa JI.M., npodeccop, 1.M.H., uieH Coro3a neauarpos Poccun

I'eBopksin A.K., k.M.H., uneH Coro3a neauarpos Poccun

Bamaxmanze H./l., k.m.H., wien Coro3a nenquarpoB Poccuu

Muxaiinosa C.B., 1.M.H., wied Poccuiickoro o0mecTsa MeIUIIMHCKHIX T€HETUKOB

Cemsuxkuna A.H., 1.M.H., wieH Poccuiickoro o0mecTsa MEIUIIMHCKAX TEHETUKOB
CasoctbsnoB K.B., k.0.H., unen Coro3a neauatpoB Poccuu

IIymxkoB A.A., k.0.H., wien Coro3a nenuatpoB Poccuu

BockoGoeBa E.JO., x.M.H., wieHd Poccuiickoro oo1mecTsa MEAUIMHCKUX NEHETUKOB

3axaposa E.FO., 1.M.H., wieH Poccuiickoro o0mecTBa MEIUITUHCKAX TEHETHKOB

Bummnena E.A., x.M.H., wien Coro3a neauatpoB Poccun

ABTOpBI NOATBEP:KIAT OTCYTCTBHE (PMHAHCOBOH MOAICP/KKH/KOHQJIMKTAa HHTEPECOB,

KOTOPbIif HE00X0IHMO 00HAPOAOBATb.
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Ipuinoxenue A2. Metomosiorusi pa3padoTKu KINHAYECKHX
PeKOMEHIALM I

LeneBasi ayauTopusi JaHHBIX KIMHUYECKUX PEKOMEHIAIMIii:
1. Bpaum-geTckue KapauoJiory;

Bpauu-nynsMmoHonory;

Bpauu-neauarpsi;

Bpauu o0mieit BpaueOHOM MTPaKTUKH (CEMEHHBIC Bpayn);
Bpauu —reneruku;

Bpaun- 3HI0CKONIUCTHI;

Bpauu- penrrenonory;

Bpauu pyHKIIMOHATBEHON TUArHOCTHKY;

© ©° N o g Pk~ DN

Bpan/I- JCTCKHUEC CTOMATOJIOI'

[EEN
o

. Bpaun- nerckue xupypru

[EEY
[EEY

. Bpan/I ACTCKHUEC aHCCTC3UOJIOTN-PCAHUMATOJIOTH

[EEN
N

. Bpa‘lI/I'I[eTCKI/Ie HCBPOJIOI'U;

[HEN
w

. CrynenTsl MenuuuHckux BY3oB

14. Obyyarouuecs: B OpAMHATYPE U UHTEPHATYPE

Kinuauueckne pexkoMEHIAlMu CO3/JaHbl HAa OCHOBAaHUM CHCTEMAaTHYECKOro 0030pa
autepatypsl 1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ wucnomnb3oBanueM co3manHbIX mpoTtokosoB (Mucopolysaccharidosis I
management and treatment guidelines. Muenzer J, Wraith JE, Clarke LA; Pediatrics. 2009
Jan;123(1):19-29; Guidelines for the Management of Mucopolysaccharidosis Type I. Martins
AM, Dualibi AP, Norato D et al. J Pediatr. Vol. 155, No. 4, Suppl. 2. October 2009),
COBPEMEHHBIX MEXAYHAPOJIHBIX KIMHUYECKUX PEKOMEHJALMN MO JUArHOCTUKE, JICUCHHUIO U
BEJICHUIO OOJBHBIX C METAOOINYECKUMH OOJIC3HAMU.

Mpykonoaucaxapuoo3vt OMHOCAMCA K PEOKUM HACIEOCHIEEHHBIM 3A0071€6AHUAM, YMO
UCKIIOYaem 603MONCHOCHb NPOGEOCHUA OO0NbUUX KO2OPDMHBIX U PAHOOMUZUPOBAHHBIX
KOHMPOIUPOBAHHBIX UCC/I008AHUIL U 011 CO30AHUA RPOMOKOI08 OUACHOCMUKU U mepanuu
UCHONBL3YIOMCA UWL MeMamuiecKue uccie008anus 3IKcnepmos, onyoauKoeannvle 6

nocaeonue 06a oecamuiemus.

IIpuioxkenue A3. CBsi3aHHbIE JOKYMEHTHI MOPSAAKHA M CTAHAAPTHI
OKa3aHUA MeIMIMHCKOH MOMOIIH

IHopsiaku oxka3aHusl MeAMIMHCKON MOMOILLM:
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[Tpuka3 MuHMCTEpCTBa 3paBOOXpaHEHUsI U couuanbHOro passutus PD or 16 anpens
2012 r. N 3661 "O6 yrBepxaenuu [lopsaka oka3aHus nequaTpuaeckoi momomu")

[Ipuka3z MwunuctepctBa 3apaBooxpaneHuss PO "OO6 yreepxaeHuun I[lopsiaka okazaHus
MEIUIUHCKOW TIOMOILIM OOJBbHBIM C BpPOXKICHHBIMM U (WIM) HACIEICTBEHHBIMU

3aboneBanusaMu" ot 15 HosOps 2012 r. N 917h).

CTaH}IapTLI OKAa3aHUS MeIUIUHCKONA MOMOLIMU:

1.

[Mpuka3 MwunzapaBa Poccum ot 09.11.2012 N 7911 «O6 yrBepxknenun CranmapTa
CIIEHMATM3UPOBAHHON MEAUIMHCKON ITOMOIIHM JETAM IIpU MyKonoaucaxapunose I tunay
[Ipukaz MunzapaBa Poccum ot 09.11.2012 N 790 «O06 yrBepxknennu CraHmapra
CIIEMAIM3UPOBAHHON MEIUIIMHCKOM IMOMOIIM JETAM IpU Mykonoaucaxapunosax III, IV
u VII Tunosy.

[Tpuxaz MunszapaBa Poccuu ot 09.11.2012 N 834 «OO6 yrBepknenun CranmapTa
CIEUMATU3UPOBAHHON MEIMLUMHCKOM NOMOIIM JeTAM Ipu MyKonosucaxapuaoze VI

THUIIa»
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IIpuioxkenue b. Anroputm Benennsi nanuenta ¢ MIIC VI tuna

[Mamwment ¢ cumnromamu MIIC VI tuma

\4

Junarnoctuka

!

Koncynbranus
popUIBLHOTO
creluanmucTa

Huaruos
HOITBEPIKICH ?

JA

Hasnauenue ©3T B
> CTaroHape

!

HET

ECTb nokasaHus K
CUMMNTOMATUYECKOMY
Nle4yeHnto?

MonuropuHr

COCTOSAHHA MMAITUCHTOB,

nonyyaromux 3T

CuMnroMaTHieckas TCparunia

HET PeaOunuranus

IToxazana xkoppexuust O3T?
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IMpuioxenue B. Uudopmanus 1/ NaUMEeHTOB

Peakuuu pogureneii n 61u3Kkux Ha quarHo3 "Mykononucaxapuuo3" pasHsTcs.

B mepBbIii MOMEHT 3TO MOXKET OBITh 00JIerdeHUe, OCOOCHHO €CITH POTUTEIH OLTYTHIIH,
YTO ¢ UX PEOCHKOM HE BCE XOPOLIO, U MEUYTCS OT JOKTOpa K JOKTOPY, MBITAsICh Y3HATH, YTO KeE
He Tak. [loHaTHO, 4TO AUarHo3a "Mykononucaxapuao3" HUKTO HE JKeJlaeT, HO B CaMblil MEpPBbI
MOMEHT POJUTENId MOTYT HEMHOTO YCIOKOHUTBHCS - BEIb UX PEOCHKY MOCTABWIM JUATrHO3, a pa3
Tak, TO SICHO, B KaKOM HalpaBJICHUW HAI0 Oyner uatu ganpmie. OgHAKO, OYEHb CKOPO
HACTYIaeT MOHMMAaHUe, YTO HE BCE TaK MpocTo. YTo eueHus Takoro, 4ToObl UCIENUIO peOeHKa
cpasy, HeT. [Ipusnaku Mykomnonucaxapui0o3a U3MEHSIOTCS B LIMPOKUX Mpeenax OT O0JbHOro K
0osibHOMY. VY mMalMeHTOB MPOOJEMbI C CEpJLEM, JIETKUMH, IUIIEBAPUTEILHON CHUCTEMOMH,
KOCTHO-MBIIIEYHOTO ammapara ¥ MMOpPaXEHUSIMH MoO3ra, MHOTHE ¢ MyKomoiaucaxapuao3oM
UCIBITHIBAIOT O0JIbINE 60K, YeM OOBIYHBIE JIFOIH.

Hetu c merkoil  ¢opmoil MyKONOJUCaXapuao3a, Kak IMPaBWIO, IOJHOCTHIO HE
OTIIMYAIOTCSI B TIOBEJACHHHM OT 3J0POBBIX JeTeld. BpeMs OT BpeMEHHM OHH MOTYT OBITh
HECJEP’)KaHHBIMU OT PACCTPOWCTBA, KOrAa HX (U3MUYECKHE OTPAaHUYCHUsS JIENAl0T >KU3Hb

pr,[[HOﬁ. Hano Bcsuecku MMOOHIPATH HPOABJICHUAM UX CaMOCTOATCIIbHOCTH.
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Ipuiaoxenue I'l. BoipaskeHHOCTh KIMHUYECKHUX MPOSIBJIEHUI B

3aBMCHMOCTH OT Bo3pacra aedrora MIIC VI.

CucreMma Cumnrom HoBo | MiageHubl | 1eTH | TOAPOCTKU
POXKI.
CepneuHo- Kapanomuonartus - + + +
cocyaucrast VYTommenrue CTBOPOK KJIallaHoB | - + +++ | +++
ITHC Kommnpeccus cimaHOro mosra | - - ++ | ++
HI/IH_IeBapI/ITeJ'IBHaH I'enmatocnienomMmeranus - ++ +++ | +++
cucTeMa
Opran cinyxa CHUKEHHE cityxa - - + +
Peumausupyrommit cpegHui - + ++ ++
OTUT
Opran 3peHus IloMmyTHEHME POTOBHIIBI - + +++ | +++
I'maykoma - - + +
CkenerHo- TyHHeIbHBIN KapHaJbHbIN - + ++ |+t
MBbILIEYHAs CHHJIpOM
['pyOble uepThl nuNA - - ++ ++
Hucnnasust ThC - + ++ ++
MHOXeCTBEHHBII JU30CTO3 - + +++ | +++
I'pbixn - + + +
KoHTpakTypsl cycTaBoB - + +++ | +++
Kudos - + ++ ++
Huszkopocnocts - + ++ ++
BribyxaHnue rpyiHON KIETKU - - + +
JprxarenpHas OOCTpYKTHBHOE allHO? BO CHE | - + ++ | ++
OOCTpyKIUS BEPXHUX - + ++ ++
JIBIXaTEIbHbBIX yTEH
Crnenuans- Jepmatan cynbdaT B MoYe N ™ ™ ™
Hble JJabopaTopHble | AKTHBHOCTH N- L ) WL
TECTBI aleTUIITaIakTO3a-MUH-4-
cynbdaTazbl
O6mue 'Al' B Moue " " " "
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IIpuioxkenue I'2. TakTtuka Beaenust aereid ¢ MIIC VI Tuna

UccaenoBanus

IlepBoHavanbHas
OIIeHKA

Kaxnpie
Mec

6

Kaxnpie 12
Mec

OmuH pa3
B 2 rojga

IToaTBepKIEHUE TMATHO3A

AHaMHe3 00J1e3HHA

Kiaunuueckuii ocMoTp

eltalls

PocT, Bec, OKpY>KHOCTb TOJIOBBI

1
BriHocinuBocTh

X

X[ |4

Ouenka [THC

Kommbrotepnas Tomorpadust  wiau
MPT romnoBHOro Mo3sra

s

KorantusHOE

(DQ/NQ)*

TECTUPOBaHHE

CKOpOCTh HEpPBHOW IMPOBOJAUMOCTH/
OMI’

OueHka ciayxa

AynuomeTpust

s

Ouenka 3peHns

OctpoTta 3peHust

OcMOTp I1a3HOro 1HA

<lie

HccnegoBanue poroBuibl

JbIxaTenbHasi cucTeMa

DBJI

HccaenoBanue
cHa/moaucomMHorpagus

olle

Sl R s

O6cenoBanue cepIevHo-
COCYIMCTOM CHCTEMBI

DIIEeKTPOKapANOrpaMMa

Oxokapauorpadust

olle

OmnopHo-ABHraTeJbHBIN anmapar

Pentrenorpaduu ckenera

KeaynouHo-KHIIIEYHBIH TPAKT

Y3U opraHoB OpIONIHOW IOJIOCTH;
00BEM CEIIC3EHKH, NIEYCHU

V3U nouek

X

JlaGopaTopHble HCCJIeI0BAHUS

Omnpenenenne I'Al’

X

X

|

1 o o

Jlns neteit crapuie 3 jeT; paccTOsHUE, IPONHACHHOE 32 6 MUHYT (IIPENOYTUTEIbHBIM SBISETCS
TOT K€ MPOMEKYTOK BPEMEHH, UTO U B MPEAbIAYIIHUX TECTAX 3TOTO MMAIIMEHTA); YUCIIO CTYIEHEH,
NpoiiieHHBIX BBEpX 3a 3 MUHYTHI. OLeHnBaroTCs nokasatenu carypauun SpO2, Y1, YHCC no u

HIOCJIC HAarpy3KH.

2

DQ unmu Koagpunment ymcreennoro paszsutust (KYP) - cnoco6 cpaBHeHHs
WHTEJUIEKTYaJIbHOTO Pa3BUTHsI, CBOMCTBEHHOTO JAHHOMY BO3pacTy (YMCTBEHHBIX CITOCOOHOCTEH
peOeHKa 10 OTHOLICHHUIO K €r0 CBEPCTHUKAM), C XPOHOJIOTHYECKUM BO3pPAcTOM ((haKTHUECKUM

BO3pPacTOM peOeHKa).

KYP paccuutbiBaeTcs [€I€HUEM HHTEIUIEKTYalbHOTO BO3pacTa Ha XPOHOJIOTMYECKUH U
ymHO)keHreM Ha 100 mns mosmydeHus 1enoro yucia. CpemHuit K0dPQOHUIIUMEHT YMCTBEHHOTO

Pa3BUTHSA IJIA 100010 BO3pacTa CHUTACTCA paBHBIM 100.
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Hpuaoxkenue I'3. Aaropurm auarnoctuxku MIIC VI tTuna

MonekynsapHo-
TCHETHYECKOe
HCCIIEI0BaHNE

OCHOBHBIE CUMIITOMBI Buoxumuueckuii Crenupudeckuii
Mapkep, OMOXUMUYCCKHUM
Mperoaararouun Mapkep,
HaJIMIue TTOITBEPIK A0
3a00JIeBaHUs JTMArHO3
YacThIe pECIIUPATOPHBIE MH(PEKITHH,
rpyObIe YepThl TUIa IPU
COXPaHCHHOM HHTEILICKTE,
OTCTaBaHHUE B POCTE, KOHTPAKTYPHI
P 2 TPaKIyp CHmKeHUE
CyCTaBOB Pa3IIUYHON CTENEHH
[NoBsIeHHAS aktuBHOCTH N-
BBIPaXXCHHOCTH, TTOPAKEHUE
. OKCKpeIus areTHITaIaKTO3aMH
CEPJICUHO-COCYIUCTON CUCTEMBI,
JepMmaraHcynbdara H-4-cynbgaTassl
MMOMYTHEHHE POTOBHIIBL. .
¢ MO4OH (apuncynbdarazsr B)

rermaToMerajius,
CINICHOMET aJIns, I1axoBO-
MOIIOHOYHBIC U ITYITOYHBIC TPBIKU

Briasnenue
MyTaluil B reHe
ARSB
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