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cDepMeHTHEUI 3aMCCTUTCIIbHAA TCPAIlUd



Cnucok coxkpaueHui
MIIC- mykononucaxapuaos
I'AI'- rMKo3aMUHOTIMKaHBI
MPT - MarHUTHO-pE30HAHCHAs TOMOTpadus
KT- xommbroTepHas tomorpadust
V3U - ynbTpa3ByKkoBO€ UCCIEAOBAHUE
@B/l — ¢hyHKIHS BHEIIHETO JBIXaHUS
@®3T — depMeHTHAsE 3aMeCTUTENbHAS TEPATTUS
® — menoynas docdaraza
OKI - snexrpokapauorpadpus
OMI - snexkTpomMuorpadpuu
OHMI - snektpoHeiipomMuorpadus
3x0-KI" — sxokapauorpadus

30T - snexTposnuedanorpadus



Tele/IHLI H onpecacjaIcHus
@depMeHTHAsT 3aMeCTHTeIbHasi TepanMsi — JICUCHHE, 3aKJIIOYAIONIeecs B IOKU3HEHHOM
BBEJICHUM Ipernapara (PeKOMOMHAHTHOTO (epMEeHTa) MAIMEHTaM C BPOXKJICHHBIM Je(EKTOM

meTadonu3Ma.



1. KpaTrkast unpopmanus

1.1 Onpeneaenune

Myxkonoaucaxapugo3sl (MIIC) - rpynna HacieICTBEHHBIX OoJie3HEH oOMEeHa BEIEeCTB,
CBSI3aHHBIX C HapylleHueM MeTaboimsMa riMko3aMmuHoriukanoB (I'AD), mpuBoasiee K
MYyJIbTHOPraHHOMY mopaxeHuto. OOycloBlieHbl JaHHbIC 3a00JIeBaHUS MYTAIMsIMH T€HOB,
KOHTPOJIUPYIOLIUX IPOIECC BHYTPUIM30COMHOTO THAPOIIN3a MAKPOMOJIEKYII.

Myxkononucaxapuno3 |l Tuma HacnencTBeHHas TM30COMHAs 00JIe3Hb HAKOTUICHUS, ¢ X-
CIICTIJICHHBIM PELECCUBHBIM THUIIOM HACJICIOBaHMs, KOTOpas XapaKTEpHU3YeTCs] CHUKCHHEM
aKTUBHOCTH JIM30COMHOTO (hepMeHTa uaypoHart-2-cynbdarasel (I2S), BI3BaHHBIM MyTaluen B
rene IDS. lepunut dpepmenta npuBoauT K HakomieHuto I'Al" B mu3ocomax, IpeuMyIiecTBEHHO
¢pakuuii  remapaH- W JAepMmaraHcynb(ara M TPOSBISETCS  IPOTPECCUPYIOIIUMU
NICUXOHEBPOJIOTHUECKUMH  HApYIICHUSIMH,  MNOpPaKEHHEM  MapeHXMMATO3HbIX  OPraHoB

reraToCIICHOMETallieH, CepIeYHO-IETOYHBIMH PAacCcTpOCTBaMu, KOCTHBIME Jedopmarmsmu [1-

3].

1.2 DTHOJI0TUS U NATOT€HE3

B ocHoBe 00iie3HU JEKUT AePUIUT WM OTCYTCTBUE (DepMEHTa UAYpOHAT-2-CyIb(aTasbl
(iduronate-2-sulfatase - 12S) [1-3].

I'en wpyponar-2-cynbdarazbl KapTUpOBaH Ha JUIMHHOM Ijledye X-XpOMOCOMBI, B
XxpoMocoMHo# obmactu X(27.1-0928.

Tun nacnenoBanus: Tumn HacnenoBaHus 00Je3HM XaHTEPa - PEIIECCUBHBIN, CLETUICHHBIN
¢ X-xpomocomoi. bone3Hpro XanTtepa cTpamaroT, Kak IPaBWIO, TOJBKO MAJIbUMKH, OJHAKO K
HACTOSIIEMYy MOMEHTY OIHCaHO / cllydaeB 3a00JIeBaHUS y JEBOYEK I€TEPO3UTOT, CBA3AHHBIX C
MHAKTUBALMEW BTOPOM, HOPMAJIBHOM, X-XPOMOCOMBI WM U3-3a CTPYKTYPHBIX H3MEHEHUMU

XPOMOCOMBI.

1.3 DnuaeMuoJaorus

MIIC Il Tuma Becrpeuaercst ¢ nomyasiuonHoi yactotoit 1:140 000 - 1:156 000 >xuBbIX
HOBOPOK/ICHHBIX MAJIbYHKOB.

1.4 KomupoBanue no MKBE-10

E 76.1 - Mykononucaxapuno3 |l tuma

1.5 IlpuMepbl TNATHO30B

O Myxkonoaucaxapuooz 2 muna (cunopom Xanmepa). Bmopuunas  ounamayuounas
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Kapouomuonamus. Heoocmamounocmes MumpaibHo2o u mpuxkyCRUOAIbHOO KIANAHOS.
HK II A cmenenu. 3adepacka ncuxopeuesozo pazsumus. OcobeHnocmu Gopmuposanus
NO3HABAMENbHOU  OessmeNbHOCMU, 00Was MOmMOpHAs Henoskocmb. Konmpaxkmypuol
gepxHux komeynocmetl. Ceubamenvhvie KOHMPAKMYPbl KONEHHbIX cycmasos. DyHKyuu
Hapywenus cycmagog I cmenenu. Oxeunycnas Oegopmayus cmon. Juchynkyus
ounuaprozo mpaxma. Aoenououm. Annepeuveckuti puHum, nepcucmupyiowas gopma.

Jleycmoponnuii cpedHutl 9KcCyOamuHbiil omum. Aneuonamus cem4amku.

1.6 Knaccudukanus

B 3aBucumoctu ot NEPBUYHOIO rCHCTUYICCKOT'O ;[e(beKTa, MNPpUBOJAIICTO K CHUKCHUTO

AKTUBHOCTB JIM30COMHBIX (bepMeHTOB BBIACIIAIIOT HCCKOJIBKO THIIOB MYKOIIOJIMCAaxXapua030B

(Tabm.1)
Tab6auna 1 - Knaccuduxanms (Homenknarypa) MIIC.
MIIC | Tun Cungpom I'en ®depmeHTHBIH nedexT Xpomo- OMIM
COMHas
JIOKaJIH-
3a1ust
MIIC I H I'ypnep IDUA Jedumur ansda-L-unypornnazsr | 4p16.3 607014
I
MIIC I I'ypnep-1lleiie 607015
H/S
MIICIS [eiie 607016
I MIIC I Xantepa IDS Jedumr unm orcyTcTBUE Xq28 309900
nAypoHaT-2-cyab(aTasbl
Jedumr unm orcyTcTBUE
cynbhonaypoHaT cyinbdaTassl
Il MIIC IITA | Candununmno 252900
SGSH Jedurur renapan-N-cynsdaraser | 17025.3
MIIC I1IB NAGLU Hedwumur N-anermn-a-D- 17q921.2 252920
TIIIOKO3aMHUHHAA36
Hedumut N-anerwr-o-
TJIIOKO3aMHUHHAA3H
MIIC IIC HGSNAT | Jdedumur renapan-a- 8pl11l.21 | 252930
riaroko3amuang N-
areTuiITpancgepassl
MIIC IIID GNS Hedwumur N-anernnrmrokozamus- | 12914 252940
6- cynbdaTassl
v MIIC IVA GALNS Jedumur ranakrozamun-6- 16924/3 | 253000
Mopxkuo Cynb(aTasbl
MIIC IVB GLB1 Jedurmr B-ranakTozunazsl 3p21.33 | 253010
VI MIIC VI Maporo-Jlamu ARSB Hedurur N- 5014.1 253200
aleTWITaIakTO3aMUH-4-
cynb(aTasbl
VIl MIIC VI | Cnas GUSB Jedumr B-rimokypoHuIa3sl 7921.11 | 253220
IX MIIC IX Henocrarounocts | HYALL Jedumr ruamypoHnaassl 3p21.31 | 601492
THATypOHHUJA3bI




1.7 Kanuau4eckass KapTHHA

Knunundeckast kaptuHa Oone3Hn XaHtepa pasHooOpasHa [1-5]. Beyenstor Tsoxenyio u
YMEPEHHO-TSDKENYI0 (DOpPMBI, B 3aBUCHUMOCTH OT BOBJICUCHHUS HEPBHOW CHUCTEMBI U CKOPOCTH
nporpeccupoBanus 3a0oneBanus. OgHaKo, 3Ta KiIaccU(UKAIUSA JOCTAaTOYHO yciaoBHA. OJHAKO
3Ta Kjaccu(UKaAIMs B IOCTATOUHON CTETIEHH YCJIOBHA U 3a00JIeBaHUE MPEJICTABIAET KOHTHHYYM
KJIMHUYECKUX (DEHOTHUIIOB, OTJIMYAIOLIMXCS TI0 CBOCH TSKECTH, BOBJICUECHUS B MATOJOTMUYECKHMA
IIPOLIECC PA3JINYHBIX CUCTEM OPIaHOB U CKOPOCTH IIPOIPECCUPOBAHHUS.

OCHOBHBIE KJIMHUYECKHE MPOSBICHUA: 3aJCpXKKa ICUXOMOTOPHOTO pa3BUTHA (A
TSOKENBIX POopM), rpyObIe YEPTHI JINLIA, 3a/IEPKKA POCTA, TYrOMOABUKHOCTH CYCTaBOB.

Buemnuii Bua nanuenTta: XapakTepHbl H3MEHEHHUS 4epT JIMIA O TUITy«Taprowin3May,
KOTOpBIE CTAHOBSITCSI OYEBMIHBIMH K KOHILYy IEPBOTO -BTOPOTO T0Ja KHU3HH: Makpoiedaus,
BBICTyNaroIe JOOHbIe Oyrpel, 3amaBIlas IEPEHOCHIlA, KOPOTKHE HOCOBBIE XOJIbl C
BBIBEPHYTBIMU KHApYXH HO3APSMH, MOJIYOTKPBITHIH pPOT, OOJBIION S3BIK, MyXJible T'yObl. Y
MAIMEHTOB OTMEUAETCS 3a/lep’KKa POCTa, KOPOTKas 11esl, KOHTPAKTyphl CyCTaBOB, THIIEPTPUXO3,
IPBDKH, TMO3/HEE MpOope3bIBaHUE 3yOOB, OTMEUAIOTCS HU3KUKH pPOCT BOJIOC HA JIOY, JUIMHHBIC
rycTble pecHHIBI U OpoBu. C BO3pacToM BOJIOCHI CTaHOBSATCS Ooyiee KECTKUMH, MPSAMBIMU U
ceemviMU (yeema conoMb).

KokHble MOKPOBBI: 111 TaHHOW (HOPMBI MYKOIIOJIHMCaXapu03a XapaKTEPHO Y3EITKOBO-
namnyné3Hoe MopakeHHe KOXKH, PEUMYIIECTBEHHO B 00JaCTH JIONATOK, HAPYXHBIX U OOKOBBIX
noBepxHOCTeH 1mied W Oémep. OTH H3MEHEHHs OOYCIIOBJIEHBI OTJIOXXEHHUEM JIMIUIOB H
TJIMKO3aMHUHOTIIMKAHOB B JIEPME.

KocTtHas cucrema: ormedaercst nedopMmanus KACTH IO THIY «KOTTHUCTOH JIambD».
XapaktepHbl  ku}o3,  aeGopMHpYIOIIMA  OCTE0apTpo3  Ta300€IpEHHBIX  CYCTaBOB,
MHO>KECTBEHHBIH TM30CTO3 , YBEITUUYEHUE TYPELIKOTO CEAIA.

Opranbl JAbIXaHMS: XapaKTepHbl YacThle PECHUpPATOpHBbIE 3a00JeBaHUsS; TOBTOpPHBIC
OTUTBI, 4YacTO MPUBOJAIIME K Mporpeccupymoomei mnorepe ciyxa [4]; oOCTpyKTHBHBIC
3a00JIeBaHM AbIXaTeNbHBIX MTyTEH.

Oprasbl 3peHHs: MUIMEHTHas JAereHepanus cerdyatkd, Jlnga Oosiesnu XaHTepa MeHee
XapaKTepHO nomyTHeHue porosuibl, B orauune oT MIIC | u VI tunos. ¥V nanueHToB ¢ Tsxkenon
¢opmoii MIIC II wyacrto BbIABiIsIeTCS IUCTpO(US CETYATKH, HPUBOJSMIAS K HapyIICHHIO
nepuepUIecKoro U CHIKCHUIO CyMepedHoTo 3peHus [5]. Bo3MokeH OTeK TUCKa 3pUTEILHOTO
HepBa, OOYCIOBJICHHBI  TOBBIIICHHEM BHYTPUUYEPENHOTO JaBiieHUs. Penko BcTpedaeTcs
rJIiayKoMma.

IlenTpanpHas HepBHas CHUCTEMaA: 3aJE€pXkKKa IICUXOMOTOPHOIO U PEYEBOIO Pa3BUTHSA

BbIpaxkeHa ¢ 1,5-3 ner. Ilpu Tspxenoit ¢opme 3aboneBanuss 8 rojgaM pa3BUBAaeTCs TsDKeas
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YMCTBEHHAsi OTCTAJIOCTh. XapaKTepHO HaJIM4yhe CyHOpor (0COOCHHO Tpu Tskenon Qopme);
CumnToMaTHueCKas SIHUICTICUS Pa3BUBACTCS, KaK MPABUIIO, IPU TSDKEIOM MIIH CPEIHETSIKEIOM
TEUYEeHUH 3a00JIeBaHMs. Y MAIMEHTOB CO c1a00 BBHIPAKEHHBIMU KIIMHUYECKUMU MTPU3HAKAMU OHA
BCTpevaeTcs KpaitHe peako. Cyloporu XapakTepu3yeTcst MoJIUMOP(HON KITMHHYECKONW KapTUHOM
C pPa3BUTHEM pa3HOOOpa3HBIX (OKATBHBIX M BTOPHUYHO-TEHEPATM3OBAHHBIX MapOKCHU3MOB.
PaHHMMHM KIMHUYECKUMHU TPOSIBICHUSIMH CYJOPOKHOTO CHHAPOMa MOTYT OBITh IPOCTBIC
abcaHCBl C KpAaTKOBPEMEHHBIM YrHETEHHEM WM TOTeped CO3HAHUA U COMYTCTBYIOIIMMU
JIBUTaTENIbHBIMU WJIM BETE€TATUBHBIMU PACCTPONMCTBAMH. Y TMALMEHTOB CO cab0 BBIPAKEHHBIMU
KJIMHUYECKUMH TPU3HAKaMH CYIOPOKHBIA CHHAPOM BCTpedaeTcss HaMHOTO pexe. [losiBieHue
cynopor TpeOyeT MpOBEAEHUS OICHKH HEBPOJOTMYECKOro craryca. [Ipu mporpeccupoBaHUU
3a00JIeBaHUsT 4acTo HaONIONAIOTCS TEHEPAIM30BaHHBIE TOHUKO-KIIOHMYECKHE IapOKCHU3MBI,
KOTOpbIE 0OBIYHO XOpOLIO MIOJIAl0TCS MOHOTEpPANTUH AHTUKOHBYJIbCAHTAMH.
[TpoTuBOCYynOpOXKHast Tepanus TpeOyeT MHIMBUAYAJBHOTO IOAXO0Ja W WHOTAA TUTEIBHOTO
nmoabopa 7036l mpernapara. Yacto HEoOXOaUMO BeleHUE MalHMeHTa Ha 0ojiee HU3KUX J03aX
AHTUKOHBYJIbCAaHTOB B CBS3M C IUIOXOHM TEPEHOCHMOCTBIO  CTaHOAPTHBIX 103
MIPOTHBOCYJOPOXKHBIX MIPEMIApaTOB.

Hepenko dopmupyercst cooOmaromasics ruapornedanus, CHacTUYECKue IMapa- Hu
TeTpanapessbl.

[Tpuznaku tuaponedanny 3a4acTyio MOSBIAIOTCS MEUIGHHO M HE3aMETHO, U MOTYT
3aKIII0YAThCS B U3MEHEHUU TTOBEACHUS, TTOSIBICHUH TOJIOBHOM 00JIM, HAPYIIIEHUU 3PEHUS.

Omnwucanpl TaKke Ciyyau CHAaBJICHHS CIUHHOIO MO3ra, BBI3BAHHOTO YTOJIIEHHEM €ro
000JI0YEeK MM HECTaOMJIBHOCTBIO aTJIAHTOAKCHAJIBHOrO cycraBa. CHMITOMBI MOTYT BKJIIOYaTh
HapylIEeHHE TOXOJKH, MBIIICUYHYIO CJIa00CTh, HEYKIIOKECTh IPU COXPAHHBIX MOTOPHBIX
HaBBIKaX U JUC(YHKIIMIO MOYEBOTO ITy3BIpPSI.

KapnanbHblit TOHHENBHBINA CHHIIPOM — 3TO YacTasi HeHponaTus CAaBJICHHS Y MAallUCHTOB B
Bo3pacte oT 3 10 10 sner. B HavaneHOM cTaguu 3a001€BaHUs BOSHUKAIOT OHEMEHHUE TMTOPAKEHHOM
KHACTH, TPYJHOCTH BBIOJHEHUS TOHKUX JBMXKCHUH, CHI)KEHHE YyBCTBUTEIBHOCTH IajbIICB
KACTH. DTU CHMIITOMBI PEIKO OTMEUaloTcsi peOCHKOM M HE PACLEHHUBAIOTCS POIAMTEISIMU Kak
natojoruyeckue. [1o3xe MOSIBISAIOTCS MapecTe3nH, YyBCTBO MOKAIBIBAHHS B KOHYMKAX IMAJbLIEB
KHACTH M CO BPEMEHEM IPOIIECC MOXKET PacIpOCTPaHATHCS Ha Mpearieube U miedo. [larnueHTs
penKo cooOIIaT 0 OOIEBBIX OLIYIICHUAX, TOKA HE MPOUCXOAUT NOTeps HYHKLUH.

Hapymenust rioTaHus: KOCTHbIE W3MEHEHHs IMPHUBOIAT K CHIDKEHHUIO TMOJBMKHOCTHU
HIDKHEH YeJIOCTH, YTO OTPaHMYMBAET CHOCOOHOCTh OTKPBIBATH POT M KeBaThb. HapymieHus
TJIOTaHUS OTMEYAIOTCS MPH CPEAHETSDKETIOM M TSDKEJIOM TEUEHUHM 3a00JIeBaHUS U CBSA3AHBI C

(YHKIMOHMPOBAHUEM CTBOJIOBBIX OT/EJNOB TOJOBHOTO Mo3ra. Ilpum HapymeHun ux paboThI
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HaOIIoal0TCs MpU3HAKU TceBroOynapOapHOro uiau OymnbOapHoro mapanuueil. CHMITOMBI
NeOIOTHPYIOT C PpEAKUX TONEpPXUBAHWM TBEpPAON NHINEH, TUMepcaTuBallliy, Pa3BUBAIOTCS
MOCTENEHHO M, B KOHEUYHOM UTOTE, MPHUBOAAT K rpyOOMY HApYIICHUIO (PYHKIUHM TIOTaHHUS WM
MOJIHOMY €€ Mcue3HOBeHHI0. OTCYTCTBHE MPAaBUIBHOM PEryNIAlUU aKTa IJIOTaHUS MPUBOJIUT K
3a0poCy IUILH, CIIOHBI B TPAaXelo U OPOHXHAIBHOE JIEPEBO U PA3BUTHUIO BTOPUYHON MH(EKIINH B
BUJIC PELHUIUBUPYIOIIUX ACHHUPAIMOHHBIX OpPOHXMTOB M THEBMOHHMH. OTO ycyryomser
IbIXaTeNIbHbIE HAPYIICHUS, SIBJISAIOLUINECS CIEACTBUEM OTJIOXKEHHUS MYKOIIOJIHMCAaXapuIOoB B
BEPXHHUX M HWKHUX JbIXaTEeIbHBIX MYTAX.

[ToBeneHuecKkue HApYIICHUS - TUIIEPAKTUBHOCTb, PACTOPMOKEHHOCTb, arPECCUBHOCTD U
YIPSIMCTBO, KakK IMPaBHJIO, UMEIOT MECTO y JETeH CO CpeIHETsDKeNOoM M TshKenod (opmamu
MyKoIoJmcaxapu030B. IIpoOneMbl ¢ MoBeICHHEM 3HAYUTEIBHO BIMSAIOT Ha IOBCEIHEBHYIO
KHU3Hb PEeOCHKAa M €ro ColMaibHyI0 ananTauuio. [losBissch Ha BTOPOM TOJY >KU3HH, OHH
MPOJOJDKAIOTCS BIUIOTH 10 8 - 12 ;eT. Perpecc KOrHUTHBHBIX (QYHKIUH Hapsay ¢ TSKETOM
moTepel Cciyxa, pPacCTpPOHCTBOM CHA, OCOOCHHO OOYCIOBJICHHBIM OOCTPYKTHUBHBIM aITHO?,
OKa3bIBAIOT CYIIECTBEHHOE BIMSHUME Ha ToBeAeHue pebenka. Ilo wmepe HapacTtaHus
KOTHUTUBHOTO  AeduiuTa K THIEPAKTMBHOCTH M  arpeCCHBHOCTH  MPHUCOCTUHSIOTCS
ayTHUCTUYECKUE YEpThl, OTMEYAeTCs IIOCTENCHHAss TMOTeps HaBBIKOB OSKCIPECCHBHOW H
UMIPECCUBHOH  peud. MeaMKaMeHTO3Has — Tepamus, HampaBieHHas Ha  KOHTPOJb
pa3pylIuTeNLHOTO  TMOBEACHHUs, 4acTo  ObiBaer  HedpdexTuBHOW. B manbHelimem
MIPOTPECCUPOBAHUE HEMPOereHePAaTUBHBIX U3MEHEHHH MPUBOIUT K JEMEHIUH, JIBUTATEIbHBIM
HapYLIEHHUSIM, YTO HUBEIUPYET OCOOCHHOCTH MOBEICHHUS.

CepaeuHo-cocyucTas CHUCTEMa: XapaKTepHO MOpakeHHe KiamaHoB cepjua. Haubonee
4acTo oTMeuaeTcs (popMHpOBaHUE TTOPOKA MUTPAIBHOTO KilaraHa, Ha BTOPOM MECTE TOpaKeHHe
aOpTAJIbHOTO, 3aTeM TPUKYCHUAAIBHOTO M KJAmaHa JerouyHoi aptepuu. Kapamomuonatus
HaOJI01aeTCsl TOpa3zio pexe, YeM KIIarmaHHbIe TTOPOKH.

Kenynouno-kuieuHasi cuctemMa: BCICJICTBHE OrpaHUYEHHUS 0ObeMa IBUKCHUS HIDKHEH
YEeIIOCTH W 3aTPYJHEHUS PA3KEBBIBAHUS IHIIM, TUNEPTPOGUH MUHAAIMH, MaKpOTJIOCCHH
Pa3BUBAIOTCS HApPYLICHHE aKTa TJOTaHUS M CIIOHOTEYECHHE, BO3MOXKHA IHMapes, CBSI3aHHAs C
HakorieHneM ['Al’ B HepBHBIX KJIETKaX MUIIEBapUTENbHOrO Tpakra. C BO3pacTOM dYacTo
pa3BuBaioTcsi 3amopel. C paHHMX JIET OTMEYAeTCs TIeNaTOCIJICHOMETAIns. XapaKTepHBI
MyMOYHAs ¥ 11aX0Basi TPHLKH.

2. /luarHocTHKA

Huaenoz MIIC || ycmanasnueaemcs na ocHo8anuy cO80KYRHOCMU KIUHUYECKUX OAHHBIX,

pe3yibmamos 1abopamopHoe0 UCCIe008anUs U MOLEKYISAPHO-2eHemuyeckoeo ananusa [1-3].
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2.1 ’Kaao0bLI 1 aHAMHE3

e [lpu cbope aHamHe3a U Kanod ciexyeT OOpaTUTh BHUMaHUE Ha CIEAYIOIINE KaloObl U

AHAMHECTUYECKUE COOBITH:

@]

O O 0O 0O 0o o o o o o o o

orpyOJieHUE YepT JIuIa

YacThIC PECIIUPATOPHBIC 3a00JICBAHUS
CHIDKEHHE CITyXa

CHIDKEHHE 3PCHHUS

I'PBIKU

YXYJIIEHUE TIEPEHOCUMOCTH (PU3MUECKUX HArpy30KCIA00CTh B KOHEUHOCTSAX

TYTOIIOJBHYKHOCTB CyCTaBOB
U3MEHEHHUE [TOXO0 KU

HEJIOBKOCTb MEJIKOM MOTOPUKH

3a/IepKKa IICUXOPEUEBOr0 pa3BUTHUSA

HapylIeHHe KOHTPOJIs (GYHKIUI Ta30BBIX OPraHOB
aItHod BO CHE

HapYIIEHUsI CO CTOPOHBI JKEIYA0YHO-KUILIEYHOTO TPAaKTa

2.2 Du3uKaJIbHOE 00CIeT0BAHUE

e [Ilpu ocmoTpe HeoOXoAMMO OOpaTUTh BHHMAaHHE Ha

nposisiieHuss MIICII:

o
(0]
(0}
(0}
(0}
(0}
(0}
(0}

rpyObIe YepTHI JINIIA,
HU3KOPOCIIOCTb,
TYTOTIOJIBIXKHOCTH CyCTaBOB,
YMCTBEHHAs OTCTAJIOCTb,
MOBEJACHYECKUE HAPYIIICHUS,
remaroMeranusi,

CIUICHOMET aJTus,

MaxOBO-MOIIIOHOYHBIC U ITYIIOYHBIC TPBIKU.

OCHOBHBIE  (DU3HKAIBHHBIE

OcnosHvle ¢husuxanvhvie nposgienus 6 sagucumocmu om gozpacma oedroma MIICII

Mmodrcem eapvuposams (lIpunoscenue I'l).

2.3 JIaGopaTopHAas AMATHOCTHKA

e PekoMEHIOBaHO  UCCIIEJOBaHME  CIEKTpa M KOJIMYECTBA  BKCKPETUPYEMBIX

TJIMKO3aMHUHOTJIMKAHOB C MOYOIA.
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KomMmeHnTapuu: noxazamenu 161saiomces 8axcuvim aabopamopHoim kpumepuem MIIC. YV
nayuenmos ¢ MIIC || muna onpedensiemcs nosviwennas konyenmpayus I'AI" u evicokuii

VpO8eHb depmamancyibghama u 2enapancyivghama 6 moue.

PexomMeHIOBaHO —OmpeeicHHEe aKTUBHOCTH HAYpOHAT-2-Cyib(ara3bl B KYJIbType
¢ubpoOIaACTOB, M30JUPOBAHHBIX JICMKOIUTOB, TUIA3ME€ KPOBHU NHOO B MATHAX KPOBH,
BBICYILICHHBIX Ha (PHIBTPOBAIILHOM Oymare.

Kommentapumn: y nayuenmos ¢ MIIC || muna onpedensemcs crhudicenue akmuerHocmu
uoyponam-2-cynegpamaszvl.  Jia  UCKIIOUEHUS — MHOJNCECMBEHHOU  CYAbhamaszHou
HeooCmamoyHOCmU PeKOMeHO08AHO onpedeieHue aKmugHOCmu u opyeux cyivpamas 6

Kposu (apuncyrvgamasel B, apuicyiegpamasvl A).

PGKOMGH,Z[OBaHO MOJICKYJIAPHO-TCHCTUYCCKOC MCCIICAOBAHUC. BBIABJIICHUC MyTaI_[I/Iﬁ B

rede |DS, koqupyromem uaypoHar-2-cynbdarasy.

PexomeH10BaH OMOXUMHUYECKUI aHAIN3 KPOBHU (ONPENeNAioT alaHMHAMUHOTpaHchepasy
(AJIT), acmapratamunoTpancdepasy (ACT), oOuuit u npsmMoii OMIMPYOUH, XOJIECTEPHH,
tpurnuiepuapl, kpearuadodokunazy (K®K), nmakratmermaporenasy (JIAI), kanbuwmi,

dbochop, menounyro docdarazy (LLD).
PexomMeH10BaH KOHTPOJIb OOIIET0 KIMHUYECKOTO aHAlIn3a KPOBU, MOYH.

2.4 UHCTPYMEHTAILHAA IMATHOCTHKA

PexomenioBaHo npoBesieHHEe yabTpa3zByKoBoro uccinenoBanus (Y3W) opranos OpronrHoi

IIOJIOCTH, CCIIC3CHKH, ITOYCK.

PexomeH10BaHO MPOBEICHUE PEHTIeHOrpa(Uu CKeJeTa.
KommenTapuu: npu penmeenonocuyeckom uccredoganuu oemeti ¢ MIIC 11 svisignsromes
Kugo3s, oeghopmupyrowutl ocmeoapmpos mazo0e0peHHbIX CYCmaso8, MHOICECMEEHHbIL

0U30Ccmo3 u opyaue UsMeHeHus.

PexomennoBano mposenenue snekrpomuorpadpun (OMI)) u snexrpoHeripomuorpadus
(OHMI).

KomMeHnTapum: uccreoosanue noseonsiem OyeHumsv @OYHKYUOHATbHOE COCMOAHUE
MbIUEYHBIX MKAHel, Hep8o8 U HepEHO-MbIUWEYHOU nepeoayy; CmuMYIAYUOHHAS

anexkmponetipomuozcpagua (OHMI) nozeonsem onpederums coasnenue cpeOUHHO20
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Hepesa oasice 00 NOABNCHUS CUMNIMOMO8 U OOJIHCHA npoeodumbc;l, HA4YuHas ¢ sospacma 4-

5 nem eoxrce200mo0.

PexoMmen0BaHO IpoBEIEHUE ayJUOMETPHH.

PexomeH10BaHO MpoBeeHNUE Ucce10BaHus (PYHKIIMK BHemHero apixanus (OBJ]).

Pexomennyercs nposenenue D00
KomMeHnTapum: ocywecmenaiom 0nsi KOHMpOJA USMEHEHUll YHKYUU KOpbl 20106HO20

mozea u 2]Zy6I/lHHbl)C MO3208blX CMPYKmMyp, C@O€6p€M€HHOlj OUACHOCMUKU YNUTIENCULL.

PexomeH10BaHO MPOBEICHUE TIOJTHUCOMHOTpAdHH.

KommeHnTapuu: 011 Ouacnocmuku 0OCMPYKMUBHO20 ANHO3 CHA  NPOBOOUMCA
NOMUCOMHOZPAGUs, KOMOpAs NO360sem  Onpedeiums Xapakmep  OblXAMelbHbIX
HApyWeHutl (UCKIIOYUMb YEHMPALbHbIl 2eHe3, C6i3b ¢ 2unepmpoguell aodeHouoos,

cepdelmoﬁ He0oCmamo4YHOCMbIO UIU KOMNJEKC I’lpullI/lH)

PexomennoBano nposenenue 3iekrpokapauorpadpun (OKI) u sxokapauorpadpuu (Dxo-
KT)

KommenTapuu:  peeynsipuoe  nposedenue  OKI,  Oxo-KI,  xoameposckoco
monumopuposanusa  IKI, cymounoco Momumopunea —apmepuanbHo2o — Od6leHUs.
HeoOX00UMO nayuenmam ¢ OAHHOU namoaocueu, maxk KaKk ¢ paHHe2o 803pacma ) HUx

omMmeuaromes cepoeyHo-coCcyoucmslie HapyuleHus.

PexomMeH10BaHO TNpOBENCHHE MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) romoBHOrO
MO3ra, IIeHHOTO OTAcA.

KomMeHTapum: xiunuueckas KapmuHa He8pOI0SUYECKUX NPOSGICHUL U pPe3Ylbmambl
00beKMUBHBIX Memod08 00ciedosanuss He 6ce20a Koppenupyom. Pezyiemamol
MazHumuo-pe3oHancHou momoepaguu (MPT) eonosnozo mozea nayuenmos ¢ MIIC ne
ABAAOMCS OUACHOCMUYECKU 3HAYUMBIMU OJ1s ONpedeleHUs KOZHUMUBHO20 deduyuma.
CkpuHuHe Ha KIUHUYecKue U 6U3yaiu3ayuoHHble NPUSHAKU KOMAPECCUU CNUHHO20 MO32q.
Hecmabunenocms  amaanmoakcuanbHo2o cycmasa moxcem Obimb — GulsAGIeHa Npu
penmeenozpaguu  wietinoco omoena NO360HOYHUKA C  HAZPY3KOU, OOHAKO  OJif
NOOMBEPHCOEHUSI KOMNPECCUU CNUHHO20 MO32a 6Cle0Cmeue YMoaueHus e2o 000104eK

mpebyemcs nposederue MPT.

PexomenioBano nposeneHne komnbioTepHoit Tomorpaduu (KT) rojsosHoro mo3ra,.
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2.5 IluddepeHnuaibHasg TMATHOCTHKA

Jpyeue 6uovl mykononucaxapudosos, myxoaunuooz mun I/, eanakmocuanuoos,
2aH2IUO3UO03bL, ATbDA-MAHHO3UOO3, @yKo31003, MHOCECMBEHHAS cynvbpamasnas

He0oCmamo4HoCmb , HequbeKI/{MOHHble nojauapmpumnisl.

3. Jleuenue

3.1 KoncepBaTusHoe jJeyenue [1-3]

e PexomeHI0BaHO NpoBeaeHue hepMeHTHOM 3amecTuTenbHoi Tepamuu (P3T) npenapaTom
unypeyibdaza™ (kog ATX A16AB09).
KommenTapuu: @37 npogooumcs nocmosHHO, NON’CUSHEHHO, HenpepvieHo 6 0oze 0,5
Me/ke 00uH pas 6 Heoenrd 8 8ude SHYMPUBEHHOU UHQDY3UU HaA npomsidcenuu 3 4 ¢
MAKCUMANbHOU CKOPOCmbIO 86ederus 00 40 mn/u é ycnosusax cmayuonapa. Becv obvem
npenapama Heooxooumo pazsecmu 6 100 mn pacmeopa nampus xnopuoa 9 me/ma (0,9%).
Bpems unghysuii cokpawams ne ciedyem.
@D3T noseonsem 3HAYUMENLHO — VAYYUIUML  COCMOSIHUE — NAYUEHMO8,  000UMbCs
VMEeHbUleHUs. pA3MepOo8 Cele3éHKU U NedeHU, YeenudeHus nokazamenet QYHKYuu
gHewne20 Ovixanus, cHudxcenus yposueu Al 6 moue. Ilpenapam He npoxooum uepe3
cemamosHyedaruveckuli  b6apvep,  NOd3MOMY  UHDY3UL  NPOBOOUMCS  uepe3
nepughepuveckull Ui  YEHMPAIbHLIUL  BEHO3HLIUL  OOCMYN U KOHMPOJIUPYEmcs
MEOUYUHCKUM NepCcOHanom. Jleuenue npekpawaemcsi npu paseumuu ONACHuIX O
HCUZHU HEHCENANENbHBIX ABTEHUI.
Ilobounvie s¢hghexmul: 803MONCHA aHaApuUIAGKMUYECKAs peakyus, 3Y0, KpanusHuyd,
20106Has  00b, NOBbIULEHUE  APMEPUATLHO2O — O0ABIeHUs, bonu 6 owcueome,
2unep8o30nyoumMocmo.
Mepwi  npedocmopooicnocmu. Y OonvHblx, npuHUMarOwWux —uodypcyavgasy, mocym
npoAGUMbC  UHQY3UOHHbIE pearkyulu, pa3eumue Komopvie MONCHO Npedynpeoums
3ameodnieHuemM CKOpoOCmu UHQY3uU Ul ee npepviéanuem, d Kynuposams — Ha3HA4eHUuem
AHMUSUCMAMUHHBIX, HCAPONOHUNCAIOWUX CPEOCMS,  KOPMUKOCMEPOUOO8 6  HUZKUX

003ax unu bema-azoHUCmMo8 uepes Hedyiauszep.

e Koppekuus cepaeyHO-COCYIMCTON HEAOCTAaTOYHOCTH, apTePUATbHON THUIIEPTEH3UU
PEKOMEH/I0BAHO MPOBOAUTH CTaHJIAPTHBIMH METOJAMH JICUCHUS! MPUHATHIMU B JI€TCKOU
KapIMOJIOT U H.

KomMmeHTapuu: no nokasanusam peuwiaemcsi 0npoc 0 HeobXo0UMOCMU XUPYpeUieckou

KOppeKyuu.
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JleueHre TMOBEICHYECKUX HAPYIICHUH PEKOMEHJIOBAHO TMPOBOJUTH COBMECTHO C
MICUXOHEBPOJIOTOM.

KoMMeHTapum: 00b1yHO ucnonwb3yromes cedamugHvie Cpeocmed, MpaHKEUIU3AmMopbl,
Koppekmopvl nosedenus. Buvlbop npenapama, 0o03uposka, OaumenbHOCmMb Kypcd
onpeoensaomcs  uHousuoyarvHo. Hauunarom npuem Oaunnvix  npenapamos noo
MWAmenbHvlM  6PAYEOHbBIM  KOHMPOLEM 6 VCI0GUSX KPY2IOCYMOYHO20 /  OHEeBHO20

cmayuonapa.

[Ipu cuMnromMmaTHyeCKON AMUIETICUU PEKOMEH/I0BaHbl aHTUKOHBYJIbCAHTHI.

KoMmMeHTapuu: 003upo6ku  UCHONbL3YIOM  MeHbuie CpPeoHemepanesmuieckux —Ois
CHUDICEHUSI pUCKA  pa36UMUsl  B03MOJCHLIX Hedcenamenvhvlx dpgexkmos. [loobop
AHMUKOHBYIbCAHMA  OCYWECMBAAEMCA NCUXOHEBPOSI020M 6 3ABUCUMOCIU OM  8U0d

npucmynos, JoKkaiusayuu ovaza namoiocu4eckol aKmueHoOCHI.

[Ipu odTanbMONOrHYECKUX HAPYIICHUSIX PEKOMEHIOBAHO IPOBOJUTH JICUCHHE TIO
ITOKa3aHUSIM.
KommenTapuu: noobop mepanuu ocywecmensemcsi Ha OCHOBAHUU PEKOMEHOAYUli no

Jle4eHuro coomeemcmeyroumux HO307102Ull.

JUia  opromennyecKko KOPPEKLMM HapyIIEHHUs OCaHKH, KOHTPAKTyp CYCTaBOB C
UCIOJIb30BAHUEM  HEXMPYPIMUECKHX  METOJOB  PEKOMEHJOBAaHO  IMPUMEHSTH

¢du3nonpoLeaypsl U OPTONEANYECKHE YCTPOIMCTBA.

[Ipy peunaMBHPYIOIMIMX OTUTAaX, YacThIX PECHUPATOPHBIX 3a00JEBAHUAX BEPXHHUX
JBIXaTEJIbHBIX yTen PEKOMEHI0BaHO [IPOBEJCHUE CUMIITOMAaTUYECKOH,

aHTHOAKTEPUATILHOM TEpanuH.

[Ipu pa3BUTHUN acTIMPALMOHHBIX OPOHXUTOB M ITHEBMOHUI KpOME aHTHOAKTEPHATIHLHON U
CHMIITOMATHYECKOW Teparuy peKOMEHJ0BaHO 00ECIICYHTh PAaBUIIBHBIN PALMOH MUTAHUS
NalyeHTa.

KommenTapum: nuwa oondxcna umems 2yCmyro 20MO2EHHYIO KOHCUCMEHYUIO, 00bem
00H020 KOPMAEHUS Q0JXHCEH OblMb YMEHbUIEH, d 4acmoma npuemMos nuyu y8eiutiena 0o
6-8 paz 6 cymku. Kopmaenue 6016H020 HE0OX00UMO NPOBOOUNMb MOILKO 8 NOJIONCEHUU
CUuos.

PexoMenmoBaHO TpoBeAeHHE BAaKIWMHALMK ITAIMCHTOB IPOTHB ITHEBMOKOKKOBOI,
reMo(WIbHON HHPEKINI U APYTrUe BaKIUHBL.

KommenTapumn: yerecoobpasnocms  00yCr061€eHA — YACMBIMU — PECRUPAMOPHBIMU
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uHgexyuamu.

3.2 Xupypruueckoe jgedenue [1-5]

[Ipu cooOmaromeiicss ruapouedanuu pPEKOMEHIOBAaHO IPOBEICHHE BEHTPUKYJIO-
NEpUTOHEAIBHOTO IIyHTHpoBaHus namueHtaMm ¢ MIIC II Tuna c¢ mporpeccupyromum
YBEITMYECHUEM JKENIYy0YKOB N0 AaHHBIM MPT w/mnm moaTBep>KAEHHBIM MOBBIICHHEM
JaBJICHUS 11epedpo-cuHANBHON kuAKocTH Oomnee 25-30 cm BogHOrO crosiba (18-22 MM

pT. CT.).

[To mokazanusiM pu OTCYTCTBUH 3(PPeKTa 0T KOHCEPBATUBHOM Tepanuu peKOMEHI0BaHO
MPOBEACHUE aPTPOCKONUH, XUPYPrHUecKas 3aMeHa Ta300€IpeHHOTO WM KOJIEHHOTO

CyCTaBa, UCIIPABJICHUC OCHU HIKHEH KOHEYHOCTH.

C,Z[aBJIeHI/Ie CIIMHHOIO MO3ra IpUBOJUT K H606paTI/IMI:IM HCBPOJIOTUYCCKUM
HapymcHusaM, IIO3TOMY NpH MOABJICHHMU ICPBLIX CUMITOMOB PCKOMCHIOBAHO
paccMaTpuBaTh BOIIPOC O ,Z[GKOMHpCCCI/Ipy}OH_Ieﬁ omnecpanvu A0 MOSABJICHUSA BBIPAKCHHBIX

HapyILIECHUHN.

[TanieHTaM € COXpaHHBIM HMHTEVIEKTOM M HapylleHneM (YyHKIMM KUCTeH WU C
HapylIeHMEM HEPBHOM IpoBogumoctd 1o pesyabraram OHMI pekoMeHaoBaHa
orepanus AEKOMIPECCHH HEPBHBIX CTBOJIOB, KOTOpasi MPUBOJAUT K OBICTPOMY CTOHKOMY
yay4imeHuio (QyHKIuH. YacToTa peruaMBOB KaprajlbHOTO TOHHEIBHOTO CHHApPOMA Y
nanueHToB ¢ pasauuHbiMu  Ttunamu  MIIC  HeuwsBectHa. IlockoyibKy IOBTOpHas
KOMIPECCHsI ~MEIMaHHOTO HepBa  BCJIEJICTBHE pYyOIIEBaHUS WM  OTJIOXKEHUS

TJIMKO3aMHWHOTJIMKAHOB BO3MOJKHaA, HCOGXO,Z[I/IMO MpoaO0JIKATh HaGJIIO,Z[eHI/Ie.

PGKOMGH,Z[yeTCH PaCCMOTPECTDb BOIIPOC MPOBCACHUA XUPYPTUUCCKOTO BMCIIATCIILCTBA ITPU

TOPIUAHBIX K KOHCEPBATUBHOU TEpAIlUU PEUUAUBUPYIOIIUX OTUTAX.

4. PeaOnauranus

Iayuenmy c¢ myxononucaxapuoosom Il muna ¢usuomepanesmom u epavom-JIOK

paszpabamuléaemcs UHOUBUOVATIbHBIL KYPC peadurumayul, SKIOHYarWUll Maccaxc, iedeoHyo

Quzkynomypy, ¢usuomepaneemuyeckue npoyeoypvl (MAHUMOMEPAnulo, mepmMomepaniio,

VOApHO-BOIHOBYIO MEPANnUI0, Memoo OUOIOSUHLECKOU 0OPAMHOU C8:3U U Opyaue NPoyeoypsl).

Peabunumayuonnvie  xypcor  (maccasxc, JIDK,  puzuonpoyedypvi,  ncuxono2o—

neoazocuyeckas I’lOMOWb) HceaamenlbHo npoeodumb 6 YCloB6UAX OHEBHO20 cmayuonapa

npogooumcsa ¢ dacmomoil 3-4 paza 8 200, OIUMENIbHOCMb — ONpPeOeNsemcs mAHCeCmbio
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COCMOSIHUSL U OMBEMOM HA NPOBOOUMbBLE MEPONPUSIMUSL.

IIcuxonozo-neoazozuueckas nomoub

Ilposooumcss 6 Kkomnaekce peaburumayuonnsvlx meponpusmui. Koppexyuonno-
neodazoauueckoe 6030elicmeue onpeoensiemcss 8 3a8UCUMOCIU OM MAXCeCmU U OIUMETbHOCMU
meyeHust OONe3HU, CMPYKMYPbl HAPYULEHUL 300P08bsI, CIeneHu HeOopa38umusi NO3HA8AMENbHOL
0esimenbHOCMuY, Mund 3MOYUOHATbHO2O Peazuposanus, 0COOEeHHOCmel No6edeHust pebeHKda.
Brarouenue koppekyuonHo-nedazo2uiecko2o conpo8oNCcOeHUs 8 KOMIIEKC 60CCMAHOBUMENbHBIX
Meponpusimutl obecneyusaen OONOIHUMENbHYIO OYEHKY OUHAMUKU NCUXUYECKO20 PA36UMUs KAK
O00H020 U3 BAJICHBIX NOKA3amMenel COCMOsHUL 300p0o6bs, Nosvluiaem hgdexmusHocmo
mepanesmu4eckux eMeulamenbCmes, CHUNCaem 3KOHOMUYeckoe Opemst OaHHOU NAmoiocuu 3a
cuem  coyuanuzayuu - NAYUEHMO8 U COXPAHEHUS.  NCUXOJLOSUYeCKO20  NOMEHYUAnd
MpyOOCNOCOOHBIX YIEHOB CEMblU.

Iannuamuenas nomowo

Heobxooumo okasanue ececmoponneti nomowu (MeOUYUHCKOU, NCUXOCOYUATLHOU U
MAMEPUATLHOU) OemsIM C HeU3NeHUMbIMU 02PAHUMUBAIOWUMU CPOK JCU3HU 3aboneeanusimu. B
COCMA8 NALTUAMUBHBIX CILYHCO 6X005IM 8PAYU, MEOUYUHCKUE CeCMmPbl, NCUXON02U U COYUATIbHbLE
pabomuuku. Hecmompsi na msicenoe cocmosiHue U NOCMOSHHYIO NOMPEOHOCMb 8
MOHUMOPUH2e, 6Ce NAYUEHMbL NPEUMYUWECMEEHHO HAX00AMCS 00MA 6 Kpyey C80ell cembU U
opyseil. OCHOBHOU yenvlo pabomvl NALIUAMUBHBIX —CIAYIHCO SGNISAEMCs  CO30aHUe  6Cex
HeoOX00UMbIX YCL08Ull 0151 0becneyeHUs HaxoHcOeHus: DOIbHLIX 8 OOMAWHUX YCIOBUSX, d HE 8
CMeHax J1e4ebHO20 YUPeNHcOeHUs, 4mo NO360Jslem He MOIbKO YIVHUUMb KA4eCmE0 HCUZHU
OONLHBIX U UX CeMell, HO U CYUWeCMBEHHO CHU3UMb 20CYOAPCMBEHHbLE 3ampansl HA NOCMOSIHHOE

CmayuoHapHoe 1everHue maKux nayuennios.

5. IlpopuiakTuka v JUCHIAHCEPHOE HAOIIOeHHEe

5.1 Ilpodpnaakruka

Cemvsm c OOIbHBIMU oembmiu peKoMeHOyemcs MeOuKo-2eHemuyeckoe
KOHCYIbMUPOBAHUE C YENbI0 PA3LACHEHUS 2eHEeMmUYecKoeo pucka. Bce cbihoebsi O0IbHbIX C
cunopomom Xawmepa — 300po6bl, 6ce 0ouepu AGISIOMCH OOIUSAHMBIMU  HOCUMETbHUYAMU
Mymanmmno2o 2ena. Pexomenoyemcesi o6ciedosanue poOCmeeHHUKO8 N0 MAMePUHCKOU JTUHUU C
Yenvblo  BbISAGICHUSL HOCUMETbHUY 3a00Ne6anus, a mMakxce OONbHbIX MYICCKO20 NONd HA

OOKNUHUYECKOU UL PaHHell cmaoul 3a00e18aHUS.

Ilpeonoumumenvuoimu Memooamu 01 NPOBEOeHUs. NPEHAMANbHOU  OUASHOCIUKU

AGJAIOMCA MOJEKYIAPHO-2eHemuvyecKkue - uccnedosanue ﬂHR‘ buonmama 60pPCUH XOPpUOHA HA
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9-11 nedenax Gepemennocmu. Taxoce 603modxcHo onpedenenue [AlT 6 amnuomuyeckou

arcuokocmu Ha 18-22 nedene bepemeHHOCMU.

5.2. Mouuropunr cocrosaaus aerei ¢ MIIC

3abonesanue umeem MyIbMUCUCIEMHYIO NPUPOOY U HeoOpamumbvle, npocpeccupyrouue
KAUHUYecKue NpossieHus, umo 00yciosiueaem HeodXoouMocms HAOI00eHUs: He MObKO V3KUMU
cneyuaiucmamy  (OMOPUHONAPUH2ONI02AMY, — XUPYP2aMU-OPMONeoamu,  OpmanbMoLo2amu,
Kapouono2amu, nYIbMOHOI02AMU, He8ponamono2amu, cmomamono2amuy), HO U
@uzuomepaneemamu, 1020n€0AMU, NCUXOTO2AMU U PAOOMHUKAMU NALIUAMUSHBIX cyaco [1-5].

Tayuenmul ¢ 0anHol HO30102UEl OONNHCHBI NOCMOSHHO HAXOOUMbCS NOO HADIIOOeHUeM,
1 paz 6 6-12 mec. (8 coomeemcmeuu ¢ maANHCECMbIO COCMOSIHUSA) NOKA3AHO KOMNIEKCHOE
o0bcnedosanue 8 MHOZONPOPDUIbHBIX CIMAYUOHAPAX. [[TUmenbHOCMb HAX0NCOeHUsl 8 CMAYUOHApe
/ Oneenom cmayuonape 21-28 oueil.

Habniooenue nayuenmos ¢ MIIC |l exniouaem @vissieHue O0CI0NHCHEHUN OCHOBHO2O
3a001e6aHUSL U CONYMCMBYIOWUX COCMOSHUI.

Habniodenue 6onvubix no mecmy ocumenbcmea (68 amoOy1amopHO-NOIUKIUHULECKUX
VCI08UAX) OONICHO ocyuecmenamocs nocmosnno. Habniodenue nayuenmos ¢ MIIC 11
BKIIIOYACT BbIAGNIEHUE OCIONCHEHUL OCHOBHO20 3A00]1e8AHUS U CONYMCMBYIOWUX COCMOSHUL

(IIpunooscenue 172).

6. I[OHO.]IHI/ITC.]ILHaﬂ I/IH(l)OpMaHI/Iﬂ, BJIUAIOIIAA HA TCHCHHUEC U UCX0

3a00J1eBaHUA/CMHAPOMA

6.1 Oco0EeHHOCTH AHECTE3N0JOTHYECKOr0 Nocoous

[Ipu mnpoBeneHuu oOIIEH aHECTe3MM HEOOXOAMMO TIIOMHHUTH O BBICOKOM pHCKE
KOMIIPECCHHM CIIMHHOTO MO3ra BCIEICTBHUE HECTAOMJIBHOCTH AaTJIAHTOAKCHAIBHOTO CYyCTaBa.
Koportkas mes, orpaHndeHue 1oABMKHOCTH HUYKHEN UENIOCTH, YBEIMUEHHE A3bIKA, BbIPAKEHHAS
runeprpodus  aneHOMZOB M MHUHJQIMH  CO3JAal0T  NpoOJeMbl MpU  MPOBEICHHUH
aHECTE3MOJIOTHYECKOT0 IOCOOHs, MOSTOMY MNpPEANOYTEHUE CIEAYeT OTIaBaTh MECTHOMY WU
pernoHaigbHOMY 00e300uBaHui0. IlanMeHT mpeaBapuTeNbHO KOHCYIBTUPYETCS KapAHOJIOIroM,
OTOPUHOJIAPUHIOJIOTOM, aHECTE3UO0JIOTOM, HEeBpomaTosoroM. O0s3aTenbHO MPOBEICHHE MOJTHOTO
KapIMOJIOTUYECKOT0 00CceI0BaHNs, IOJTMCOMHOTpadguu (7151 BHISBICHUS CTETICHH JbIXaTeIbHBIX
HapYyLIEHH), TP HEOOXOIUMOCTH - SHJIOCKOIIHUU HOCOTJIOTKA M KOMIIBIOTEPHON TOMOTpaduu
nerkux. OnepaTHBHOE BMEIIATENbCTBO C aHECTE3MEeH HEOOXOOMMO MPOBOIUTH B KPYITHBIX
MEIULIMHCKUX IeHTpaX, umeromux OPUT, Tak kak MHTYOaluss U MOCIEIyomas KCTyoaus y

TAKHUX MAIIUCHTOB MOJXCT BbI3BATb 3aTPYAHCHUS.
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6.2 Ucxoapl M IPOTrHO3

ITpo1oMIKUTENBHOCTD KU3HU cocTaBisieT npuMmepHo ot 10 mo 15 ner. Kak mpaswuio,
NPUYMHON CMEpPTH SIBJSIIOTCS CEpJEYHbIE M PECIHpaTOpHble OciokHeHus. Ilpu sTom y psaa
MAIMEHTOB OMKCAHBI CIlydan OoJiee MPOA0KUTENBHOM Ku3Hu: 10 50-60 neT.

KpnTeplm OII€CHKHU KaYeCTBa MeI[l/IHI/IHCKOﬁ NnoMoIiu

Tabumuna 1 - Oprann3almoHHO-TEXHUYECKHUE YCIOBUS OKA3aHUS MEIUIIMHCKON TOMOIITH.

- CHCI_[I/IaJII/IBI/IpOBaHHaH MCAUIIMHCKAA IIOMOIIb
Blfl)l MEIUIIMHCKOMN IMOMOIIH

YciaoBus okazaHus CrarmoHapHO / B THEBHOM CTaI[MOHAPE
MeAHIUHCKOI MOMOIIH

®opMma oxkazaHusd [InanoBas

MEIUIHHCKON MOMOIIH

Tabauna 2 - Kpurepun kauecTBa 0Ka3aHUsI MEJUIIMHCKOM OMOIIIH.

YpoBeHb JOCTOBEPHOCTH
JI0Ka3aTeNnbCTB U
Ne Kpurepnii yOeuTeNbHOCTH
PEKOMEH 1Al — HU3KU I
(xoHCeHCyC AKCrepToB - D)

Brimosnneno oTpenieneHue aKTUBHOCTUUIYpOHAT-2-
cynb(darazsl B KyabType (GuOpoOIacToB, H30IMPOBAHHBIX
JeUKOUUTOB, JMOO B MATHAX KPOBH, BBICYIICHHBIX Ha
1 | ¢unbTpoBanbHOM Oymare u/MiaM MOJIEKYIsIpHO-TeHeTndeckoe | D

UCCIIeIOBAaHHE (BBIsIBIICHUE MyTaIui B reHe
IDS, xonupyromeM uaypoHar-2-cyiabdarasy MpHu MOCTaHOBKE
JIMarHo3a

BeimonHeno HazHaueHue (PEpMEHTHON 3aMECTHUTEIHHOU
Tepanmuu ¢ M[puMeHeHueM wuxaypcynbdassl  (kox ATX

2 A16AB09) IeTIM  C YCTAHOBJICHHBIM  JIMarHO30M D
Myxkononucaxapuno3a Il Tuma 0,5 Mr/kr exxeHeenbHO.

3 BrimosiHeHO omnpesienieHrne TIMKO3aMUHOTIIMKaHa MOYH, €CITH D
HE IPOBOJAMIIOCH B MPEANIECTBYIONINE 6 MECSIICB

4 Breimonnena »sxokapauorpadus, €CiIM  HE MPOBOIUIOCH D

IpeuecTByonme 6 Mecsles

BrinosiHeHO onpenieneHrne pa3MepoB MEUEHU U CEJIE3EHKU 10
O | IaHHBIM  YNbTPa3BYKOBOI'O  HccieloBaHus, ecau  He | D
ITPOBOJWJIOCH MOCJEIHUE 6 MECSLIEB

6 BbInosiHEHO ynbTpa3ByKOBOE HCCIIEIOBAHUE NIOUYEK, €CIU HE

IIPOBOJMIIOCH B MocienHue 12 mecsies D

7 BrinosineHo 3NIeKTpOosHIEDanTorpamMmma, eciu HEe |
IIPOBOJMIIOCH B MOCJEIHUE 6 MECSLIEB

8 Brinosnnena snexTpokapauorpadusi, eciau He MPOBOANUIIOCH B D
nocuenHue 6 Mecsues

9 Brinosnnena peHrreHorpadus opraHoB IpyJHON KIETKHU, €CITU D

HE IPOBOAMIIACK NoceHue 12 Mecsles

BeinmonHeHa MarHUTHO-pe30HaHCHass ToMorpadus MeiHHOro
10 | oTmena mMO3BOHOYHUKA, €CIIM HE MPOBOIWIOCH B mocienuue | D
24 MmecsiieB
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Brinosinena KOMIIBIOTEpHAs TOMOTpadus W
11 | MmarHUTHOpPE30HAHCHAs TOMOTpadus TOJOBHOrO Mo3ra, eciu | D
HE IPOBOAMIIOCH B IOCIeqHNE 24 Mecs1EB

BrinosineHo oTpeeeHUe CKOpPOCTH HEpBHOMU

12 | mpoBoguMOCTH, €CIM HE MpoBOAMWIOCH mocieanue 12 | D
MECSLEB

13 BeimonHeHno ompenenenue (YHKIMM BHEIIHETO JbIXaHUS, D
€CJIM HE IPOBOAMIIOCH Nocieanue 12 Mecsies

14 Beimonnena mnonucoMHorpadus, €cid  HE MPOBOJIMIACH D
nocinegaue 12 mecsies,

15 Brinosnnena pentrenorpadus ckesuera, €Ciid He MPOBOIUIACH D
nocsegHue 12 mecsues

16 BrinosiHena ayiuomeTpusi, €Cau HE MIPOBOAMIIACH MTOCIETHUE D
12 mecsneB

17 BeinosiHeHa — KOHCynbTalus  BpavyoM-KapIuoJIOTOM  IIpU D

HaJIn4uu IaToJIOTrun CCp,Z[C‘IHO-COCy,Z[HCTOfI CUCTCMBI

BeinosHeHa KOHCYNbTallUsl BpPauoM-OTOJAPUHIOJIOTOM TIpU
18 | Hannuuu matonorun co crtopoHsl JIOP-opranoB /Bepxuux | D
JIbIXaTEJIbHBIX ITyTEH1

BeimosiHeHa  KOHCynbTalusi  BpauyOM-HEBPOJIOTOM  IIpHU
19 | HanMuUuU TATOJOTMKM CO CTOPOHBI ILIEHTPaJIbHOW HepBHOU | D
CHCTEMBI

BelnonHena KOHCYJIbTalKs BPa4OM-OPTOIIEIOM IIPA HAIMYUU

20 IIATOJIOTUH CO CTOPOHBI ONIOPHO-/IBUTaTENILHOTO anmapara D

21 BrinosiHeHa KOHCybTalMsl BpauOM-XUPYProM MpH HaJIUYUHU D
NATOJIOTMH, TPEOYIONIeH XUPYPruuecKoro BMEIIaTeIbCTBA

29 BeimonHeHa KOHCYNbTalMsi BpavyoM-O(TaIbMOJIOTOM TpU D
HAJIMYUU NATOJIOTUU 3PEHHUS

23 BrinosiHeHa  KOHCyJbTalMs BP24OM-My/IbMOHOIIOTOM  MIPH | 1y
HAJIMYUU NATOJIOTUU CO CTOPOHBI JIbIXaTEIbHON CHCTEMBI

24 BbimonHeH S5-THMHUHYTHOTO TecTa ¢ XOAbOOH, eciau He D

IIPOBOJMIICS MOCIIEHHE 6 MEC.

Brinosnnen OMOXUMHUYECKUT aHAIN3 KpOBHU
(amannHamMuHOTpaHcdepasza,  acrnapraTaMHHOTpaHcdepasa,
oOmuit U mpsiIMON OMITUPYOHH, XOJECTEPUH, TPUTIIULEPUIBI,
25 | makTaTAeruIporeHasa, kpearuHgpochokuHaza, | D
JMAKTaTACTUAPOTCHN3a,  Kanblud, Qocdop, menodnas
¢docdaraza), ecnu He MPOBOJAWICS B IpEALIECTBYIOLIHE 6
MECSIIIEB

Cnucok Jureparypsbl

1. Scarpa M, Almassy Z, Beck M, Bodamer O, Bruce IA, De Meirleir L, Guffon N, Guillén-
Navarro E, Hensman P, Jones S, Kamin W, Kampmann C, Lampe C, Lavery CA, Teles EL, Link
B, Lund AM, Malm G, Pitz S, Rothera M, Stewart C, Tylki-Szymanska A, van der Ploeg A,
Walker R, Zeman J, Wraith JE; Hunter Syndrome Europena Expert Council.
Mucopolysaccharidosis type IlI: European recommendations for the diagnosis and
multidisciplinary management of a rare disease. Orphanet J Rare Dis. 2011; Nov 7;6:72.
2. Martin R., Beck M., Eng C., Giugliani R., Harmatz P., Mufioz V. et al. Recognition and
diagnosis of mucopolysaccharidosis Il (Hunter syndrome). Pediatrics. 2008; 121: 377-86.
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3. Thappa, D. M., Singh, A, Jaisankar, T. J., Rao, R. and Ratnakar, C. Pebbling of the Skin: A
Marker of Hunter's Syndrome. Pediatric Dermatology.1998;15 (5): 370- 373.
4. Simmons M.A., Bruce L.A., Penney S., Wraith E., Rothera M.P. Otorhinolaryngological
manifestations of the mucopolysaccharidoses. Int. J. Pediatr. Otorhinolaryngol. 2005; 69: 589—
595.
5. Biswas J., Nandi K., Sridharan S., Ranjan P. Ocular manifestation of storage diseases. Curr.
Opin. Ophthalmol. 2008; 19: 507-11.

Hpuiaoxenue Al. CoctaB padoueil rpynnbi:
BapanoB A.A. axagemuk PAH, mnpodeccop, n.m.H., Ilpencenarens Hcmonxoma Corosa
neguatpos Poceun.
Hama3zoBa-bapanoBa JI.C. axanemuk PAH, npodeccop, a.M.H., 3amectutens [Ipencenarens
Ucnonkoma Coro3a neauatpoB Poccun.
Kyues C.H., un.-kopp. PAH, n.m.H., wien npasnenus Poccuiickoro oOmiecTBa MEAMIIMHCKUX
TE€HETUKOB
Kysenkona JI.M., npocdeccop, n.m.H., wieH Corosa neauarpos Poccun
I'eBopksin A.K., k.M.H., uwieH Coro3a neguarpos Poccun
Bamaxkmanze H. /L., x.M.H., unen Coro3a neauatpoB Poccun
Cemsaukuna A.H., 1.M.H., uneH npaBieHust Poccuiickoro o0mecTBa MEIUIIMHCKUX TEHETUKOB
MuxaiinoBa C.B., 1.M.H., uieH npasienus Poccuiickoro o0mecTBa MEIUIIMHCKAX TEHETUKOB
CaBocthsinoB K.B., x.0.H., wien Coto3a nenuatpoB Poccun
IIymkoB A.A., x.0.H., unen Coro3a nexuatpos Poccun
BockoooeBa E.1O., k.M .H., uneH Poccuiickoro o0IecTBa MEIUIIMHCKAX T€HETUKOB
3axaposa E.JO., 1.M.H. unen Poccuiickoro o0miecTBa MEAUIIMHCKIX T€HETUKOB

Bummnena E.A., k.M.H., wien Coro3a nenuatpoB Poccun

ABTOpBI NOATBEPKIAT OTCYTCTBHE (PHHAHCOBOI IONJECPKKU/KOH(PINKTA HHTEPECcoB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Hpuioxenue A2. MeTonoiorust pa3padoTky KIMHUYECKUX PEKOMEeH AUl

HeneBas aynuTopus JaHHBIX KIMHHYECKUX PEKOMEHIALMIA:
Bpauu-nerckue kapaunoJiory;

Bpauu-nynsMoHoI0TY;

Bpauu-neguarpsr;

Bpauu o0meit BpaueOHON MpakTUKHU (ceMeiiHbIe Bpayun);
Bpauu —reneruxu;

Bpaun- 3H10CKONIUCTHI;

Bpauu- penrrenosnoruy;

Bpauu ¢pyHKIIMOHATBHON TMArHOCTUKY;

© © N o g &~ w DN P

Bpauu- nerckue cToMaToJIoru
10. Bpauu- nerckue Xupypru
11. Bpauu perckue aHeCTE3U0JIOTU-PEAHUMATOJIOTH;
12. Bpauu-zaerckue HEBpPOJIOTH;
13. CrynenTsl MmeaunmHckux BY3o0B
14. OGyuaromuecs B OpAMHATYPE U UHTEPHATYpE

Knunuueckue PCKOMCHAAIMNU CO3JaHbl Ha OCHOBAHHUH CHUCTCMATUYCCKOI'O 0630pa
muteparypsl 1992-2013 rr. Medline (Pubmed version 1992-2013 rr. ), Embase (Dialog version)
u Cochrane Library databases, ¢ wucmonb3oBaHMEM  CO3JaHHBIX  IPOTOKOJIOB
(Mucopolysaccharidosis type 1lI: European recommendations for the diagnosis and
multidisciplinary management of a rare disease. Scarpa M, Almassy Z, Beck M; Guidelines for
the treatment of Mucopolysaccharidosis Type Il (MPS 11) disease through the Life Saving Drugs
Program McGill J, Goldblatt J et all.).

Mykonwmcaxapudosbt OMHOCAMCA K pedkuM Hac1e0CcmeeHHbIM 3a60JzeeaHu;m, umo
UCKIIoYaem 603MOMHCHOCHb npoeedemm oonbuiux Ko2opmHblX U pandomusupoeauublx
KOHmMpPOIupo6aAHHblX UCC1e006AHUN U 01 CO30AHUA npomokKojioe OUAZHOCMUKU U mepanuu
ucnoas3yomcsa Jiuuib memamuudeckue UCC1e006aHUA IKCnepmoe, onyﬁﬂukoeauubte 6

nocneonue 06a oecamuniemus.
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Hpu.ﬂomem/le A3. CBsi3aHHbIE AOKYMEHTHBI MOPAAKHA M CTAHAAPTHI OKa3aHUA

MGI[HHHHCKOﬁ nmoMoIiu
IHopsaaxy okazaHus MeIMUMHCKOMN MOMOIIH:

1. Ilpuka3 MuHucTepcTBa 31paBOOXpPAHEHUS U COLMAIBHOrO pa3Butus PD ot 16 ampens
2012 r. N 3661 "OO0 yrBepxaenuu [lopsiika okazaHus neanaTpudeckoi momomnu')

2. Ilpukaz MunucrepcrBa 3apaBooxpaHeHuss PO "OO yrepxaenun Ilopsaka oxazaHus
MEIULIMHCKOM TIOMOIIM OOJBHBIM C BPOXKIECHHBIMH U (MJIM) HAcIeICTBEHHBIMHU
3aboneBanusMu" ot 15 Hos0ps 2012 r. N 917h).

CranagapTsl oOKa3aHusl MeIUIIUHCKON MOMOIIH:

1. Tpuxaz MunzgpaBa Poccun ot 09.11.2012 N 7911 «O0 ytBepxaenun Cranpapra
CIELUATU3UPOBAHHON MEIUIIMHCKON ITOMOIIU JETAM IIpU MyKonoJymcaxapuaose I tunay

2. Ilpukaz MunzgpaBa Poccum ot 09.11.2012 N 790 «O6 yrtBepxkaenun Cranmapta
CHELUATU3UPOBAHHON MEIUIIMHCKOM IOMOIIM JAETSAM IpU Mykomnoaucaxapunosax III, IV
u VII tunosy.

3. Ilpukaz MunzapaBa Poccum ot 09.11.2012 N 834n «O06 yrBepxkaenun Cranmapta
CIIELIMAIM3UPOBAHHON MEAUUMHCKOM MOMOIIM AETAM NIpU MyKomojucaxapuaose VI

THUIIA)
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Hpuiaoxenue b. Aaropurm Beaenusi nanuenta ¢ MIIC |l tuna

MayueHT ¢ cumntomamu |l Tuna

\4

[narHocTtuka

KoHcynbTaumsa
NpoguNbLHOro
cneunanucta

HA

[wnarHo3
noaTeemxneH?

Ha3HayeHne O©3T B
CTaumoHape

!

HET MOHWUTOPUHF
COCTOSIHUSA
nauneHToB,

nonydatowmnx 3T

ECTb nokasaHus K
CMMMTOMAaTUYECKOMY
NieyeHuno?

CuMmnToMaTn4yeckas TEepanu4d

HET

Peabunutaums

MNokazaHa koppekumsa ®3T?
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[Mpunoxenue B. Uudopmauusa 1is nauMeHToB

Peakuuu ponuteneii u 61u3kux Ha AuarHo3 "Mykomonucaxapuaos" pa3HsaTCs.

B nepBeIii MOMEHT 3TO MOXET ObITh 00JerdeHne, 0COOEHHO €CIM POJUTENH OLIYTHIIH,
YTO C UX peOEHKOM HE BCE XOPOILIO, U MEYYTCS OT JOKTOPA K JOKTOPY, IBITASICh y3HATH, YTO XKe
He Tak. [IoHaTHO, yTO Muarnosa "Mykomnonncaxapuo3" HUKTO HE XKEJIAaeT, HO B CaMblil NIEPBBIN
MOMEHT POJUTENIN MOTYT HEMHOTO YCIIOKOUTHCS - Bellb MX pEOEHKY MMOCTaBMIIM TUAarHo3, a pas
Tak, TO $ICHO, B KakOM HampaBJeHWU Hano Oyner uaru naneiie. OIHAKO, OYEHb CKOPO
HACTYIAaeT MOHUMAaHUE, YTO HE BCE TaK MPOCTO. YTO JIEUEHUsI TAKOTO, YTOOBI UCIIETHIIO peOeHKa
cpa3y, HeT. BOJIBIIMHCTBO POAUTENEH HUCIBITHIBAET HENPEOI0JIMMOE YYBCTBO OIYCTOLIEHMS, a
3aTeM MPOXOJIAT YEPE3 BCE CTAIUU MEUAIIH.

IIpoxons 4epe3 3TOT CHOXKHBIA NEPUOJ, OUYEHb BaXXHO MMETh Haaekay. OueHb Ba)KHO
o0ImIaTbCs C CEMbSIMH, B KOTOPBIX €CTh MOJOOHBIE MpPOOJSEMBI, M3y4aThb HHPOPMALHIO O
3a00JICBaHUM U COIYTCTBYIOIIUX €My acrekrax. [loMHHTe, YTO MEIUIIMHA HE CTOMT Ha MECTE,
pa3pabaTbIBalOTCS HOBBIC M PAa3BUBAIOTCA CYIIECTBYIOIIME METOMAbI JICUCHHs, YTO BEIET K
YIIYYIIEHUIO KadyecTBa kxU3HU. [lomHuTe, uTo BEI - HE OHU.

[Tpuznakn Mykomnonucaxapua0o3a U3MEHSIOTCS B IIUPOKUX Ipeaerax OT OOJIbHOTO K
O0onpHOMY. Y TAIMEHTOB NPOOJIEMBI C CEpIIeM, JETKHUMH, NHIIEBAPUTEILHON CUCTEMOH,
KOCTHO-MBIILIEYHOI'O annapaTa M IOPaKEHUSMU MO3ra, MHOrue ¢ MyKonoJjucaxapuuao3oM
HCIIBITBIBAIOT 0OJIbIIE OOJIH, YeM OOBIYHBIC JIFOIH.

B pannem perctBe getu ¢ Tsokenod Qopmoit Mykomonmcaxapuao3a MOTYT OBITh
THIEPAKTUBHBIMH, CUJIBHBIMH, OOBIYHO BECENBIMH, HO OYEHb OBICTPO YTOMIJISEMBIMH. Y HUX
3aHM)KEHA CTEINIEHb KOHILIEHTpAalMM BHUMAHUS, UX MHTEIJIEKTYaJbHBIM BO3pacT HMXKE BO3pacTa
¢usnueckoro pa3BuTHa. Takol peOEHOK MOXKeT, HamnpuMmep, 3amepeTh ABEph BaHHOH, HO
HECIOCOOEH MOHATh, KaK BBITH 00paTHO, JTake KOTJIa B3POCIbIi MHOTO pa3 eMy o0bsicHUT. OHH
TM00AT rpyOble pa3pyLIUTENbHbIE UT'PHI, CO3aHUE IIyMa U pa30pachlBaHUE UTPYIICK IS TaKHX
JEeTOK ckopee urpa. OHM MOTYT HE CO3HaBaTh ONIACHOCTEH, YNPSMbI U HEAUCLUINIMHUPOBAHHBI,
MOCKOJIbKY 3a4acTyIO IIPOCTO HE MOTYT MOHSATh, YTO OT HUX TpeOyercs. HekoTopele AeTn MOTyT
MMETh BCIBIIIKHA arpeCcCUBHOIO INoBeneHus. HekoTopble MOTyT Kakoe-TO BpeMs IOJIb30BaThCs
TyajeroM, HO OOJIBIIMHCTBO TMOJIb3YeTCA MOATY3HMKaMu. PoauTensM Takux JeTer
npoOseMaTuyHO NPOCTO BhIcHaThes. OHU HE JIOJDKHBI CMYILATBhCS CIIpAIMBaTh COBETA Y
JOKTOPA 10 TIOBO/IY PACTOPMOKEHHOCTH peOeHKa U KOPPEKTUPOBKHU €T0 MOBEICHUS

Hetu c nerkod  ¢GopMOH MYKOMOJMCAXapHI03a, Kak MpPaBUJIO, IOJHOCTBIO HE
OTJIMYAIOTCSI B TIOBEACHWU OT 3JIOPOBBIX JeTeil. Bpems oOT BpeMeHM OHHM MOTYT OBITh
HECJIEpKaHHBIMH OT PacCTpOicTBA, KOrja MX (U3MYECKHe OTPaHMYCHHS [JeNaloT >KU3Hb

TpyaHOU. Hano BCsAYECKH MOOLIPATH MIPOSIBICHUAM UX CAMOCTOSATEIBHOCTH.
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[TonpocTKOBBIE TONBI Ul TaKUX JAETeH MOTYT OBITh OCOOEHHO TpyIHBL. MM mpocTo

Heo0x0IMMa TOMOIIIb, TOHUMAaHKEe, 000IPEHHE, XOpoIlee U T00poe CIOBO.
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Hpuinoxenue I'l. Knuanueckune cumnromsl cunapoma Xanrepa (MIIC 11

THIIA)
Cucrema CuMnoTom Hoso Munanenust | Hetu | [ogpoctku
POKJIEHHBIE
Cepneuno- Kapanomuonarus - + + +
cocyaucras Yromenue CTBOPOK | - ++ +++ | -+
KJIaLIaHOB
OHC Hapymenue nosenenust - - ++ ++
[lepBukasiibHasg MmuenonaTus | - - ++ ++
I'uaponedanust - ++ ++ ++
3ajiepKa U OTCTaBaHUE B | - ++ +++ | ++
pa3BUTHH
Cynoporu - + + ++
Hapymenune rinoranus - * + +
IInmeBapu- Juapest - + + +
TeNbHAA I'enatocruieHo- - ++ +++ | +++
cucTema Merajlus
Opran ciyxa CHIKeHHE cityxa - ++ ++ ++
PeuynuBupyromuii cpeqaunt | - ++ ++ ++
OTHUT
Opran 3peHus Jucrpodus ceryatku - - * +
CkeneTHo- HecrabunpHOCTh  aTnaHro- | - + + +
MBIILIEYHAas OKLMITUTAJILHOTO
COUIEHEHHUS
TyHHENBHBIM  KapIaJIbHBIN | - + ++ ++
CHUHJIPOM
['pyObie uepThI Jinia - ++ +++ | ++
Hucnnaszus TbC - + ++ ++
MHO0XEeCTBEHHBIN JU30CTO3 | - + + +
['pbixu - +++ +++ | ++
KoHTpakTyphl CycTaBoB - +++ +++ | ++4+
Kugos - + ++ +
Makponedanust - +++ +++ | ++
JlpIxaTenbHas OOCTpyKTHBHOE amHoOd BO | - ++ +++ | +++
CHE
PectpuktuBHOE - + + +
3a00JIeBaHHE JIETKUX
OO6cTpyKIus BEPXHHX | - ++ +++ | +++
JbIXaTEJIbHBIX ITyTEH1
Crennans- Jlepmaran cynbdar B Mmoue | 11 ™ " "
Hble jaboparop- | I'emapaH cysnbgar B Moue 1 " " "
HBIE TECTEI AxtuBHocth  Mpyponar-2- | ||| W Wi L
cynbdarazpl
O6ume I'AI" B Moue " " " "
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Hpuinoxenue I'2. Mountopunr nauuenTos ¢ MIIC II tuna
HaGnronenne OONBHBIX MO MECTY JKHTEIbCTBA (B amMOyIaTOPHO-TOJIUKIMHHYECKUX
YCJIOBUSIX) JOJDKHO OCYLIECTBIIATBCS MOCTOSHHO. JlaGopaTopHble M HMHCTPYMEHTAJIbHBIE

oOcienoBaHus U peKOMEHAyeMas 4acToTa UX MPOBEICHUS MIPEICTaBICHA B Ta0OIHIIE.

Tabnuna - Meponpustus mouutopunra gereid ¢ MIIC |l Tuna
HccnenoBanus IlepBonauanbHas Kaxnsre 6 | Kaxgeie 12 | Ongun pas
OLIEHKa Mec Mec B 2 rona

HoaTBep:kaeHNe ANArHO3a

AHaMHe3 00J1e3HH

Kiimnnueckuii ocMoTp

PocTt, Bec, OKpyXHOCTb FOJIOBEI
BBIHOCIIHBOCTE

Ouenka HHC

Kommsrorepnast Tomorpadus wiun MPT
TOJIOBHOT'O MO3ra

KoruutusHoe Tectupobanue (DQ/IQ)?
CKOpOCTh  HEPBHOW  IPOBOTUMOCTH/
OMI

Ouenka ciyxa

Aynuomerpust

Ouenka 3peHus

Octporta 3peHus

|| A

| AL A A R R A

OcMOTp TJ1a3HOTO JHA

HCCHCHOB&HI/IC POroBUIIbI

JbIxaTeqbHasi cucTeMa

®B]1

HccaenoBanne cHa/monncomuorpagus

OO0cnenoBanue cepaevYHO-COCYAUCTOM

CHCTEMBI

DJIeKTpOKapAHOrpaMmMa

Dxokapauorpadus

OnopHo-ABUraTe/IbHBII annapar

Penrrenorpaduu ckenera

Keny104uHO-KUIICYHBIH TPAKT

VY3 opraHoB OpIOmIHON  ITOJOCTH;

00BEM CEIIe3CHKH, TICYCHU

Y31 nouex

JlabopaTopHble HcCiIe10BaHUSs

Omnpenenenne AT X | X | |
!Tlns nereit crapime 3 net; paccTosHEE, MPOICHHOE 32 6 MUHYT (IIPEIIOYTHTEIHBIM SBIISLCTCS
TOT K€ IPOMEXYTOK BPEMEHH, UTO U B MPEABIAYIINX TECTAX 3TOr0 NAL[MEHTA); YUCIIO CTYIIEHEH,
NpoiiIeHHBIX BBepX 32 3 MuHyTHl. OneHnBatoTcs nokasarenu carypauuu SpO2, Y1, HCC no u
IIOCJIE HArpy3KHU.
2DQ mwm Koadpdumuent ymcreennoro pazsutus (KYP) - cmoco6 cpaBHeHust
MHTEJUIEKTYaJIbHOTO Pa3BUTHUS, CBOHCTBEHHOTO JTAHHOMY BO3PACTy (YMCTBEHHBIX CIIOCOOHOCTEMH
peOeHKa 10 OTHOLICHHIO K €r0 CBEPCTHHUKAM), C XPOHOJIOTHUECKUM BO3PACTOM ((haKTHUECKUM
BO3pAaCcTOM peOCHKA).
KVYP paccuntsiBaeTcs 1eI€HUEM HHTEIIEKTYaIbHOTO BO3pacTa Ha XPOHOJOTUYECKUI U
yMmHOkeHueM Ha 100 ams nmosyueHus nenoro uyncna. Cpeqauii ko3puuueHT yMCTBEHHOTO
pa3BUTHS U1 J1I000r0 Bo3pacrta cuutaercs paBHbiM 100.

| A AR A
| A AR A

A [

T I I e I e
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Ipunoxenue I' 3. Anroputm guarnoctuxku MIIC |1 Tuna

OCHOBHBIE CUMIITOMBI buoxumnueckuit Crneruuyeckuit
Mapkep, OMOXMUMHUYECKUIA
MIPEIOJIararoIn Mapkep,
u HaJau4due MO ITBEPK TAFOLU A
3a00JIEBaHUSA IUarHo3
rpyOble 4epThl JInIa,
HU3KOPOCIOCTb,
TYTOTIOJIBIXKHOCTH CyCTaBOB,
YMCTBEHHAsI OTCTAJIOCTb, IToBeIIIeHHAS
CHmxeHue
MOBEJICHYECKUE HAPYIIICHUS, IKCKPEIHS LN\
aKTUBHOCTH
94acThIe PeCTUPATOPHBIE Hepmatancynbda | V] HTYDOHAT-2
3a00J1€BaHNsL, TEAaTOMET AN -Ta U yp
cynbdarazpl
CIUIEHOMET /IS, I1aX0BO- remapaHcyibdara
MOIIIOHOYHBIC U TTYITOYHbIE C MOYOH.

IPBIKU

MounexyispHo-
ICHETHYECKOE
HCCIen0BaHue

BBISIBJICHHE
MYyTalui B reHe

IDS
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Ipunoxkenue I'4. PacmudpoBka npumedannii

— JIeKapCTBEHHBIM mpemnapar, Bxomsaumwii B IlepedyeHp JKM3HEHHO HEOOXOIUMBIX U
BAKHEHIINX JIEKAPCTBEHHBIX IIpenapaTroB Jjs MEIULUHCKOro IpuMeHeHus Ha 2016 ronx
(Pacnopsbxenue IlpaButensctsa PO ot 26.12.2015 N 2724-p)

" — nekapcTBeHHBIN Tpenapar, BXOsIuii B [lepedeHb JICKapCTBEHHBIX MPENApaTtoB JUIs
MEJUIMHCKOTO TPHUMEHEHUs, B TOM YHUCIJIE€ JIEKApCTBEHHBIX IPENapaToB A MEAUIMHCKOIO
NPUMEHEHHs], Ha3HAYaeMBIX 10 PEIICHUIO BPayeOHBIX KOMHUCCHH METUIIMHCKHUX OpraHU3aIfi
(Pacnopsbxenue IlpaButensctsa PO ot 26.12.2015 N 2724-p)

L JIEKapCTBEHHBIM IIpemnapar, Bxoadmuid B IlepedeHb I€KapCTBEHHBIX IIpEnaparos,
NpeJHa3HAYCHHBIX JUIg OOecledYeHHus JIML, OOJBbHBIX TeMO(UINeH, MYyKOBHCIHI030M,
runou3apHeM  HaHU3MOM, Ooje3Hblo lolmre, 370KadyecCTBEHHBIMH HOBOOOpPa30BaHHUSIMHU
TUMQOUTHOM, KPOBETBOPHOM M POJCTBEHHBIX UM TKaHEH, pacCesHHBIM CKJIEPO30M, JIUI MOCTe

TpaHCIUIAaHTALMU OpraHoB U (nnu) TkaHel (Pacnopsbxenue [Ipasutenscrea PO ot 26.12.2015 N

2724-p)
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