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Cnucok coxkpaieHui
MIIC- mykomnonucaxapuios
I'Al'- rIMK03aMUHOTITIMKaHbI
MPT - MarHUTHO-pe30HAaHCHAs TOMOTpadus
KT- komnbroTepHast Tomorpadus
VY3U - ynbTpa3zByKOBOE UCCIETOBAHUE
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TepMuHBI U onIpeaeJeHUs
depMeHTHAsl 3aMeCTHTEIbHAsl Tepanmusi — JICUCHHE, 3aKIIOYAIONIEecs B IOXH3HCHHOM
BBEJICHHM Tpenapara (peKOMOMHAHTHOTO (epMEeHTa) IMalMEeHTaM C BPOXKIACHHBIM JePEKTOM

MeTadom3Ma.



1. KpaTrkas uadopmanus

1.1 Onpeneaenune

Myxkonosmcaxapuao3sl (MIIC) - rpynmna HacieICTBEHHBIX 0oJie3Hel 0OMeHa BEIIECTB,
CBA3aHHBIX C HapylleHueM weradonu3ma rinko3amuHornukanoB (I'AD), mpuBoxsiee k
MYyJIBTHOPTaHHOMY TMopaxeHuto. OOyClOBIEHbI JaHHbIE 3a00JieBaHUS MYTAlUsMU TEHOB,
KOHTPOJIMPYIOLINX MPOIECC BHYTPUIMZOCOMHOTO THAPOIN3a MAKPOMOJIEKYJI.

Myxkononucaxapuno3 |l Tunma HaciencTBeHHas TM30COMHAs 00I€3Hb HAKOIUICHHUS, ¢ X-
CLEIUICHHBIM PpELECCHUBHBIM THUIIOM HACJEIOBaHUS, KOTOpas XapaKTepU3yeTCs CHIKEHHUEM
aKTHBHOCTH JIN30COMHOTO (epMeHTa HaypoHar-2-cyibdarasel (I12S), BEI3BaHHBIM MyTalluel B
rere IDS. [lepunut dpepmenta npuBoauT Kk HakorieHuio ['Al" B mu3ocoMax, MpeuMyIecTBEHHO
¢pakumii  remapan- W JAepMaraHcynb(ara WM TPOSBISAETCS  IPOTPECCUPYIOIIUMHU
NICUXOHEBPOJOTUYECKUMH  HAPYLICHUSIMU,  MOPaKEHHWEM  MapeHXUMATO3HBIX  OPraHoB

renaToCIyICHOMEraIuel, CepAeYHO-IErOYHBIMU PACCTPOMCTBAMH, KOCTHBIMHE Aedopmanusamu [1-

3.

1.2 DTHOJ0rUSA U IATOreHe3

B ocHoBe 0osie3HH JIOKUT ACPUIUT WIH OTCYTCTBHE (PEPMEHTA UIypOHAT-2-CYyIb(paTa3bl
(iduronate-2-sulfatase - 12S) [1-3].

I'en wunyponar-2-cynbdaTa3pl KapTUPOBaH Ha [UJIMHHOM IUjlede X-XpOMOCOMBI, B
XpOMOCOMHO# obnactu X(27.1-028.

Tun nacnenoBanus: Tumn HacieqoBaHUs OOJE3HH XaHTEpa - PEIIECCUBHBIN, CIETIIICHHBIN
¢ X-xpomocomoii. bone3npto XaHTepa CTpajgaroT, Kak MPaBHIIO, TOJBKO MalbUMKH, OJHAKO K
HACTOSIIIEMY MOMEHTY ONMCaHO / cilyyaeB 3a00JIeBaHUS Yy JAE€BOYEK IE€TEPO3UIOT, CBSI3aHHBIX C
WHAKTUBAlME€d BTOPOM, HOPMaIbHOM, X-XpOMOCOMBI WU H3-3a CTPYKTYPHBIX H3MEHEHUU

XPOMOCOMBI.

1.3 DnuaeMuoJ0rus

MIIC |l Tuna BcTpewaercs ¢ momynsuuoHHon gactotoi 1:140 000 - 1:156 000 >xuBbIX
HOBOPOXKJICHHBIX MaJTbYHKOB.

1.4 Konuposanue no MKB-10

E 76.1 - Mykomnosmcaxapuno3 |l Tama

1.5 IIpuMepsbI THATHO30B

o Myxkononucaxapuooz 2 muna (cunopom Xaummepa). Bmopuunas — ounamayuonHas
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Kapouomuonamus. Hedocmamounocms MumpanioHo20 U mpuxycnuoaibHO20 KIANAHOS.
HK Il A cmenenu. 3adepacka ncuxopeuesoeo passumus. Ocobennocmu ghopmuposanus
NO3HABAMENLHOU  OesmeNbHOCMU, 00Was MOMOpPHAs HelosKocmb. Konmpaxkmypuol
gepxHux rxoneunocmetl. CeubamenvHvle KOHMPAKMYPbl KOJIEHHbIX Cycmasos. Pynxyuu
Hapywenus cycmagos I cmenenu. Oxeumycnas Oegopmayus cmon. Jluchynkyus
ounuapnozo mpakma. Aoenououm. Annepeuveckuil punum, nepcucmupyiowas gopma.

Jleycmoponnuil cpedHutl 5Kccyoamusubliic omum. Aneuonamus cemuyamu.

1.6 Knaccudukanus

B 3aBucumoctu ot MNEPBUYHOI0 TCHCTUYCCKOT'O I[G(I)CKTa, MMPUBOAAIICTO K CHUKCHHUIO

AKTUBHOCTbB JIM30COMHBIX (bepMeHTOB BBIICIIAOT HECKOJIBKO THUIIOB MYKOIIOJIMCaxaprua030B

(Tabmn.1)
Tab6auna 1 - Knaccuduxanms (Homenkiarypa) MIIC.
MIIC | Tum Cunppom l'en ®DepMeHTHBIN AedeKT Xpomo- OMIM
COMHas
JIOKaJIH-
3a1us
MIIC I H T'ypnep IDUA Hedrmut ansda-L-unyporunaser | 4p16.3 607014
|
MIIC 1 ['ypnep-1lleiie 607015
H/S
MIICI S leiie 607016
1 MIIC 11 XanTepa IDS JleunuT uiam 0TCyTCTBUE X028 309900
UIypoHaT-2-cyib(arasbl
Jedunur nim orcyTcTBHre
CyIp(QOUAYpOHAT Cyib(daTa3sl
Il MIIC IITA | Candumunmo 252900
SGSH Hedrmut renapan-N-cynbdarassr | 17025.3
MIIC IIIB NAGLU Hedrmut N-anermi-a-D- 17921.2 252920
[IIFOKO3aMUHUIA3bI
Hedruut N-anetwi-o-
[IIFOKO3aMUHHU1a3b
MIIC HIIC HGSNAT | Jledunur renapas-o- 8pl1.21 | 252930
rimroxo3amMunng N-
aleTHITpaHchepasbl
MIIC IIID GNS Hedrmut N-anernnrimrokozamus- | 12914 252940
6- cynbdarassr
v MIIC IVA GALNS Jedumumr ranakrozamuH-6- 16924/3 | 253000
Mopkuo Cyab(aTasbl
MIIC IVB GLB1 Jedunut B-ranakro3ugassl 3p21.33 | 253010
Vi MIIC VI Mapoto-Jlamu ARSB Heduunt N- 5014.1 253200
areTIITaIaKTO3aMHH-4-
cynbhartasbl
VII MIIC VII Crnas GUSB JlebuuT B-TIoKypOHHIA3bI 7021.11 253220
IX MIIC IX Henocrarounocts | HYALL JleduuT ruanypoHuIa3sl 3p21.31 601492
THATypOHUJIA3bI




1.7 Knnau4yeckass KApTHHA

Knunnueckast kapTuHa Oonesnn XaHtepa pasHooOpasHa [1-5]. Beiaensior Tsokenyo u
YMEPEHHO-TSDKENYI0 (POpPMBI, B 3aBUCUMOCTH OT BOBJICUEHHUS HEPBHOW CHCTEMBI U CKOPOCTH
nporpeccupoBanus 3aboneBanus. OqHaKo, 3Ta Kiaccu(UKaLus JOCTATOYHO ycioBHA. OIHAKO
9Ta Ki1accuduKalys B JOCTATOYHOMN CTETIEHU yCIOBHA U 3a00JIeBaHUE MPE/ICTABISIET KOHTUHYYM
KIIMHUYECKUX (DEHOTHUIOB, OTJIMYAIOIIMXCS [0 CBOCH TSXKECTH, BOBJICUCHHS B MATOJOTUYECKUIN
MIPOLIECC PA3JIMYHBIX CUCTEM OPraHOB U CKOPOCTHU MPOTrPECCUPOBAHMUS.

OCHOBHbBIE KIIMHUYECKUE IIPOSBICHUS: 3aJEpKKa IICUXOMOTOPHOIO pAa3BUTUA (I
TSOKETBIX (popm), rpyOble YepTHl JINIA, 3aepKKa POCTA, TYTOMOIBUKHOCTD CyCTaBOB.

Buemnuii Bun nanuenTa: XapakTepHbl U3MEHEHHUS YEpT JIMLA 1O TUIY«TaprOMIN3May,
KOTOpBIE CTAHOBSITCS OYEBHUJHBIMH K KOHIly TMEPBOrO -BTOPOTO rojla H3HU: Makpoledanus,
BbICTyHarouiye JoOHble Oyrpbl, 3amaBlias [EPEeHOCHLa, KOPOTKHE HOCOBBIE XOJbl C
BBIBEPHYTBIMU KHApYXH HO3APAMHU, MOITYOTKPBITHIA pOT, OONBIION f3BIK, MyXJible I'yObl. Y
MAlKUEHTOB OTMEYAETCS 3a/IepAKKA POCTA, KOPOTKAs IIesl, KOHTPAKTYPhl CYCTaBOB, TMIIEPTPUXO3,
IPBDKH, TIO3IHEE MpOpe3bIBaHHE 3yOOB, OTMEYAIOTCS HHU3KUHA POCT BOJOC Ha N0y, AJTUHHBIC
rycTeie pecHUIBI U OpoBu. C BO3pacTOM BOJIOCHI CTAHOBSITCS 0oJiee JKECTKUMH, MPSIMBIMH U
ceembLMU (Y8ema coiombl).

KoxHble MOKpOBBI: [Isi JaHHON (HOPMBI MYKOIOJIHMCAXapua03a XapakTepHO Y3eIKOBO-
nanyiaé3Hoe MOopakeHHUe KOXKH, MPEUMYIIECTBEHHO B OOJACTH JIOMATOK, HAPYKHBIX U OOKOBBIX
noBepxHocTed Mmied u O&aep. OTH H3MEHEHUs OOYCIOBJIEHBI OTJIOXKEHHWEM JIMIUIAOB U
[JIMKO3aMHHOTJIMKAHOB B IEpMeE.

KoctHas cucrema: ormeuaercs Jegopmanus KHCTH IO TUIY «KOTTHCTOW Jambi».
XapakTtepHbl  kudo3,  AepopMuUpyrOIIMH  OCTE0apTpo3  Ta300€pEeHHBIX  CYCTaBOB,
MHO>KE€CTBEHHBIH TU30CTO3 , YBEIMYEHHE TYPELKOTO CEe/Ia.

Opranbl JbpIXaHUS: XapaKTEpPHbl YacTble PECHUpAaTOpHbIE 3a00JeBaHUS; MOBTOPHBIE
OTHTBI, YaCTO NPHUBOMAIINE K MPOrpecCHpyroleil morepe ciyxa [4]; oOCTpyKTHBHbBIC
3a00J1eBaHUs JbIXaTENbHBIX ITyTEH.

Opranbl 3peHMs: TUTMEHTHas JiereHepanus cerdatku, Jlng Oone3sHu XaHTepa MeHee
xXapakTepHo noMmyTHeHue porouilbl, B oTiaunure oT MIIC | u VI tunos. ¥V nmanueHToB ¢ TsoKenoit
dopmoit MIIC II wacro BeIsIBIsIeTCS IUCTpO(dHUs CEeTYATKH, MNPUBOJAIIAS K HApPYLICHHIO
nepruQepruyeckoro U CHIDKCHHUIO CyMepeuHoro 3peHus [5]. BoaMoxeH OTek qucka 3puTebHOTO
HepBa, OOYCJOBJIEHHBI  TOBBIIIEHHEM BHYTPUYEPENHOro JAaBiieHus. Penko BcTpeuaeTcs
rJ1layKoma.

IlenTpanpHas HepBHas cCHCTEMa: 3a/J€p>KKa IICUXOMOTOPHOIO M PEYEBOrO Pa3BUTHUSA

BelpakeHa ¢ 1,5-3 set. Ilpm Tshxenoil ¢opme 3aboneBanuss 8 rojaM pas3BHBAaeTCs TsDKenas
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YMCTBEHHAsI OTCTaJOCTh. XapakTEpPHO HalIWuue CyAopor (0COOCHHO MpH TsKeNIoi (dopme);
CHMHTOMaTquCKaH SITUJICIICUA paanBaeTc;I, KakK HpaBI/IJIO, HpI/I TAXKECIIOM HUIIN CpCIIHeTH)KeJIOM
TEYCHHH 3a00JIeBaHus. Y MALUEHTOB CO C1a00 BHIPAKCHHBIMU KIMHHYCCKUMHU MPU3HAKAMH OHA
BCTpeyaeTcs KpaiHe peako. Cyaoporu XxapakTepu3yercs HoJuMOp(OHON KIMHHYSCKONH KapTHHON
C pasBUTHEM pa3HOOOpa3HBIX (OKATBHBIX M BTOPUYHO-TCHEPAIU30BAHHBIX TAPOKCU3MOB.
PaHHI/IMI/I KIIMHNYCCKNMHN HpOSIBJIeHI/ISIMI/I CYIIOpO)I(HOFO CI/IHI[pOMa MOI‘YT 6BITB HpOCTBIe
a6C21HCBI C KpaTKOBpeMeHHBIM yrHeTeHI/IeM NN HOTepeI\/JI CO3HAHUs H" COHyTCTByIOH_[I/IMI/I
JIBUTATEeJILHBIMHA WM BEreTaTHBHBIMU PACCTPOMCTBAMHU. Y IMALMEHTOB CO CJIA00 BBIPAKCHHBIMU
KIMHUYECKMMH TPU3HAKAMH CYIOPOXKHBIM CHHIPOM BCTpedaeTcss HaMHOro pexe. [losBieHue
cymopor TpeOyeT MpOBEICHUs OICHKH HEBPOJIOTHMYECKOTro cTaryca. [Ipu mporpeccupoBaHUU
3a00JIeBaHUsS. 4YacTO HAOIIOJAIOTCS TEHEPAITM30BAHHBIE TOHHUKO-KIOHHYECKHUE IMapOKCU3MBI,
KOTOpBIC 00BIYHO XOpOIIO MOIAI0TCS MOHOTEpaIHH AQHTHKOHBYJIbCAHTAMH.
[TpoTuBOCYIOpOXKHAS Teparnusi TpeOyeT HHIUBHIYaIbHOI'O MOJIXOJa W WHOT/A JUIUTEIHLHOTO
noxbopa 036l mpenapara. Yacto HEOOXOAMMO BeISHHE IMalMeHTa Ha OoJjiee HHU3KHX 033X
aHTI/IKOHBy.]II)CElHTOB B CBs3H C HJIOXOI71 HepeHOCI/IMOCTBIO CTaH[IapTHBIX 03
POTHBOCYJIOPOXKHBIX MPEIapaToB.

Hepenaxo d¢opmupyercst cooOmiaromasics ruapouedanus, CHaCTHYECKHE Iapa- u
TETparnapessbl.

[Mpu3naku ruaponedanuy 3a4acTyi0 MOSBISIOTCS MENJICHHO W HE3aMETHO, M MOTYT
3aKIII0YAThCSl B M3MCHEHUH MTOBE/ICHUS, TTOSIBIICHIH TOJIOBHOW 0O, HAPYIIICHUHU 3PCHUSI.

Onucanpl TakXke CIy4yau CHABIEHHUS CIIMHHOTO MO3Ta, BBI3BAHHOTO YTOJIIEHHWEM €ro
000JI0YEK WM HECTAaOMILHOCTBIO aTJaHTOAKCHATBHOrO cycraBa. CHMITOMBI MOTYT BKJIIOYATh
HapyIHeHHe IIOXOKH, MI)IHIC'-IHyIO Cﬂa6OCTI), HCYKJ'IIO)KGCTI) HpI/I COXpaHHBIX MOTOpHI)IX
HaBBbIKaX U JUCPYHKIIMIO MOYEBOTO MY3BIPS.

KapnanbHblit TOHHEIBHBIA CHHAPOM — ATO YacTasi HeMpomaTus cAaBICHHs Y TAIUEHTOB B
Bo3pacte oT 3 1o 10 net. B HavanpHOM cTaguu 3a0607€BaHNs BO3HUKAIOT OHEMEHUE TTOPAKEHHON
KHCTH, Tp}I)lHOCTI/I BBIITOJIHCHUSI TOHKUX HBH)KCHHﬁ, CHUIXCHUC T-IyBCTBI/ITG:J'II)HOCTI/I ITAJIBIICB
KUCTU. DTU CHUMIITOMBI PEIKO OTMEYAIOTCS peOCHKOM M HE PACLEHUBAIOTCS POTUTEISIMH Kak
naTonorudeckue. [1o3xe MOSBIAIOTCS MapecTe3ny, YyBCTBO MOKAIBIBAHUS B KOHYMKAX MaNbIIECB
KHUCTH U CO BpeMeHeM HpOHGCC MOXET paCHpOCTpaHﬂTBCH Ha Hpezmneqbe " IJICYO. HaHI/IeHTI)I
penKo coo0IIaT 0 00JIEBBIX ONIYIIEHUSX, IOKA HE IPOUCXOAUT NMOTeps QYyHKIUH.

Hapymenust rinotaHus: KOCTHBIE W3MEHEHHSI MPUBOAST K CHIDKEHHUIO MOABMKHOCTH
HUOKHEW YeNTIOCTH, YTO OTPaHMYMBAET CIOCOOHOCTh OTKPBIBATH POT W KeBaTh. HapymieHus
TJIOTAHUS OTMCYAKOTCA HpI/I CpC}IHeTfDKeJ'IOM U TOKCIOM TCUCHUU 3360J’I€B3HI/I$[ " CBS3AaHBI C

(GYHKIIMOHUPOBAHUEM CTBOJIOBBIX OTZEJIOB TOJOBHOro Mmosra. [Ipm Hapymenun ux paboTbl
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HaOJIIOal0TCs TPU3HAKU TCeBA00YynbOapHOro win OynbbapHoro mnapanuyei. CUMOTOMBI
IEOITUPYIOT C PEIKUX TONEPXUBAHUN TBEPAON MUIIEH, TUMEPCATUBAIlUU, DPAa3BUBAIOTCS
MOCTENIEHHO W, B KOHEYHOM WTOTe, MPUBOJAT K IpyOOMy HapylieHUI0 (QYHKIHMU TIOTAaHUS WIH
MIOJIHOMY €€ MCYE3HOBEHHMIO. OTCYTCTBHE NPABUIBHOM PEryisiuy aKTa TJIOTaHUs MNPUBOJIUT K
3a0pocy NUILH, CIIFOHBI B TPaxelo U OPOHXUAIBHOE JEPEBO M PA3BUTHIO BTOPUYHON MH(EKINHU B
BUJC PEUUIUBUPYIOIIUX AaCHUPAIMOHHBIX OpPOHXWUTOB H MHEBMOHHUH. OJTO yCyryosnser
JbIXaTEJIbHbIE HApYIICHMs], SBJSIOLIMECS CJIEACTBUEM OTJIOKEHUS MYKOIOJUCAaXapua0B B
BEPXHUX U HUKHUX JIbIXATEJIbHBIX MYTAX.

[loBeneHueckne HapylIeHUs! - TUIIEPAKTUBHOCTb, PACTOPMOXKEHHOCTh, arPECCUBHOCTh U
YIPSIMCTBO, KaK IMPaBHJIO, UMEIOT MECTO y JETeH €O CPeIHETSHKENOoW M TsKeNnoi (opmamu
MYKOMNoJucaxapua0o30oB. [IpoGieMbl ¢ MOBEACHHEM 3HAYMUTENIBHO BIUSIOT HA IMOBCETHEBHYIO
JKU3Hb peOCHKa U €ro CoIMalbHyI0 afanTtanuto. [losBisisch Ha BTOPOM TOJy >KM3HH, OHU
MPOJOHKAIOTCS BIUIOTH 0 8 - 12 ;eT. Perpecc KOTHUTHUBHBIX (YHKIMI Hapsay € TKENON
noTeper ciyxa, pacCTPOMCTBOM CHA, OCOOCHHO OOYCIIOBICHHBIM OOCTPYKTHBHBIM aItHOd,
OKa3bIBAIOT CYILIECTBEHHOE BIMsAHUME Ha 1noBeleHue pebenka. I[lo mepe HapacTaHus
KOTHUTUBHOTO  Je(pUIMTa K TUIEPAKTUBHOCTU U  arpecCUBHOCTH  MPUCOCTUHSIOTCS
ayTUCTHUYECKUE YEpThl, OTMEYAETCs] IOCTENEHHAasl TIOTeps HABBIKOB JKCIIPECCUBHOW U
UMIIPECCUBHOM  peud. MeaukaMeHTO3Hass  Tepamus, HalpaBiI€HHass HAa  KOHTPOJb
pa3pylmIUTEIILHOTO  TOBEACHUSA, 4YacTo  ObBaeT  HedpdexTuBHOW. B mampHelimem
MIPOTrPECCUPOBAHNE HEHPOJET€HEPATUBHBIX U3MEHEHUM NPHUBOJAUT K JIEMEHIIMH, JBUIATEIbHBIM
HapyLEHHUSIM, YTO HUBEJIHUPYET OCOOCHHOCTHU TOBECHUSI.

CepneuHo-cocyaucTas CUCTEMa: XapaKTEepHO MOpa)keHHe KiamaHoB cepaua. Haubomee
yacTo oTMeuaeTcsi ((OpMHUpPOBaHKE MOPOKAa MUTPAIBHOIO KJIallaHa, Ha BTOPOM MECTE MOpakeHHe
AOpTAJIBHOIO, 3aTéM TPUKYCIMAAIBHOIO M KJamaHa JerodyHoil aprepuu. Kapanommonarus
HaOJIr01aeTCsl ropas3io pexe, YeM KilallaHHbIE TOPOKH.

XKenynouHo-kuieyHast CUCTEMA: BCJIEACTBUE OTIPAaHUYEHUs 00beMa JBMKEHUS HUKHEH
YENIOCTH W 3aTPYAHEHUS pPa3KEBbIBAHMS MHUIIM, TUNEPTPOGUH MHUHAAIUH, MaKpOIJIOCCHUU
pa3BHUBAIOTCSl HAapyLIEHWE aKTa IJI0TaHUS U CIOHOTEUEHHE, BO3MOXKHA JMapesi, CBA3aHHAs C
HakorieHneM ['Al' B HEpBHBIX KIIE€TKax NHILEBAPUTEIBHOTO TpakTta. C BO3pPAacTOM 4acTo
pa3zBuBatoTcsi 3amopbl. C paHHHUX JIeT OTMEYaeTcs TeNaToCIIEHOMEranus. XapaKTepHbI

IMynno4dHas U rnaxoBas I'PbIKH.
2. JIMarHocTHKA

Juaenosz MIIC || yemanasnusaemcs na ocHOBAHUU COBOKYNHOCMU KIUHUYECKUX OAHHBIX,

Pe3YIbmamos 1a00pamopHo20 UCCied008anus U MOIEKVIAPHO-eeHemuyecko2o ananuza [1-3].
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2.1 ’Kaao0bLI M1 aHAMHE3

e [lpu cOope anamHe3a u kajno0 ciaeayeT oOpaTUTh BHUMAHUE Ha CIEAYIOIIHNE JKaloObl 1

AHAMHECTUYECKUE COOBITHUS:

O

orpy0JieHue 4epT auua

YacThIe PeCIUPATOPHBIC 3a00IeBaHUS
CHIDKECHHE CITyXa

CHIDKEHHE 3pEHHS

TPBIKHU

YXyAIICHUE IEPEHOCUMOCTHU (bl/IBI/I‘{eCKI/IX Harpy30KCJ'Ia6OCTB B KOHCYHOCTAX

TYTOIIOJBUKHOCTb CyCTaBOB
HU3MCHCHUC ITIOXOOKHU

HEJIOBKOCTb MEJIKOH MOTOPUKH

3aJiepKKa [ICUXOPEYEBOro Pa3BUTHUSA

HapyleHUe KOHTPOJIs (PyHKIUI Ta30BbIX OPraHOB
aItHOd BO CHE

HAapymeHHsa CO CTOPOHBI KEITYAOYHO-KUIICYHOI'O TPpaKTa

2.2 duzukajabHoe 00cae10BaAHHE

e Ilpu ocmorpe HeoOXO0IMMO OOpaTUTh BHHMMAHHUE Ha

nposisrenust MIICII:

o

o

o

o

rpyOble 4epThl 1A,
HU3KOPOCIIOCTb,
TYTrOMOJBUKHOCTh CYyCTaBOB,
YMCTBEHHAs OTCTAJIOCTb,
MOBE/ICHYECKUE HAPYILICHNUS,
renaromeranus,
CIUIEHOMETaHus,

MMaxoOBO-MOIIOHOYHBIC U IIYIIOYHBIC T'PBIKU.

OCHOBHBIE  (DM3HKAJHHBIC

OcnosHvle puzukanvhvie nposgieHus 6 sasucumocmu om eospacma oedioma MIICII

Mmoocem eapvuposamu (lIpunoscenue I'l).

2.3 JlabopaTopHas TUATHOCTHKA

e PexoMeHI0BaHO HCCICIOBAHUC CIICKTpa )51 KOJIMYCCTBA 9KCKPCTUPYCMBIX

TITHKO3aMHUHOTIMKAHOB C MOYOH.
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KommeHnTapuu: noxazamenu aeiawomces 8axcuvim nadbopamopuvim kpumepuem MIIC. 'V
nayuernmos ¢ MIIC || muna onpedensemcs nosviuennas konyenmpayusi I'Al" u evicoxuti

YPOoBeHb OepMamancyibgama u 2enapancyivgama e move.

PekoMeH0BaHO oOmpeneneHne AaKTUBHOCTH HWAYpPOHAT-2-Cynb(darasel B  KYJIbType
¢udpoOIaCTOB, U30IUPOBAHHBIX JICUKOIMTOB, IUIa3ME KPOBU JIMOO B MATHAX KPOBH,
BBICYIIICHHBIX Ha (HIBTPOBAILHON Oymare.

Kommenrtapuu: y nayuenmos ¢ MIIC || muna onpedensiemcsa crudxcenue akmusHocmu
uoyponam-2-cynopama3svl.  Jia  UCKAIOYEHU — MHOJNCECMBEHHOU  CYIbhamazHou
HEeOOCMamouyHOCmMu peKOMeHO08AHO OnpedeieHue aKmueHoCmu U Opyeux cyibghamas 8

Kposu (apuncyavghamasel B, apuncyrechamasol A).

PexomengoBaHo MOJICKYJIAPHO-TCHECTUYCCKOC HCCIICAOBAHUC: BBISIBIICHUC MYTaLII/Iﬁ B

rere IDS, kogupyroniem uayponar-2-cynbdarasy.

PexomMeH10BaH OMOXUMHUYECKUI aHAIU3 KPOBHU (OINPEIEIISAIOT alaHMHAMUHOTpaHChepasy
(AJIT), acapraramutoTpanchepasy (ACT), oOuuit u npsiMoit OUITUPYOHH, XOJIECTEPHH,

tpurnunepupl, kpeatuHdodokunasy (KOK), nmakrarmeruaporenazy (JIAI), kanpuwii,

dochop, menounyio docdarasy (LLD).
PeKOMCHZIOBaH KOHTPOJIb O6HIGFO KIIMHUYCCKOI'0 aHaJinda KpOBH, MOYH.

2.4 NHcTpYMEHTAJIbLHAS JTHATHOCTHKA

PexomennoBano npoBesieHue yapTpa3BykoBoro uccienaoanus (Y3M) opranoB OpromiHoit

ITIOJIOCTH, CCIIC3CHKH, ITOYCK.

PexoMeH10BaHO IIPOBEJICHNE PEHTIeHorpaduu cKeyera.
Kommenrapun: npu penmeenonozuueckom uccnedosanuu oemeii ¢ MIIC || sviasnsiomes
Kugo3, degopmupyrowuti ocmeoapmpos mazo0e0peHHbIX CYCMaA8os8, MHOMCECEEHHbIL

0uU30cmo3 u opyeue u3MeHeHusl.

PexomennoBano mnposeneHue snexkrpomuorpapun (OMI) u snextponeripomuorpadpus
(OHMT).

KommenTapumn: ucciedosanue noseonsiem oyenumv @QYHKYUOHANbHOE COCMOAHUE
MbIUEYHBIX MKAHel, Hepeo8 U HEePEHO-MbIUWEYHOU nepeoaiy; CMmuMyIayuoHHas

anekmponetipomuocpagus (DHMI) noszsonsem onpederums coagienue CpeouHHO20
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Hepesa oanice 00 NOAGLEHUS CUMNIMOMOB U QOJIHCHA npoeodumbc;z, HA4yuHasd ¢ eospacma 4-

5 nem esrce2o0Ho.
PexoMeH10BaHO MPOBEJCHHUE ayAHOMETPHH.
PexoMeH10BaHO MMPOBEACHUE HCCaeq0Banns GyHKIUU BHEmHEro apixanus (OBJT).

Pexomennyercs npoeaenue D91
KommeHnTapuu: ocywecmensiom 01 KOHMPONS UBMEHEHUU (QYHKYUU KOPbl 20108HO20

mozea u Zﬂy6uHHblx MO3208blX CMPYKmMyp, CGO€6p€M€HHOlZ OUACHOCMUKU YNUTIENCULL.

PexoMeH10BaHO TIPOBEACHHE MOJIMCOMHOTpa(UH.

KommenTrapumu: 0ns OuacHocmuku  0O6CMPYKMUBHO20 ANHOI CHA  NPOBOOUMCS
noaucomMHocpagus, Komopas no3eojisiem  Onpedelumsv  Xapaxkmep  OblXameibHblX
HapywieHutl (UCKII0YUMb YEeHMPAIbHbIL 2eHe3, C8A3b ¢ eunepmpoghueli adeHouoos,

CcepoeyHoll HeOOCMAMOYHOCMbIO UNU KOMNIEKC NPUYUH).

PexomennoBano mposenenue anekrpokapauorpaduu (OKI) u sxokapamorpaduu (3xo-
KT')

KommenrTapuu:  pecynapnoe  npogedenue  IOKI,  Oxo-KI,  xonmeposckoeo
monumopuposanus  OKI, cymounoco MoHumopuwea —apmepuanvbHo2o — OA6ieHUs.
HeoOX00UMO nayuenmam ¢ OAHHOU NAMONO2Uel, MAK KAK ¢ PAHHe20 803paAcma ) Hux

ommeyaomces cepoedHo-cocyoucmole HapyuleHusl.

PexomeH10BaHO TpOBeZieHHE MarHUTHO-pe3oHaHcHoW Tomorpaduu (MPT) romoBHoro
MO3Ta, IMIEHHOTO OT/Iea.

KomMmeHnTapum: xiunuueckas kapmuna HeEPOIOSUHECKUX RPOAGLEHU U pe3yabmanbl
00beKMUBHbIX Memo0o8 00ciedosanusi He 6cez0a Koppeaupyiom. Pezynemamol
maznummno-pe3onanciou momoepaguu (MPT) zonosnozo mozea nayuenmos ¢ MIIC ne
ABNAIOMCA OUASHOCMUYECKU SHAYUMBIMU 015 OnpedesieHus KOZHUMUGHO20 oepuyuma.
CkpuHuHe Ha KIUHUYecKue U 6U3yaiu3ayuoHHble NPUHAKU KOMAPECCUuu CNUHHO20 MO32d.
Hecmabunenocms  amaanmoaxcuanvho2o cycmasa Mmodcem Oblmb — 6blAGIeHA NpU
penmeenozpaguu  weliHo20 0moena NO360HOYHUKA C HASPY3KOU, OOHAKO  OiA
NOOMEEPAHCOEHUSI KOMNPECCUU CNUHHO20 MO32a 8CAe0CmEUe YMOoauWeHus e2o 000104ex

mpebyemcs nposedenue MPT.

PexomennoBano nposeaeHne kommeioTepHoi Tomorpaduu (KT) rosoBHoro mosra,.
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2.5 IluddepennnanbHas ITMArHOCTHKA

Jlpyeue 6uovl myxkononucaxapuoozos, mykoaunuoos mun I/, eanaxkmocuanuoos,
2AH2TUO3UO03DL, ANbDHA-MAHHO3UOO3, @yKko3u003, MHOJICECMBEHHAS. cynvpamasnas

He0oCmamo4HoCmb , Hequ)eKLlMOHHble nojauapmpumal.

3. Jleuenue

3.1 KoncepBatuBHoe Jevenue [1-3]

e PekoMeHI0BaHO TIpoBeieHHe pepMeHTHOM 3aMecTtuTenbHol Tepanuu (O3T) npenaparom
unypeyisdaza™ (kox ATX A16AB09).
Kommentapun: @37 npoooumcs nocmosuHO, NOMCUSHEHHO, HenpepbieHo & 0oze (0,5
Me/ke 00uH paz 6 Hedenr 8 GUoe BHYMPUBEHHOU UH@Y3UU Ha npomsaxiceHuu 3 4 ¢
MAKCUMANILHOU CKOpOCcmblo 88edeHuss 00 40 mn/u é ycnosusx cmayuonapa. Becv o6vem
npenapama Heodoxooumo passecmu 6 100 ma pacmeopa nampus xnopuoa 9 me/ma (0,9%).
Bpems unghysuii coxpawams ne crnedyem.
@3T noszsonsem 3HAUUMENLHO  VAYYWUMbL  COCMOAHUE NAYUEHMO8, 000UMbCA
VMEHbUIeHUs. pa3mMepo8 Cele3éHKU U NeyeHU, YeeiuyeHus nokazameneu @GyHKyuu
BHewHe20 OvlxaHus, cHudicenus yposueti I'Al" ¢ moue. Ilpenapam me npoxooum uepes
cemamodnyegaruueckuli.  oapvep,  NOIGMOMY  UHQDY3USL  NPOBOOUMCS — uepe3
nepugepuyeckuli Ui YEHMpPAIbHLIL  BEHO3HLILL  OOCMYR U KOHMPOIUPYEMCs
MEOUYUHCKUM NepCcoHanom. Jlewenue npexpawaemcs npu pazeumuu ONACHbIX O
HCUZHU HeAHCEeNAMENbHBIX AGNEHUL.
Ilobounvie s¢hpexmoul: 603MOIHCHA anapurakmuyeckas peaxyus, 3y0, KPAnUSHUYQ,
201108HAsL  OOb, NOBbIUEHUE APMEPUATbHO20  OABJIeHUs, bonu 6 oicusome,
2unep8o3nyouUMocmo.
Mepvi  npedocmopoosicnocmu. Y O0NbHbIX, NPUHUMAIOWUX — UOYPCYAbGHA3Y, MOSYym
NposABUMbCA  UHQDY3UOHHbIE Ppeakyuu, pazeumue KOMopble MONCHO Npedynpeoums
3ameodneHuemM CKOpocmu UH@y3uu Ui ee npepvliéanuem, a Kynupogams — HA3HAYEeHUeMm
AHMUSUCTAMUHHBIX, HCAPONOHUNCAIOUWUX —CPeOCm8, KOPMUKOCMEPOUOO8 8  HUSKUX

003ax unu bema-a2oHucmos uepes Heoynausep.

e Koppekiusi Ccep/IeyHO-COCYIUCTOM HEAOCTaTOYHOCTH, apTEPUATbHON TUIIEPTEH3UU
PEKOMEHIOBAHO MPOBOANTH CTAHIAPTHBIMH METOJAMH JICUCHHS NPUHATHIMU B JETCKOU
KapAHOJIOTUH.

KommenTapuu: no nokasaunusam pewaemcs 6onpoc 0 HeoOX0OUMOCMU XUPYPSUHECKOU

KOppeKyuu.
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JleueHne TOBENECHYECKUX HAPYIICHUH pPEKOMEHIOBAHO MPOBOJUTH COBMECTHO C
TICUXOHEBPOJIOTOM.

KommenTapum: o6wiuno ucnonv3ytomes cedamugHvie cpeocmed, mMpaHKeUIU3amopbl,
KOppekmopuvl nogedenus. Bwibop npenapama, 003upoeka, OAUMENIbHOCMb KVpCa
onpeodensromes  uHOusuoyaivho. Hawunmarom npuem Oaumnwvix npenapamos noo
MUAMENbHLIM  8PAYEOHbIM  KOHMPOTeM 8 YCI0BUSX KPY2LOCYMOUHO20 / OHEBHO2O

cmayuonapa.

[Ipu cuMnToMaTHYECKOM SMUIETICUH PEKOMEH/10BaHbl aHTUKOHBYJILCAHTHI.

KomMmeHTapuu: 003upo6ku  uUCnoawv3ylom MeHvuie CpeoHemepanesmuieckux —Ous
CHUDICEHUsI PUCKA  PA3BUMUSL  BO3MOMNCHBIX —Hedceramenvhvlx 3¢pgdexmos. Iloobop
AHMUKOHBYIbCAHMA  OCYUWECMBIIAIeMC S NCUXOHEBPONIO20M 8 3ABUCUMOCIU Om  8U0d

npucmynoe, JoKajaiusayuu odazca namono2u4ecKol aKmueHoOCm.

[Ipn odTanbMOIOrMYECKUX HAPYIIEHUSX PEKOMEHJOBAHO MPOBOIUThH JIEYCHHE IIO
MTOKA3aHUSM.
KommenTapuu: noobop mepanuu ocywecmensaemcsi Ha OCHOBAHUU PEKOMEHOAYUll no

Jle4eHurv coomeemcmeyrumux HO307102Ull.

Jlnst  opTomenuueckod KOpPPEKIMHM HApPYIICHHMs OCAaHKH, KOHTPAKTYp CYCTaBOB C
HCIIOJIb30BaHUEM HEXUPYPrUYECKUX METOZOB PEKOMEHI0BAaHO [IPUMEHSATD

¢busnonpoueaypsl U OPTONEANUYECKUE YCTPOMCTBA.

IIpy peunaMBUPYIOIIMX OTUTAaX, YacThIX PECHUPATOPHBIX 3a00JI€BaHUSX BEPXHUX
JbIXaTeIbHbIX nyTeit PEKOMEHI0BAHO IIPOBEJCHUE CUMIITOMAaTU4YECKOH,

aHTHOaKTepUaNIbHON Tepanuu.

ITpu pa3BUTHM acCIUPAIIMOHHBIX OPOHXUTOB M THEBMOHHUI KpOMe aHTHOAKTEpHAIbHON U
CUMIITOMAaTUYECKON TEpANUy PEKOMEHI0BAaHO 00ECIIEUUTh NMPAaBUIbHBINA PALIMOH MUTAHUS
ManueHTa.

KomMmenTapum: nuwa oonscna umems 2ycmylo 20MOEHHYIO KOHCUCMEHYUIo, 00bem
00HO20 KOpMIEHUsl 00CEH Oblmb YMEHbUEH, d YACMOoma npuemos nulyu yeeaudeHa 0o
6-8 pas 6 cymxu. Kopmaenue 6011020 HeoOX00UMO npo8oOUmMb MONLKO 8 NOJOHCEHUU
CUOSL.

PekoMenzi0BaHO TmpoBeneHHWE BaKLUMHAIMU [IallHEHTOB IPOTUB ITHEBMOKOKKOBOM,
remMo(unbHON HHMEKIUHA U Apyryue BaKIUHBI.

KommenTapum: yenecoobpasnocms — 00yCl061€eHA — YACMBIMU — PECRUPAMOPHBIMU
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uHgexyuamu.

3.2 Xupypruueckoe Jeuyenue [1-5]

IIpn coobmarormeiics ruaporedanuid PEKOMEHIOBAHO TMPOBEACHUE BEHTPHUKYIIO-
NepUTOHeaIbHOTO IIyHTHpoBaHus namueHntam ¢ MIIC II tuna ¢ mporpeccupyromum
YBEIUYCHUEM JKEIIYAOUYKOB MO JaHHBIM MPT w/mnu moarBepkAEHHBIM ITOBBIIICHHEM
JaBJIEHUS 1epeOpO-CIUHAIBHOMN XuaAKocTH 6omnee 25-30 cMm BomHoro cronba (18-22 mm

pT. CT.).

[To mokazanusiM pu oTCyTCTBUH dPeKTa OT KOHCEPBATUBHOM Teparuu peKOMEH/I0BaHO
MPOBEICHUE APTPOCKONHMH, XUPYPrHUEcKas 3aMeHa Ta300eIpeHHOr0 WM KOJIECHHOTO

CycCTaBa, UCTIPABJICHUE OCU HUKHEH KOHEYHOCTH.

CIlaBJIeHI/Ie CIIMHHOTO MO3ra IIpUBOAUT K H606paTI/IMI)IM HEBPOJOTHUYCCKUM
HapylmcHusAM, IIO3TOMY IHpH 1OABJICHUHU TEPBbBIX CHUMIITOMOB PCKOMCHIOBAHO
pacCMaTpuBaTb BOIIPOC O ,HGKOMHpeCCpr}OH_Ieﬁ OoIcpan 10 IOABJICHUSA BBIPAKCHHBIX

HApYLICHUU.

[TaneHTaM C€ COXpAaHHBIM MHTEIUICKTOM M HapylleHHeM (YHKIMM KUCTeH WU C
HapylIeHHMEM HEpBHON mpoBoauMocTH 1o pesyiabTaram OHMI pexomeHnnoBaHa
orepanus AeKOMIPECCHH HEPBHBIX CTBOJIOB, KOTOpAsi MPUBOJIUT K OBICTPOMY CTOHKOMY
yay4iieHuto ¢yHKuuud. YactoTa penuauBOB KapHaJbHOTO TOHHEIBHOIO CHHIpOMA Y
nagueHToB ¢ paszauuHeiMu - Ttunamu  MIIC  HeuwsBecTHa. Ilockonpky moBTOpHas
KOMIIpeCCHsl ~MEIMAaHHOTO HEpBa  BCIEACTBHE  pYOIEBaHUS WM  OTJIOXKEHHUS

TTMKO3aMHHOTJIMKaAHOB BO3MOJKHA, HCO6XOI[I/IMO MpoaoJIKaTb Ha6J'IIOI[eHI/I€.

PeKOMeHI[yCTCH pPacCcMOTPEThL BOIIPOC MMPOBEACHUA XUPYPIUUCCKOT0 BMCIIATCIILCTBA IIPU

TOPIIUAHBIX K KOHCCpBaTHBHOﬁ TEpaIrInu pCuuJNBUPYIOIIUX OTUTAX.

4. PeaOnauranus

Iayuenmy ¢ myxonoaucaxapuoosom Il muna gusuomepanesmom u epavom-JIOK

paspabamuléaemcsi UHOUBUOVAIbHBIU KYPC peaduiumayui, KIOYAOWUL MACCaxc, i1e4eOH)Io

Quskynemypy, @uzuomepanesmuieckue npoyeoypvl (MAcHUMOMepanuro, mepmomepanuio,

VOApHO-8OIHOBYI0 Mepanuio, Memoo OUOI02UYecKol 0OPamHOl C653uU U Opyeue npoyeoypul).

Peabunumayuonnvie  kypcor  (maccaxc, JIPK, ¢usuonpoyedypvl,  ncuxonoco—

neoazo2u4eckas I’lOMOI/b;b) HceaamelbHo npoeodumz) 6 YCI06UAX OHEeBHO020 cmayuonapa

npoeooumcsa ¢ dacmomotui 3-4 paza 6 200, OIUMENbHOCMb — ONpeoensemcs MmMANCeCMblO
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COCMOSIHUSL U OMBEMOM HA NPOBOOUMbBLE MEPONPUSINUSL.

IIcuxonozo-nedazozuueckas nomouib

Ilposooumcss 6 Komniekce peadbunumayuonnvlx meponpusmuil. Koppexyuonno-
neoazozuyeckoe 8030elCmeue Onpeoensemcss 8 3a8UCUMOCIU Om MANCeCmU U OAUMeIbHOCU
meuenust 60e3HU, CMPYKMYPbl HAPYULeHUll 300p08bsl, CeneHU Hedopa3sumus No3HA8Ame b HOU
O0esimenbHOCU, MUNA SMOYUOHATLHO20 peasuposanus, 0cobeHHocmell nogedeHusi pebeHKA.
Brouenue koppekyuonHo-nedazo2uieckoeo conpoBoNCOeHUs 8 KOMNIEKC 80CCHMAHOBUMENbHBIX
Meponpusimuil obecneuusaem OONOJHUMENbHYIO OYEHKY OUHAMUKU NCUXUYECKO20 PA36UMUSL KAK
00HO20 U3 BAJICHBIX NOKA3amenel COCMOSHUL 300P08bs, Nogvluidem phekmusHocms
mepaneemu4eckux eMeulamenbCcmes, CHUMNCAem 3KOHOMUYecKkoe Opems OAHHOU NAMONOUU 34
cuem  coyuanuzayuu  NAYUEHMO8 U  COXPAHEHUs  NCUXONOSUYECKO20  NOMEHYUdla
mMpyOOCnOCOOHbIX UIeHO8 CEMbU.

Hannuamuenas nomoussp

Heobxooumo oxazanue ececmoponneii. nomowju (MeOUYUHCKOU, NCUXOCOYUATbHOU U
MaAmMepuanibHol) 0emsam ¢ HeusneduUMblMU OSPAHUYUBAIOUUMU CPOK JHCU3HU 3a001eeanusmu. B
COCMA8 NALTUAMUBHBIX CIYIHCO 6X00SIM PAYU, MEOUYUHCKUE CeCMPbl, NCUXON02U U COYUATbHbLE
pabomuuku. Hecmompsi Ha msdicenoe cocmosuue U NOCMOSHHYIO NOMPEOHOCMb 8
MOHUMOpUH2e, 6Ce NAYUEHMbL NPEUMYUJeCMBEHHO HAX0OAMC 00MA 6 Kpy2y C8oell ceMbU U
opyzeti. OCHOBHOU yeavlo pabomvl NALIUAMUBHLIX CAYIHCO 5618emcs  Co30aHue 8cex
HeoOX00UMbIX YClo8Ull 01l 0OecneyeHUs: HaxoHCOeHus: OOIbHLIX 8 OOMAUIHUX VCI08UAX, d He 8
CMeHax J1e4ebHO20 YUPedCOeHUsl, YUMo NO360J5em He MOJbKO VIAVYUUMb KAYeCmeo MHCUSHU
OONBHBIX U UX ceMell, HO U CYUeCMBEHHO CHU3UMb 20CYOAPCMBEHHbLEe 3ampamsl Hd NOCMOSHHOE

CMayuoHAaApHoe jledeHue maKkux nayuermoe.

5. IllpodpunakTuka U AMCHIAHCEPHOE HAOIIOIeHUE

5.1 IpodbuaakTuka

Cembsam c bonbHBIMU oembmu PEeKOMeHOYemcsl MeOUKO-2eHeMUYecKoe
KOHCYTbMUPOBAHUE C YENbl0 PA3LACHEHUS. 2eHemu4ecko20 puckd. Bce cvinogvs 601bHbIX C
cunopomom Xaumepa — 300poebvi, 8ce 0ouepu SGIAIOMC OONUSAHMBIMU HOCUMETbHUYAMU
Mymanmmuoeo 2ena. Pexomenodyemcsi ob6ciedosanue poOCmeeHHUKO8 N0 MAMEPUHCKOU TUHUU C
yenvio GuIAGIEHUS HOCUMENbHUY 3a00/1e8aHus, a makice OONbHbIX MYHCCKO20 NOAAd HA

OOKIUHUYECKOU UMY PAHHEl Cmaouu 3a00e18aHUs.

Ilpeonoumumenvuvimu mMemooamu 01 NPOBEOCHUs. NPEHAMANbHOU — OUACHOCMUKU

AGNAIOMCA MOJEKYIAPHO-2eHenMuiyecKue - uccnedosanue ,ZZHK- buonmama B0pPCUH XOPpUOHA HA
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9-11 meodensax oOepemennocmu. Taxoice 603modcHO onpedenenue Al 6 amHuomuueckoll

arcuokocmu Ha 18-22 nedene bepemeHHoCmu.

5.2. Mouutopuur cocrogaus aerei ¢ MIIC

3abonesanue umeem mMynbMUCUCIEMHYIO NPUPOOY U Heobpamumble, npocpeccupyroujue
KAUHUYECKUe NPOSBIeHUs, YmMO 00)Cl08IUusaem HeodXo0UMOCMb HAONO0EHUs. He MOJIbKO Y3KUMU
cneyuanucmamy  (OMOPUHONAPUH2ONI02AMU,  XUPYP2AMU-OPMONeOamMy,  OQmanbMoI02amil,
Kapouono2amu, NYIbMOHOLO02AMU, He8PONamono2amu, CMoMamono2ami), HO U
Quzuomepanesmamu, 1020n€OAMU, NCUXONO2AMU U PAOOMHUKAMU NALTUAMUEHBIX cyxco [1-5].

Tlayuenmul ¢ 0anHotl HO30102Uel QONNHCHBL NOCMOSIHHO HAXOOUMbCS NOO HAOII00eHUeM,
1 paz 6 6-12 mec. (8 coomeemcmeuu ¢ MsHCECMbIO COCMOSHUSL) NOKA3AHO KOMNIEKCHOE
obcnedosanie 8 MHO2ONPOMUIbHBIX CIMAYUOHAPAX. JIIUmenbHOCIb HAX0NHCOCHUSL 8 CIAYUOHADE
/ onegnom cmayuonape 21-28 oneil.

Habniooenue nayuenmos ¢ MIIC I sxnouaem evisigeHue OCIOHNCHEHU OCHOBHO2O
3a001e6aHUSL U CONYMCMBEYIOUWUX COCTOSHUIL.

Habniooenue 6onvubix no mecmy oicumenvcmea (6 amOy1amopHO-HOIUKIUHULECKUX
VCA08UAX) OO0JHCHO ocywecmensimocs nocmosinHo. Habnwooenue nayuenmos ¢ MIIC 11
BKIIIOUAEN BbISGNICHUE OCIONCHEHUL OCHOBHO20 3A001e8aHUsl U CONYMCMEYIOWUX COCMOSHULL

(IIpunooicenue 12).

6. I[OHOJIHHTCJI])H&H HH(l)OpMaIII/lﬂ, BJINAIOIIAsA HA TCYCHUE U UCXO0/

3a00J1eBaHUsI/CHHAPOMA

6.1 Oco0EeHHOCTH AHECTE3HOJOTHYECKOr0 Mocoous

IIpu mnpoBeneHun oOmEell aHecTe3MH HEOOXOAMMO TIOMHUTH O BBICOKOM pHCKE
KOMIIPECCUU CIIMHHOTO MO3ra BCJEICTBHE HECTAOMIBHOCTH aTJIAHTOAKCHAJIBLHOIO CYCTaBa.
Kopotkas mes, orpaHu4eHe NOABUKHOCTH HUYKHEN YEIIFOCTH, YBEIIMYEHUE S3bIKA, BBIPAXKEHHAs
runeprpodus  ajeHOMWJOB M MHUHAIMH  CO3JAl0T  OpoOjeMbl HpU  MIPOBEIECHUH
aHEeCTe3MOJIOTHYECKOr0 MOCOOUs, MOITOMY HPEANOYTEHUE CcIelyeT OTAaBaTb MECTHOMY HIIU
peruoHanbHOMy 00e3001uBaHuI0. [laneHT nmpenBapuTeNbHO KOHCYIBTHPYETCS KapIuOJIOroM,
OTOPUHOJIAPUHT0JIOTOM, aHECTE3UO0JIOTOM, HEBpONaToaoroM. O0s3aTeNbHO IPOBEJCHHUE TOJIHOIO
KapIMOJIOTHYECKOro 00CIeI0BaHuUs, TOJIMCOMHOTpadUu (JUIs BBISIBICHUS CTENIEHH JIbIXaTEIbHbIX
HapyLIEHU), TP HEOOXOJUMOCTH - SHJOCKOIUU HOCOTJIOTKM M KOMIIBIOTEPHON TOMOTpaduu
nerkux. OnepaTMBHOE BMEIIATENBCTBO C aHECTE3He HeOoOXOIMMO TMPOBOJUTH B KPYIHBIX
MEAMIMHCKUX LeHTpax, umerommx OPUT, tak kak mHTyOanus u mocieayromas sKcTydanus y

TAKHUX MMAIMUCHTOB MOKCT BbI3BATh 3aTPYAHCHUA.
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6.2 Ucxoabl M IPOTrHO3

[IponoxkuTeNnbHOCTS KU3HU cocTaBisgeT npumepHo ot 10 mo 15 ner. Kak mpasuio,
IIPUYMHON CMEPTU SBIIOTCS CEPACYHBIC M PECIUPATOPHBIE OCioXKHEHM. IIpu sTtom y psana
MAalMEeHTOB OMUCAHBI cllydan 0oJiee MPOIOJDKUTENbHOM Ku3HU: 10 50-60 ner.

KpMTepnn OIICHKU KaYecTBa MeIII/IHHHCKOﬁ nmoMomu

Tadauna 1 - Oprann3anmoHHO-TEXHUYECKUE YCIOBHS OKa3aHUsI MEIUIIMHCKOM TTOMOIITH.

. Crnenpanu3upoBaHHas MEAUITUHCKAS TTOMOIIb
Buja MeTHIMHCKON TOMOIIH

Yci0BuA 0Ka3aHUA CranuoHapHo / B JHEBHOM CTaIlIOHAPE
MEINIUHCKO MOMOIIH

dopma oxkazaHus [1nanoBas

MeIULNHCKOI MOMOIIH

Ta6auna 2 - Kpurepuu kadecTBa OKa3aHUs MEIUITMHCKOM ITOMOIITH.

YpoBeHb JOCTOBEPHOCTH
JI0Ka3aTeIbCTB U
Ne Kpurepuii y0eauTenbHOCTH
PEKOMEHIalNil — HU3KUI
(koHCEHCYC KCrepToB - D)

BerimoniaeHo orpesesieHue AKTUBHOCTHHIypOHAT-2-
cynbdartazsl B KyinbType (uOpoOsiacToB, H30JIMPOBAHHBIX
JCHKONMTOB, MO0 B TMATHAX KPOBH, BBICYNICHHBIX Ha
1 | dunpTpoBanbHON Oymare W/winu MoJEKylIsIpHO-reHeTrnueckoe | D

HCCIIENOBAHUE (BBISIBJICHUE MyTarui B reHe
IDS, xoaupyromeM uaypoHaT-2-cyiabdaTazy IpHu IOCTaHOBKE
Marsosa

BeimonneHo Ha3HaueHue (EpPMEHTHOM 3aMeCTHTEIbHON
o | Tepamuu ¢ NpHUMEHEHHEM uaypcyiabgaszsl  (kog ATX

A16AB09) IETSIM C  YCTAaHOBJIEHHBIM  JUarHo30M D
Myxononucaxapunosa Il Tuna 0,5 Mr/kr exxeHeieNbHO.

3 BrimonmHeHO onpeseieHne TIIMKO3aMUHOTIINKaHa MOYH, €CITU D
HE MPOBOJIUJIOCH B MPEIIIECTBYIONINE O MECSIIEB

4 Beimonmnena »sxokapamorpadus, €CIM HE IMPOBOIIIOCH D

MNpeaAICCTBYIOIINC 6 MCCALICB

Bremonueno OMpPECACIICHUC PA3MEPOB MECYCHHU U CCIIC3CHKU I10
5 JaHHBIM YIBTPA3BYKOBOTI'O HUCCICI0OBaHUs, CCJIn He | D
MMPOBOANIIOCH MOCIICAHHNC 6 MECAIICB

BrinonaeHo YIBTPA3BYKOBOC UCCIICAOBAHUC IMOYCK, CCIIM HE

6 MIPOBOJIUJIOCH B TIOCTIeHUE 12 MecseB D

7 Bremonneno aNMeKTpodHIIeamorpaMma, eclim HE |
MIPOBOJIUIIOCH B TIOCIICTHUE 6 MECSIICB

8 Brinmonnena anektpokapauorpadus, €civ He TPOBOAMIOCH B D
nocjienue 6 MecsIeB

9 Brimonnena peHrrenorpadus OpraHoB TPYAHON KIETKH, €CITH D

HE NMPOBOJIMIIACH MOCIeIHNE 12 MecsIEeB

BrimmontHeHa MarHUTHO-pE30HAHCHAss TOMOrpadus IMmeiHHOTo
10 | oTnena MO3BOHOYHHKA, €CIM HE MPOBOAMIOCH B mocneanue | D
24 mecsiueB
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Beinosnnena KOMIIbIOTEpHAsI ToMOrpadus WIN
11 | MarHuTHOpE30HAHCHAsA TOMOTpadusi rOJOBHOTO Mo3ra, eciu | D
HE NMPOBOJIAIIOCH B MOCieTHHE 24 MECSIIEBR

Brinonneno orpeaeNeHue CKOpPOCTH HEPBHOU

12 | mpoBoMMOCTH, €CId HE MNpoBOoAWIOChH mnociuennue 12 | D
MeECSIIICB

13 BrimonnHeHo omnpeneneHrue (QYHKIMM BHEITHETO JIBIXaHUS, D
€CJIM He MPOBOAMIOCH NociieiHue 12 MecsiieB

14 BrimontHeHa monucoMHOrpadusi, €clii  HE IPOBOJIUIACH D
nocieanue 12 mecsues,

15 BrimontHeHa peHTreHorpadus ckenera, eclii He IPOBOIUIaCh D
rnocieanue 12 Mecsien

16 BrimontHeHa aynuoMeTpus, €Clid He MPOBOJIUIIACH TTOCTCTHUE D
12 MmecsiieB

17 BrimiontHEHa ~ KOHCYJbTallUsl  BPaduoM-KapIHOJIOTOM  IPH D

HaJIMYWH I1aTOJOT N Cep[[e‘-IHO-COCY,Z[I/ICTOf/'I CUCTCMBI

BrimiosTHeHa KOHCYJIBTAlMS BPAv4OM-OTOJIAPHHTOJIOTOM TIPH
18 | nanuuyuu matonoruu co ctoponsl JIOP-opranoB /Bepxuux | D
JIBIXATEJIbHBIX MyTeH

BeinmonHeHa  KOHCyJbTalMst ~ BpayOM-HEBPOJOTOM  IpHU
19 | HanMYMKM TATONOTUM CO CTOPOHBI IEHTpaJbHOW HepBHOHU | D
CHUCTEMBI

BrInonHena KOHCYJIbTalMs Bpa4yOM-OpTOIIEI0M IIPU HAIMYUH D

20 HaTOJIOTUU CO CTOPOHBI OOPHO-ABUraTeIbHOIO anmnapara

21 BrinonHena KOHCynbTalusl BpauyoM-XUPYProM NpPHU HAIWYUH D
aTOJIOTUH, TPEOYIOLIEH XUPYPrUYecKoro BMEIaTeIbCTBa

) BoinonHena KoHcynbTanus BpavyoM-OPTaJIbMOJIIOIOM IpU D
HAJIMYMY NATOJIOTUU 3PEHUS

23 BpinonHena KOHCyJbTalUs Bpa‘-IOM-HyJII)M(lHOJIOFOM IpH |
HAJIMYMU NATOJIOTUHU CO CTOPOHBI JIbIXaTEIbHON CUCTEMBI

24 BoinonHeH S-TUMHUHYTHOrO TecTa C XOJbOOW, eciu He D

IMPOBOANJIICA TTOCJICAHUC 6 Mmec.

Brimonnen OMOXHUMHUYECKUN aHaIn3 KpPOBH
(amanunamuHOTpaHc(depaza,  acmapraramuHOTpaHcdepasa,
o0mui U npsiMoil OUIMPYOUH, XOJIECTEPHUH, TPUIIIULEPUIBI,
25 | makTatneruaporeHasa, KkpeaTuHpocdokunaza, | D
JaKTaTAETUAPOTeHU3a,  Kanblui, ¢docdop,  menouHas
docdaraza), eciu He TPOBOIWICS B MPEAIIECTBYIOIIHE 6
MecsI1IEB

Cnucok aureparypsl

1. Scarpa M, Almassy Z, Beck M, Bodamer O, Bruce 1A, 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 1l: 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 I.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.

Ipunoxenne Al. Cocras pado4eii rpynnbi:
BapanoB A.A. akagemuk PAH, mpodeccop, n.m.H., Ilpencemarenr HWMcmonkoma Corosa
neauarpos Poccum.
Hama3zoBa-bapanoBa JI.C. akamemuk PAH, mpodeccop, a.M.H., 3amectutensd [Ipeacenarens
Ucnonkoma Coro3a neauatpos Poccun.
Kyues C.U., wi.-xopp. PAH, n.m.H., wien npaBnenust Poccuiickoro o0miecTBa MEIUIIMHCKIX
TE€HETUKOB
Kysenkona JI.M., npodeccop, 1.M.H., uineH Coro3a neauarpos Poccuu
I'eBopksin A.K., k.M.H., unen Coro3a neauarpos Poccun
Bamaxmanze H.Jl., k.m.H., uien Coro3a neauarpoB Poccun
Cemsiukuna A.H., 1.M.H., wieH npasnenus Poccuiickoro o6mecTBa MEAUIIMHCKIX T€HETUKOB
Muxaiinosa C.B., 1.M.H., uieH npasienus Poccuiickoro o6mecTsa MEAUIIMHCKIX T€HETUKOB
CasoctbsinoB K.B., x.0.H., wien Coro3a neguatpoB Poccun
ITIymxkos A.A., k.0.H., wien Coro3a nenuatpoB Poccun
Bocko6oena E.JO., k.M.H., wied Poccuiickoro oo1mecTsa MEJUIMHCKUX T€HETUKOB
3axaposa E.FO., 1.M.H. uien Poccuiickoro o61ecTsa MEAUIIMHCKIX T€HETUKOB

Bummnena E.A., x.M.H., unieH Coro3a neguatpos Poccun

ABTOpBI NOATBEP:KIAT OTCYTCTBHE (PMHAHCOBOH MOAACPKKH/KOH(JIMKTAa HHTEPECOB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Ipuiaoxenue A2. Metomos10orusi paspadoTku KINHUYECKUX PEKOMeH Al

HeneBast ayiuTOpUs JAHHBIX KIMHUYECKUX PEKOMEHIALMIA:
Bpauu-nerckue kapamosiory;

Bpauu-nynsmoHon0rY;

Bpaun-neauarpsi;

Bpauu o0mieli BpaueOHON MPaKTUKKU (CEMEHHBIC Bpayn);
Bpauu —reneruxu;

Bpaun- 3H10CKONUCTHI;

Bpauu- penrrenosnory;

Bpauu pyHKIIMOHAIBHOIN TUAarHOCTUKY;

© © N o gk~ w DN E

Bp ayu- JCTCKUEC CTOMATOJIOI

[EEN
o

. Bpaun- nerckue xupypru

[EEY
[EEY

. Bpatm ACTCKUEC aHECTC3UOJIOTN-PCAHUMATOJIOT U

[EEN
N

. Bpa‘II/I-,I[eTCKI/IC HCBPOJIOT'U;

[HEN
w

. Ctynentsl MmeauuHckux BY3o0B

[EEN
N

. OOyyaromuecs: B OpIMHATYPE U UHTEPHATYPE

KnuHudeckne pekoMeHJalMu CO3JaHbl Ha OCHOBAaHWM CHCTEMATHUYECKOTro 0030pa
autepatypsl 1992-2013 rr. Medline (Pubmed version 1992-2013 rr. ), Embase (Dialog version)
u Cochrane Library databases, ¢ wucHojap30BaHHEM  CO3JAHHBIX  IPOTOKOJIOB
(Mucopolysaccharidosis type 1I: 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 1) disease through the Life Saving Drugs
Program McGill J, Goldblatt J et all.).

Mykononucaxapudo3vt OMHOCAMCA K PEOKUM HACIE0CMEEHHBIM 3A001€6AHUAM, YMO
UCKIIIOYAEMm B03MOMCHOCHbL RNPOGEOeHUsA OO0NbUIUX KO2OPMHBIX U DPAHOOMUSUPOBAHHBIX
KOHMPOJIUPOBAHHBIX UCCIEO08AHUIL U O CO30AHUA NPOMOKOI08 OUAZHOCIMUKU U Mepanuu
UCRONBL3YIOMCA JTUWL mMeMamuieckKue Uuccle008anus IKCnepmos, OnyoO1UKoGAHHble 6

nocaeonue 06a oecamujiemus.
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IMpunoxenune A3. CBsi3aHHbIEe JOKYMEHTbI OPSIKH U CTAHAAPTHI OKA3aHUS

MeJUILMHCKON MOMOIIH
Hopsaku oxkazaHusa MeIUIIUHCKON MOMOIIN:

1. Tlpuka3z MuHHCTEpCTBa 37PABOOXPAHCHHS M COIMAIBHOTO pa3BuTus PD ot 16 ampens
2012 r. N 366H "OO0 yrBepxkaenun [lopsiaka okazaHus eauaTpUIeCKON moMoru'")

2. Ilpukaz Munucrepcra 3apaBooxpaHenus PD "OO6 yrBepxaenun Ilopsinka okasaHus
MEJIUIIMHCKOW TOMOIIM OOJBHBIM C BPOXIEHHBIMU W (WJIM) HACJIEICTBEHHBIMU
3aboneBanusaMu" ot 15 HosOps 2012 r. N 917h).

CrangapTbl OKa3aHUSA MeIUIUHCKONH MOMOIIIN:

1. Ilpukaz MwunzapaBa Poccum ot 09.11.2012 N 7911 «O6 yrBepxaeHuu CraHmapta
CIIEMAJIM3UPOBAHHON MEIUIIMHCKON ITOMOILHM JETAM IIpU Mykonoaucaxapunose Il tuma»

2. Ilpukaz MumzapaBa Poccum ot 09.11.2012 N 790n «O6 yrBepxacauu CraHmapra
CIIELIMATIM3UPOBAHHON MEIULIMHCKON MOMOIIM JIETAM IpU MyKonoaucaxapuaosax I, IV
u VII tunosy.

3. Ilpukaz MwunzgpaBa Poccum ot 09.11.2012 N 834n «O6 yrBepxkaeHun CraHmapra
CIIEIUATU3UPOBAHHON MEIUIIMHCKON TOMOIIM JETAM TpH MyKomosimcaxapuaoze VI

THUIIa»
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Hpunoxkenue b. Aaroputm Beaenusi nauuenta ¢ MIIC Il Tunma

MauueHT ¢ cumntomamu |l Tuna

\ 4

[lnarHocTuka

KoHcynbTaumsa
NpouIbHOro
cneuunanucTa

JA

[wvarHos
noaTBeDXaeH?

Ha3HayeHne O3T B
CTaumoHape

!

ECTb nokasaHus K
CUMMTOMATUYECKOMY
neyeHno?

MOHUTOPUHI
COCTOSIHMSA
nauueHToB,
nony4arowmx 3T

CuMmnTOMaTU4eckasa Tepanus

HET

Peabunutauus

MNoka3zaHa koppekumsa ®3T?
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Ipunoxenue B. Uudopmanus 11 NaUMEeHTOB

Peakiuu ponureneit u 6au3kux Ha nuarHo3 "Mykornonucaxapuao3" pasHsaTCs.

B nepBblii MOMEHT 3TO MOXKET ObITh OOJIer4eHue, OCOOEHHO €CIIM POAMTENN OLIYTHIIH,
4TO C MX peOEHKOM HE BCE XOPOIIO, U MEUYTCS OT JOKTOpA K JIOKTOPY, MBITasICh Y3HATh, UTO K€
He Tak. [loHsATHO, uTO AuarHo3a "Mykononaucaxapuao3" HUKTO HE JKEJIAeT, HO B CaMbli IIEpBbII
MOMEHT POJUTEIN MOTYT HEMHOI'O YCIIOKOMTHCA - BEJb UX PEOCHKY ITOCTaBUIM JMArHO3, a pa3
TaKk, TO SICHO, B KaKOM HalpaBle€HUU Hano Oyaer uaru janepiie. OnHAKO, OYEHb CKOPO
HACTYyIaeT MOHUMaHKE, YTO HE BCE TaK MPOCTO. YTO JeueHHs TaKOTro, YTOObI HCLEIHIO peOeHKa
cpa3y, HeT. bOJIbIIMHCTBO POAUTENEH HCIBITHIBAET HENPEOJI0JIMMOE YYyBCTBO OIYCTOLIEHMS, a
3aTeM MPOXOAT Yepe3 BCe CTalUu Meyay.

IIpoxoast 4epe3 3TOT CIOXKHBIM NEpUOJ, OYEHb BaKHO MMETh Hajexay. OueHb BaKHO
Oo0IIaTBCS C CEMBSIMH, B KOTOPBIX €CTh IOJOOHBIE MPOOJIEMBI, W3ydaTh WH(POPMALHUIO O
3a00JIEBaHUN U CONYTCTBYIOIIMX €My acrnekTax. [lomMHuUTe, 4TO MeIuIMHA HE CTOUT Ha MECTE,
pa3pabaTbhIBalOTCd HOBBIE W Pa3BUBAIOTCS CYIIECTBYIOLIME METOJbl JIEYEHHS, UTO BEAET K
yIy4IIEHUIO KauecTBa ku3HU. [lomHure, yto BB - HE 0/1HU.

[Ipusnaku Mykononucaxapyuao3a U3MEHSIOTCS B IIMPOKHUX Ipefenax OT OONbHOIO K
0onpbHOMY. VY MALMEHTOB NPOOJEMBl C CEpILEM, JErKMMH, IUIIEBAPUTEIbHON CHCTEMOM,
KOCTHO-MBIILIEYHOT'0 ammapara M IOpaXEeHUsIMH Mo3ra, MHorue ¢ MyKomnonmucaxapuao3oM
UCIBITHIBAIOT O0JIbINE OOIH, YeM OOBIYHBIE JIFOIH.

B pannem perctBe aetm ¢ TspKenoi ¢opmolr Mykomonucaxapuao3a MOTYT OBITH
TUIEPAaKTUBHBIMU, CUJIbHBIMHU, OOBIYHO BECEIBIMU, HO OYEHb OBICTPO YTOMIISIEMBIMU. Y HHX
3aHMIKEHA CTENEHb KOHLIEHTPALIMM BHUMAaHUS, UX WHTEIUIEKTYaJIbHBIM BO3pacT HMXKE BO3pacTa
¢usnueckoro pazButus. Takoll peOEHOK MOXKET, HAlpHMep, 3arlepeTb JBEepb BAaHHOM, HO
HECIOCOOEH MOHATh, KaK BBINTH 00paTHO, Jake KOT/a B3pOCIbIi MHOTO pa3 eMy 00bsicHUT. OHU
JTO0ST rpyOble pa3pyLIUTENbHBIE UTPbI, CO3JaHUE IIyMa U pa3OpacblBaHUE UTPYIIEK AJs TaKUX
JeTOK ckopee urpa. OHM MOTYT HE CO3HaBaTh ONACHOCTEH, yNpsSMbl U HEAUCUUIITMHUPOBAHHBI,
MOCKOJIbKY 3a4acTyl0 IIPOCTO HE MOTYT MOHSATh, YTO OT HUX TpeOyercs. HekoTopele 1eTn MOryT
MMETh BCIIBILIKM arpecCUBHOIO MoBeaeHus. HekoTopble MOTyT Kakoe-TO BpeMs IOJIb30BaThCs
TyaJleTOM, HO OOJIBIIMHCTBO IOJIb3YeTCsl MOATYy3HUKaMu. PoautensM Takux jAerel
npo0JieMaTUYHO TMPOCTO BhIcTaThesa. OHUM HE JOJKHBI CMYIIAThCS CIpalluBaTh COBETa Yy
JIOKTOPA TI0 TIOBO/IY PACTOPMOKEHHOCTH peOeHKa U KOPPEKTUPOBKHU €T0 MOBECHUS

Hetn c nerkod  ¢GopMOil MyKOMOJMCaxapuao3a, Kak NpaBUiIO, TOJHOCTBIO He
OTIIMYAIOTCSI B TOBEACHUM OT 3[0pOBBIX JeTeidl. BpemMss oT BpeMeHM OHU MOTYT OBbITh
HEeC/JEep)KaHHBIMU OT paccTpoicTBa, Korjaa HMX (U3MUECKHe OrpaHWYEeHUs JelaloT KHU3Hb

pr,[[HOﬁ. Hano Bcsuecku IOOIIPATH NPOABJICHUAM UX CAMOCTOATCIIBHOCTH.
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[ToxpocTKkoBbIe TOABI A TAKUX JAETEH MOTYT OBITh OCOOCHHO TPY/IHBHI.

Heo0X0uMa IMMOMOIIlb, TOHUMaHue, 000 IpeHre, XOpoIliee U J00poe CIOBO.

HNm mpocto
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Ipuaoxenue I'l. Knunnyeckue cumnrombl cunapoma Xanrepa (MIIC 11

THIIA)
Cucrema Cumnrom Hoso Minanenne! | leru | IlonpocTku
PO JICHHBIE
CepaeuHo- Kapanomuonarus - + + +
cocynucras YroneHnue CTBOPOK | - ++ +++ | +++
KJIAIIAaHOB
HHC Hapymienne nosenenus - - ++ ++
IlepBuKanbHast MUENIONATHS | - - ++ ++
['unpouedanms - ++ ++ ++
3ajepKKa U OTCTaBaHUE B | - ++ +++ | ++
pa3BUTUHU
Cynoporu - + + ++
Hapymenue rnoranus - + + +
IInmesapu- [unapes - + + +
TeJbHas ['enarocmieno- - ++ +++ | +++
cuctema MeTrajus
Opran cinyxa CHIKeHHe ciyxa - ++ ++ ++
PeuuauBupyronmii cpeqHuii | - ++ ++ ++
OTHUT
Opras 3peHus Jluctpodus ceruaTku - - + +
CkenerHo- HectabunpHOCTh aTiaHTo- | - + + +
MBILLIEYHAS OKI[UIIUTAJILHOTO
COUJICHEHUS
TyHHENbHBIM  KapIaJIbHBIA | - + ++ ++
CHUHJPOM
['pyOble uepThl nuNA - ++ +++ | ++
Hucmmazus ThC - + ++ ++
MHOKECTBEHHBIN IU30CTO3 | - + + +
I'pbixn - +++ +++ | ++
KOHTpakTypsl CycTaBoB - +++ +++ | +++
Kudos - + ++ +
Makpornedanus - +++ +++ | ++
JbixaTenpHas OOCTpYKTUBHOE aIllHO? BO | - ++ +++ | +++
CHE
PectpuxtuBHOE - + + +
3a00JIeBaHNE JIETKUX
OO6cTpykiust BEPXHUX | - ++ +++ | +++
JIBIXaTeJIbHBIX MyTel
Cnennans- Jlepmaran cynbdar B Mmoue | 11 1N ™ ™
Hele jaboparop- | ['emapaH cynbdar B Mode " " ™ "
HBIC TECThI AxrtuBHocts  Wpyponat-2- | |]] Ll WL L
cynbdaTazbl
Oo6mue I'AT" B Moue " " " "
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Hpuiaoxenue I'2. Monutopunr nanuenToB ¢ MIIC II Tuna
HaGmronenne OONBHBIX IO MECTY JKHUTEILCTBAa (B aMOyJaTOPHO-TIOTMKINHUYECKUX
YCIIOBHSX) JIOJDKHO OCYIIECTBIISATBCS IMOCTOSHHO. JlabopaTOpHbIE W HHCTPYMEHTAJIbHBIC

o0cIieZIoBaHUS U PEKOMEHIyeMasi 4acTOTa MX MPOBEACHUS MTPEICTaBICHA B TaOIHIIE.

Tabnuna - Meponpusrtus moautopunra nereit ¢ MIIC |l tuma
Hccnenosanus IlepBonauanbHas Kaxnpie 6 | Kaxasie 12 | OnuH pa3
OlICHKA Mec Mec B 2 roga

IloaTBep:KICcHHE IMATHO3A

AHamHe3 00J1e3HI

Kumnnuveckuii ocMoTp

Pocr, Bec, OKpy>KHOCTb 'OJIOBBI
BBIHOCITHBOCTD

Ouenka HHC

Kommerotepuass tomorpadus wmu MPT
TOJIOBHOT'O MO3ra

Koruurussoe Tectuposanue (DQ/IQ)?
CKOpOCTh ~ HEPBHOW  MPOBOJUMOCTH/
SMI

Ouenka ciayxa

AynuomMerpus X | X |
Ouenka 3peHns
Octpora 3peHus

sl didle
altadle

>
»

|

| A
oA

OCMOTp TJIa3HOI'O JHa

HccenenoBanue poroBullsl X X
JbIxaTejibHas cHCTEMa
OBJ]
HcciienoBanne cHa/moIucoOMHOrpadus
Oo6cienoBanue cepueqﬂo-cocynnﬂoﬁ
CUCTECMBbI
DneKTpoKapArorpaMmMa
Oxoxapauorpadus
OHOpHO-I[BHFaTeJ]])H])lﬁ anmnapar
Pentrenorpaduu ckenera X X
KenynouHo-KHUIIEYHBIH TPAKT
Y3 opraHoB OpIOIIHON  MOJIOCTH; X X
00BeEM CCJIC3CHKU, IICYCHU
VY3U nouex X
JlabopaTopHble ucciie10BaHus
Omnpenenenne AT’ X | X | I
Tl nereit crapiie 3 JIeT; pacCTOsIHUE, MPONUIEHHOE 332 6 MUHYT (TIPEMOYTHTEIILHBIM SBIISICTCS
TOT 7K€ MIPOMEKYTOK BPEMEHH, YTO U B MPEIBLAYIINX TECTaX 3TOT0 MAIEeHTA); YUCIIO CTYIEHEH,
NpOiIeHHBIX BBEPX 3a 3 MUHYTHI. OneHuBaroTcs mokasatenu carypamun SPO2, Y1, YHCC no u
IIOCJIE HAarPY3KHU.
2DQ nin Koadpdunuent ymcrennoro paszsurus (KYP) - cnoco0 cpaBHeHus
MHTEJUIEKTYaJIbHOTIO PAa3BUTHS, CBOMCTBEHHOTO JJAHHOMY BO3pacTy (YMCTBEHHBIX CITIOCOOHOCTEM
peOeHKa 10 OTHOILIEHHUIO K €r0 CBEPCTHUKAM), C XPOHOJIOTMUECKHUM BO3pacToM ((pakTUUECKUM
BO3PAaCTOM peOeHKa).
KVYP paccunteiBaeTcst JeN€HNEM MHTEIUIEKTYaIbHOTO BO3pacTa Ha XPOHOJIOTHYECKUI 1
ymHOKeHHeM Ha 100 ams momydenus uesnoro uncna. Cpeauii Koo PUiueHT yMCTBEHHOTO
pa3BUTHS 1S TI0OOOTO BO3pacTta cuutaetcs paBHbIM 100.

|4
|

>[4
olrs
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IIpuaoxkenue I' 3. Anroputm auarnoctuxku MIIC |1 Tuna

OCHOBHBIE CUMIITOMBI bunoxummnueckuit Creuunduueckuit
Mapkep, OMOXUMHUYECKHUI
MpeAnoararonm Mapkep,
U HaJIn4ue MOJATBEPKIAIOIIN I
3a00JIeBaHUs IUartos3
rpyObIC YepTHI JIHUIIA,
HU3KOPOCIIOCTb,
TYTOIMOJABUKHOCTh CYCTaBOB,
YMCTBEHHAsI OTCTaJIOCTbh, IloBeImenHas
CHuxeHue
MOBEJICHYCCKHE HAPYIIICHHUS, IKCKpEIHs LN
[ AKTUBHOCTH
YacThI€ PECIUPATOPHBIE Hepmatancynsda TV
UAypoHaT-2-
3a00JIeBaHus, TelaTOMETaIus -Ta U
cynbdaraszbl
CIUICHOMETaJIUs, IaX0BO- remapaHcyiabdara
MOIIOHOYHBIC Y MYTIOYHBIE C MOYOH.

TPBIKHU

MounexkyisapHo-
TEHETUYECKOE
UCCIIEJOBAHHE

BBISIBJICHHE
MYyTalUi B TEHE
IDS
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[puaoxkenue I'4. PacimudpoBka npumMedaHni

..." — JleKapCTBEHHBLIM Tpemapar, BXoadmuii B IlepedyeHb KU3HEHHO HEOOXOMUMBIX |
BAKHEUIIMX JIEKAPCTBEHHBIX MPENapaToB Uil MEAULUMHCKOro npumeHeHuss Ha 2016 ronx
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

..."" — JIeKapCTBEHHBIN Mperapar, BXoismuii B I[lepeueHb JIEKApCTBEHHBIX MPENapaToB st
MEIULMUHCKOr0 NPUMEHEHUs, B TOM YHUCJE JICKaPCTBEHHBIX IPENapaToB I MEAUIMHCKOIO
IMPUMEHEHHUS, Ha3HAYaeMbIX [0 PEUICHUIO0 BpaueOHBIX KOMHUCCHI MEIMIIMHCKHX OpraHu3aluil
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

L - JIEKAPCTBEHHBIA IIpernapar, BXOAAmMi B IlepedeHb JEKapCTBEHHBIX IIpENaparos,
INpelHa3HaYeHHBIX JUIsi oOecriedeHusi JHIL, OOJbHBIX TreMo(Ined, MYKOBHCIHI030M,
runou3apHbpIM  HAaHU3MOM, Oose3Hpl0 [omie, 37I0KaYeCTBEHHBIMH HOBOOOpPa30BaHUSMU
TUM(OUIHON, KPOBETBOPHOM U POACTBEHHBIX MM TKaHEH, pacCesHHBIM CKJIEPO30M, JIUI] TOCIEe

TpaHCIUIaHTallMKU opraHoB U (win) Tkanen (Pacnopsbxenue [IpaBurensctBa PO ot 26.12.2015 N

2724-p)
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