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Cnucok coxkpauieHui

AJIT — ananuHamMuHOTpaHchepasza
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TepMI/IHLI H onpecacjacHus

@depMeHTHAsI 3aMeCTHTENbHAsl Tepamus — JICYEHHE, 3aKIoYarouieecs B IMOKU3HEHHOM
BBEIICHUU TIpemapaTa (PEKOMOMHAHTHOTO DJH3WMA) IMAlMEHTAM C BPOXKACHHBIM jaedeKkToM

meTadoau3Ma.



1. KpaTrkast unpopmanus

1.1 Onpeneaenune

Myxkonoaucaxapugo3sl (MIIC) - rpynna HacieICTBEHHBIX OoJie3HEH oOMEeHa BEIEeCTB,
CBSI3aHHBIX C HapylleHueM MeTaboim3Ma riaMko3aMmuHoriukanoB (I'ADY), mpuBoasiiee K
MOPAKEHUIO OpraHoB M TKaHeil. OOycioBieHb JaHHBbIE 3a00JIeBaHUS MYTAllMSIMHU TEHOB,
KOHTPOJHUPYIOIIUX MPOLECC BHYTPUIN30COMHOTO THAPOIN3a MAKPOMOJIEKYIL.

Myxonosmcaxapuno3 VI tunma (Cunagpom Maporo Jlamu) HacneacrBenHas
JM30COMHAss 0OJe3Hb HAKOIUICHHWs, TIpU KOTOpOH HejmoctarouHocTh ¢epmeHta  N-
alleTWIranakro3aMuH-4-cynbdarazsl  (apuwicyibdarassl  B)  npuBoauT K - HapymIEHHUIO
CTyIEeHYaTOM aerpaaanuu riroko3amunornukana (I'Al') nepmarancynbgara [1-5].

Cunppom Mapoto-Jlamu  sBisieTcss KIMHUYECKH HEOJIHOPOJHBIM  3a00JIEeBaHHEM.
Boraensior paznnyHble M0 TSHDKECTU KIMHMYECKUE BapUaHThI, UMEIOUIUE Pa3IMUHYI0 CKOPOCThb
IIPOIPECCUPOBAHMUSL M CTENEHb IOPAXEHWs Ppa3IWYHBIX CHCTEM OpraHoB. boiesHb
XapaKTepU3yeTcsl OTCTaBaHWEM B pOCTe, OrpyOeHHMeM dYepT JHIa, CHIKCHHEM CIyXa,
TYTONOJIBUKHOCTBIO CYCTaBOB, I'€NAaTOCIUIEHOMETAINENW, MOCTENEHHBIM Pa3BUTUEM CEpPICUHO-
COCYAMCTOM M AbIXaTeIbHOW HEJOCTATOYHOCTH, U3MEHEHHUSIMH CO CTOPOHBI OPraHOB 3PEHMS,

Bce BBIIICTICPCUUCIICHHBIC ITPU3HAKU MTPUBOAAT K MHBAJIMANU3AIIAN.

1.2 ITHOJI0THUS U NATOT€HE3

Henocrarounocts ¢epmenta N-aneruiranakrozamuH-4-Cyibdaraszsl (apuicyibdaTaza
B) npuBOoIMT K HapyIIEHMIO CTYyNEHYaTOW Jerpajanuu riuko3zamuHorinvkana — (I'AI)
nepmarancyibgara. ['Al’ HakamuBaeTcss BHYTPH JIM30COM U OOYCIIOBJIMBAET KIMHUYECKYIO
KapTUHY TSDKEJIOro XPOHHYECKOro Tporpeccupymomero 3aboneBanus. HemoctaToyHOCTH
apwicynsgara3sl B oOHapykuBaeTcss BO BCEX TKaHSX, . T'en ARSB, xomupyromimii
apwicynbsgarasy B, nokanusyercs B XxpoMocoMHO# obsactu 5014.

Cunnpom Maporto — Jlamu Hacieayercst o ayToCOMHO-peLecCuBHOMY Tuty [3].

1.3 DnuaeMuoJ0rus

MIIC VI tuna Bcrpeuaercs ¢ nonmyisiuoHHoi yactotoi 1:300 000.

1.4 KomupoBanue no MKBE-10

E 76.2 - Mykononucaxapuno3 VI tuna

1.5 IlpuMepbl TNATHO30B

0 Myxononucaxapuoosz VI muna (cunopom Mapomo-Jlamu). Opeanuueckoe nopadicerue
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20108H020 M032a, 6HYMPEHHSS 2udpoyedanus 6 cmaouu KOMNeHcayu, COCMosHue nocie
Hanoxcenus eeHmpuxyionepumoneanvhoeo wyuma om 20072. Cnenoma ecireocmsue
MOMANLHO20 NOMYMHEHU PO20SUYbL 0O0UX 21d3 U YACMUYHOU ampoduu 3pumenbHbix
Hepgos. Pacxoosweecs xocoenasue. Jlucnpaxcusi NOXOOKU U MENKOU MOMOPUKU DYK.
Cyorcenue no360HOYHO20 KAHANA 8 WEUHOM omoeie, KOMAPEecCusi CNUHHO20 MO032a 8
welinom omoene. Bmopuunaa xkapouomuonamus. Hedocmamounocms mumpanvuoco u
aopmanvroco xnanawa. HK 2A cmenenu. Cunopom o06CmMpYKMugHO20 anHod CHA
msdcenoti cmenenu. Jlegpopmayus noszeonounuxa. Jegopmayus epyOHOU KIemKu.
CeubamenvHvle KOHMPAKMYpbl JOKMEBbIX U KOJNEHHbIX cycmaegos. [lechopmayus
nyuezansacmuvlx  cycmagos. Ilnockocmonue kombunupogsanmoe 2 cm. Aoenoudwr 2-3

cmenenu. I'unonaasus 3yonou smanu. Ilynounas epuioca.

1.6 Knaccudukanus

B 3aBucumoctu oOT MNEPBUYHOTO T'CHCTUYCCKOTO ;[e(beKTa, NpUBOJAIICTO K CHHIXCHUIO

AKTUBHOCTBh JIM30COMHBIX (bepMeHTOB BBIACIISIIOT HCCKOJIBKO THUIIOB MYKOIIOJIMCAaxapuao30B

(Tabm.1)
Tab6auna 1 - Knaccuduxanms (Homenknarypa) MIIC.
MII | Tun Cunnpom I'en depMeHTHBIH nedeKT Xpomo- | OMIM
C COMHas
JIOKaJIH-
3aLus
MIICIH | I'ypaep IDUA HedunuTt anbda-L- 4p16.3 | 607014
I UAYpOHUIA3HI
MIIC I I'ypnep-Lleiie 607015
H/S
MIICIS | Ileiie 607016
I MIIC II XaHtepa IDS HedhuuT nim oTCyTcTBUE X028 309900
UAYpOHAT-2-Cyab(arasbl
HedhuuT nim oTCyTcTBUE
cynbourypoHaT cyiab(arasbl
i MIIC Candummmnmo 252900
[ITA SGSH Hedunut renapas-N- 17925.3
cynbdaTtassl
MIIC NAGLU | Hedunur N-anermn-o-D- 17921.2 | 252920
111B [JIFOKO3aMHUHH a3l
Hedunur N-anermn-o-
TIIIOKO3aMHHUIA3b1
MIIC HGSNA | dedunur renapan-o- 8pl11.21 | 252930
IIIC T riroko3amMuang N-
aneruiITpancdepassl
MIIC GNS Hedurut N- 12g14 252940
HID areTWINIIOKO3aMUH-6-
cynbdartassl
v MIIC GALNS | JJeduuunt ranakrozaMuH-6- 16924/3 | 253000
IVA Mopxno cylb(aTasbl




MIIC GLB1 Hedunut B-ranaxTo3uaassl 3p21.33 | 253010
IVB
VI MIIC VI | Maporo-Jlamn ARSB Hedurut N- 5014.1 | 253200
aleTIIralakTo3aMIH-4-
cynbdaTtassl
VIl | MIIC VII | Cnas GUSB Hedunut B-ruokypoHuaassl 7021.11 | 253220
IX MIIC IX | Hemocratounoc | HYAL1 | Jlebunut ruanypoHumassl 3p21.31 | 601492
Th
THATypOHHIA3bI

B nacrosiee Bpems BBIACTAIOT 3 KIMHUYECKHX GopMbl Mykomnonmcaxapuaosa VI Tuma
(cungpoma MapoTo-Jlamu): mpu TspKenoi ¢opme neroT 3a001eBaHus TPOUCXOIUT B BO3pacTe
1-3 roma, npu cpeHETSHKEN0N MPOSIBICHUS HAYMHAIOT OECIIOKOUTD € 6 JIET, MPH JIETKOH — rmocie
20 ner. OHAKO 3TO pazjiesieHHe B JOCTATOYHOM CTETIEHU YCIIOBHO U 3a00JieBaHUE MTPECTABIISACT
KOHTHHYYM KIMHUYECKUX (DEHOTUIIOB, OTIMYAIOIIUXCA IO CBOEH TSDKECTM U CKOPOCTH

IIPOrPECCUPOBAHHUS.

1.7 Kanau4eckass KAapTHHA

Cunznpom Mapoto-Jlamu siBisieTcss KITMHUYECKH HEOTHOPOIHBIM 3a00JIeBaHHEM C TOUKH
3pEHHSI PacTIPOCTPAHEHHOCTH U CKOPOCTH MPOTPECCUPOBAHMS TOPAKECHUS PA3IUUHBIX OPTAHOB U
cuctem (Ilpunoxxenne I'1). Bone3Hs XapakTepu3yercss OTCTaBaHUEM B POCTE, U3MEHEHHSIMH CO
CTOPOHBI OPraHOB 3pEHUs, OrpPyOCHHMEM YepT JIUIA, CHUKEHHUEM CIlyXa, TYrOMOJBIKHOCTHIO B
CyCTaBaX, TeNaTOCIUVICHOMErajiel, TIOCTeIIEHHBIM pa3BUTUEM CEPAEYHO-COCYAUCTOM U
JBIXaTeabHOM HemocTaTounocTH [1-5].

OchosHbulMU npusHakamu 0Oone3Hu SBISIOTCS TpyOble 4YepThl JHMLA MPU COXPAHEHHOM
MHTEJUIEKTE, KOHTPAKTyphl CYCTaBOB pPAa3JIMYHON CTEMEHHM BBIPAKEHHOCTH, IOpaKEeHHE
CEpAEUYHO-COCYIUCTON CUCTEMBI, IOMYTHEHHE POTOBUIIBL.

Buewmnuii 6u0 nayuenma xapakrepusyercs otctaBaHuem B pocte (90-100 cm mpu
OBICTPOM  MPOTPECCHPOBAHHMM;, MaKCHUMalnbHBIE — 150 cM), JOUCTIPONOPHHOHATHHBIM
TEJIOCIIOKEHUEM - KapJIMKOBOCTBIO C YKOpOUEHHEM TynoBuIa. OrMedaercss u3MeHEeHUe (popMBI
nuIa - OOJIBIION HOC C 3amaBlIei MepeHOCUlIeH, MyXJible I'yObl, MajJeHbKUE 3yObl C ITUPOKUMHU
3yOHBIMH TIPOMEXKYTKaMH, MO3HEE MpOope3bIBaHue 3y00B, Makporyioccus. BosmoxHa riayxoTa,
MyMoYHasi TpbDKa, IaxOoBas TIPbDKA, YIUIOTHEHHWE M YTOJIIEHHWE KOXH, TPYyOble BOJIOCHI,
YMEpeHHbII rupcytusM. Ha mo3aHux craausx pa3BUBaeTCA IITyX0Ta, CIenoTa.

Kocmnass  cucmema: HabmMOOAIOTCs  MHOMKECTBEHHBIM  JM30CTO3 , yMEpeHHas
TYrOTOABIKHOCTh ~ NPAKTHUYECKH BO  BCEX CYCTaBax, CrudareibHble  KOHTPAKTYPHI
MeX(]aJaHrOBBIX CYCTaBOB M KJICHIHEBUIHAS Jedopmanus KUCTH. M3MeHeHus: Taz00eqpeHHbBIX
CYCTaBOB (IMCIUIA3Us TOJIOBKH OepeHHO# KocTH), nedopmarius snudu3oB OeIpeHHBIX KOCTEH ¢

ABYX CTOPOH BEIET K Iporpeccupyroniel uHBanuausanuu. KuneBuaHas rpyaHas KIETKa C
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IIUPOKUMH pebpamu, Ae(eKT pa3BUTHs Ted MO3BOHKOB C MEPEAHUM IEepesoMoM; X-o0paszHoe
WCKPUBIICHHE HOT; IIPU PEHTTeHOTrpadH - TOUESYHbIE MSACTHBIE KOCTH.

Opeanvl OvixaHus: 9acThle pecupaTopHble HH(EKUUU (PUHUTHL, OTUTHI). [ unepTpodus
MUHJAQJIMH U aJICHOUJOB, YBEJIMUEHHE SA3bIKA, YTOJILIEHUE HAATOPTAHHUKA U TOJIOCOBBIX CBA30K,
00yCJIOBIMBAIOT PA3BUTUE JbIXAaTENbHBIX HAPYIICHWH Ppa3HOW CTENEHM TSKECTH, BKIIOYas
oOcTpykTHBHOE amHOd cHAa. OcobeHHocTH nedopManuii TPYAHOM KIETKM (JKecTKas TpynHas
KJIeTKa B COYETAaHHWU C KHU(POCKOIMO30M M TOSCHHUYHBIM JIOPA030M) CHOCOOCTBYET Pa3BUTHIO
PECTPUKTHUBHBIX JIIXaTEJIbHBIX HAPYILIECHUH.

Opeanvl 3penus: OTMEUAETCs ITOMYTHEHUE POTOBHIIBI, CBSI3aHHOE C €€ YTOJIIEHUEM U
yYBEIMUEHUEM (METaJIOKOpPHEA), PETHHOIATUS, W3MEHEHHsS JHCKa 3pUTEIbHOIO HEpBa,
BHYTpUIJIa3HAs THUIEPTEH3Us, Tiaykoma. [lopakeHue 3pUTENbHOIO HEpBa MOXET ObITh
00yCJIOBJICHO OTJIOKEHHUEM TIIMKO3aMHHOTIINKAHOB B TAHTJIMO3HBIX KJIETKaX 3pUTEIHLHOTO HEPBa,
KOMITPECCHEH 3PUTETHHOTO HEpPBa YTOJNIIEHHOW TBEPIOW MO3TOBOWM 000JIOYKON WM Cy:KEHHUEM
KOCTHBIX CTPYKTYP BJAOJb TPaKTa 3pUTEIILHOIO HEPBA, & TAK)KE IOBBIIIEHHBIM BHYTPUYEPETHBIX
JaBlIeHUEM. B ciyyae M3MEHEHMsS 3pUTEIBHOIO HEPBA WM IOBBIIIEHHS BHYTPHUIJIA3HOTO
JABJICHUs CJENYEeT TIPOBECTH MHCCIENOBAHUE TI0JIel 3peHMsl. 3pUTEIbHBIC BBI3BAaHHBIC
MOTEHIMAIbl MOTYT HCCIIEAOBATHCS ISl ONpeneseHuss (YHKIUU U COXPAHHOCTU 3PUTEIBHBIX
HEPBOB IMpH 3aTpyAHEHUH (YHJOCKONMUYECKOTO  HCCIEIOBAHUS  3pUTEIBHOTO  HEpBa
BBIPAKEHHBIM IOMYTHEHUEM POTOBHULIBI.

Llenmpanvnasn nepsHas cucmema: WUHTEIJICKT U MOBEICHUYECKUE PEAKIHUU Y OOJNBHBIX C
JAHHOM HO30JI0THel 0OBIYHO HE CTPaaroT. BBICOK pUCK pa3BUTHS MUENONATHH HICHHOTO 0TI
MI0O3BOHOYHMKA. BO3MOXHO  pa3BUTHE  KOMIIPECCMM  CIIMHHOIO  MO3Ta  BCJEICTBUE
COITYTCTBYIOIIMX HApyLIEHUM ONOPHO-ABUraTENIbHOIO anmnaparta. OnucaHbl cilydau CIABICHHS
CIIMHHOTO MO3ra, BBI3BAHHOTO YTOJIIEHHEM €ro oOO0O0JOYeK WM HeCTaOMIbHOCTBHIO
aTJIAaHTOAKCHUAJIIBHOTO  CycTaBa  (CONPOBOXAAIOTCA  HAPYLIEHUEM  IOXOAKH, MBIIIECYHON
c1ab0CThI0, HEYKIIOKECThIO MPHU COXPAHHBIX MOTOPHBIX HAaBBIKaX M TUC(HYHKLIHEH MOYEBOTO
Iy3bIps).

Tsoxkenas  ¢opma  OOJE3HM  COMPOBOXKIAECTCS  OTKPBITOW  (cooOmaromerncs)
rugporedaniei, HapylmeHUusIMH pe30opOouuu crnuHHOMO3roBoi xuiakoctn (CMXK), kotopsie
TaK)Ke BHOCST BKJIAJl B Pa3BUTHE HEBPOJIOTMUECKUX HAPYIICHUN

[Tpuznaku ruapouedanuu 3a4acTyr0 MOSBISIOTCS MEAJICHHO M HE3aMETHO, M MOTYT
3aKIII0YAThCS B U3MEHEHUH MTOBEACHUS, BOSHUKHOBEHUH TOJIOBHOM 00JIM, HApyILICHUH 3peHUsL.

VY manueHToB ¢ TkENOW Gopmoit 3a0oieBaHMs MHOTAA HalOironaroTcs cynoporu. OHU
MOTYT UMETh KakK (DOKAIbHBIN, TaK U TeHEpaTN30BaHHBIN Xapakrep. [losBienue cyaopor Tpedyer

MIPOBEACHUS OIICHKH HEBPOJOTHYecKoro craryca. [Ipu mporpeccupoBaHuM 3a00JI€BaHUS 4aCTO
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HaOJI01aI0TCS TeHEPATM30BAHHBIE TOHUKO-KJIOHUYECKUE TTAPOKCU3MBI.

KapnanbHblli TOHHENBHBIM CHUHAPOM — HEHpomaTws CHABJIECHUS Y NAIUEHTOB C
pazmuuabiMu Bugamu MIIC. Ilpu OTCYTCTBUM Ji€U€HUS MOXKET NPUBECTH K HEOOpaTHMOI
KOHTPAKType IUCTAJIbHBIX MEXK(alaHrOBBIX CYCTaBOB, a TAaKKe K HapyIICHUIO WIH MOTEpe
YyBCTBUTEIBHOCTHU IIEPBBIX 3 NAJBLIEB U K NTape3y MBIIIL] TEHAPA.

Koctaeie namenenus npu MIIC VI Tuna npuBoasST K CHUKEHUIO TIOJABUKHOCTH HUYKHEN
YEJIOCTH, YTO OTPAaHMYUBACT CIIOCOOHOCTH OTKPHIBAaTh POT M jKeBaTh. HapymieHus riotaHus
BCTPEYAIOTCS PEIKO, OTMEYAIOTCS MPH CPEIHETSHKEIIOM U TSDKEJIOM TE€UeHUH 3a00JIeBaHUS U, B
OCHOBHOM, CBSI3aHbI C HapylIIeHHEM (YHKIIMOHHUPOBAHUS CTBOJIOBBIX OTAEIOB TOJIOBHOT'O MO3ra.

VY manueHToB HAOMIONAIOTCS MPU3HAKH ICEBAOOYIbOapHOTO MM  OynbOapHOTO
napanuyeif. CUMITOMBI AEOIOTHPYIOT C PEIKUX MOMEPXUBAHUNA TBEPAOH MHUIIEH, pa3BUBAIOTCS
MIOCTENIEHHO W B KOHEYHOM MTOTE MPHUBOJIAT K rpyOOMY HapyIIEHUIO (DYHKIMH TJIOTAHUS WIIH
IIOJIHOMY €€ MCY€3HOBEHMI0. OTCYTCTBUE NMPABUIBHON PETrYNSILMM aKTa IJI0TaHUS HPUBOAUT K
3a0poCy IUILH, CIIOHBI B TPAaXelo U OPOHXHAIBHOE JIEPEBO U PA3BUTHUIO BTOPUYHON MH(EKIINH B
BUJIC PEIHUIUBUPYIOIIUX ACHHUPAIMOHHBIX OpPOHXMTOB M THEBMOHHMH. OTO ycyryosser
JbIXaTEJIbHBIE HAPYILICHUsS, SBISAIOIIUAECS CICACTBUEM OTJIOKEHUS MYKOIIOJIUCAXapUI0B B
BEPXHUX U HUKHUX JIBIXaTEJIbHbIX MYTAX.

Cepoeuno - cocyoucmas cucmema: OTMEYAETCsl MPOTPECCHpYIOINasl JereHepanus
KJIAaIaHOB cep/a ¢ oO0pa3oBaHHEM CTeHO3a (HauboJjiee YacTO MUTPAJIBHOTO M A0PTAIBHOTIO).
IIposiBieHUsT  CEpAEYHO-COCYIUCTBIX HApYyIMIEHMM OTMEYArTCA C PAHHETO  BO3pacTa.
BoJIbBIIMHCTBO NAIMEHTOB UMEIOT, [0 KpalHEW Mepe, OJMH IPU3HAK KO BTOPOMY JECCATUIIETHIO
*u3HU. KapinomuonaTtus otMevyaeTcs HedacTo.

Kenyoouno-kuweunas cucmema: CHUHPOM pa3IpakeHHOTO KHLIEYHHKA,

rernaToCIlJICHOMET aJInA.

2. /luarHocTHKA

Huaenoz MIIC V| ycmanaenueaemcsa na oCHO8aHUU COBOKYNHOCMU KIUHUYECKUX OAHHBIX,

pe3yibmamos 1abopamopHoe0 UCCie008anUs U MOLEKYISAPHO-2eHemuyeckoeo ananusa [1-5].

2.1 ’Kaao0bLI 1 aHAMHE3

e [lpu cbope anamHe3a u kajob cienyeT oOpaTUTh BHUMaHUE Ha CIEAYIOIIUE )KaJo0bl U
aHAMHECTHYECKHE COOBITHS:
O CHHXCHHUC 3pCHUA
O TIOMYTHEHHE POTOBHIIBI

O CHHXCHHC ClIyXa
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YXYyJIIEHNE TIEPEHOCUMOCTH (PU3HUECKUX HArpy30KCIa00CTh B KOHEUHOCTSAX
U3MEHEHHUE [TOXO KU

HEJIOBKOCTb MEJIKOM MOTOPUKH

O O O O

001 B CIIMHE, HOTAX, MapecTe3un (OHEMEHHE, TIOJI3aHUE «MYpPaIeK», MOKAIbIBAHNE) B
00J1aCTH KOHEUHOCTEH

aItHOd BO CHE

OTpyOCHHE YepT JHIla

YacThIC PECITUPATOPHBIC 3a00JICBAHUS

TPBDKU

TYrornoJaBU>KHOCTL CYCTaBOB

O O O O O o

aITHO3 BO CHC
O HapymeHHs CO CTOPOHBI XKEIIyAOYHO-KUIICYHOT'O TPAKTa

2.2 Ou3uKkaIbHOE 00CIeT0BAHUE

e [Ipu ocMoTpe HEOOXOMMO 0OpPATUTH BHUMAHKE HA OCHOBHBIC (DM3UKAIBHBIE TIPOSBICHUS
MIIC VI tuna:

OTCTaBaHHUE B POCTE,

OTpyOCHHE YepT JHIla

COXpAaHEHHBIN UHTEIUIEKT,

CHIDKCHHE CITyXa,

TYTOTIOJIBIXKHOCTH CYCTaBOB,

KOHTPAKTYpPhI CYCTAaBOB PA3IMYHON CTENEHU BBIPAKEHHOCTH,

I'CIIaTOCINICHOMCET aJ1n s,

O O O O O o o o

MIPU3HAKU CEPJIEYHO-COCYAUCTOM U JbIXaTeIbHON HEJOCTAaTOUHOCTH.
Buvipasicennocms ¢usuxanvuvix nposasnenuil 6 3asucumocmu om ozpacma dedroma MIIC

VI moorcem sapvuposams (Ilpunoocenue I'l).

2.3 JIaGopaTopHAas AMATHOCTHKA

. PekoMeHI0BaHO HCCIENOBaHUE CIEKTpAa U KOJMYECTBA AKCKPETHPYEMBIX
TJIMKO3aMHUHOTJINKAHOB

KomMmeHTapumu: nokazamenu A61A10MCA  OCHOBHBIMU — 8AXCHBIM  1ADOPAMOPHBIM
kpumepuem MIIC. 'V nayuenmose ¢ MIIC VI muna onpedensemcs no8vluleHHAA
konyenmpayus I'Al" u évicoxkuil ypogenb oepmamancyibgama 6 moue.

o PexomennoBano OIIpECIICHUE AKTUBHOCTH N-aneruiranakro3amMuH-4-
cynbdaraszpl (apwicynabdarazsl B) B Kymbrype ¢(ubpoOnacToB, B H30JUPOBAHHBIX

JelKouuTax, MO0 B MATHAX KPOBHU, BHICYIIEHHBIX Ha (DMIBTPOBATIBLHOM Oymare.
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Kommenrapuii: y nayuenmos ¢ MIIC VI muna oanHvlii nokazameib CHUNCEH.

ﬂﬂ}l UCKTIIOUEHUSI MHOMCECTNBEHHOU cyfzbgbamas'Hoﬁ He0oCmamouyHoCmu peKOMeHOOGCZHO

onpeoeneHue aKmueHocmu u Opyeux cyibgpamaz 8 Kposu (udyponamcyivhamasol,

apuncyrvghamasel A).

PGKOMGH,Z[OBaHO MOJICKYJIAPHO-TCHCTUUICCKOC UCCIICIOBAHMC.

KommenTapuu: swvisgnenue mymayuii 6 cene ARSB, xooupyrowem apuncyivghamaszy B.

2.4 UHCTPYMEHTAILHAA IMATHOCTHKA

PexomenioBaHo npoBesieHHE yabTpa3zByKkoBoro uccinenoBanus (Y3U) opranos OpromnrHoi

IIOJIOCTH, CCIIC3CHKH, ITOYCK.

PexomMeH10BaHO MPOBEICHUE PEHTIeHOrpa(UHU CKEJeTa.
KoMMeHTapHMM: 6b1671510MCS MHOMCECMBEHHBIN OU30CMO3,  0ehopmayus KUCMU No
Muny «KOZMUCmou J1anvly, OUCHAA3USL 20J068KU 0OedpeHHol Kocmu, Oegopmayus

3nugbu306 6€0p€HHbl)C Kocmeﬁ, mo4edHrbvle NACnHble KOCmu.

PexomennoBano mposenenue snexkrpomuorpadpun (OMIY) u snexrponeripoMmuorpadus
(OHMI).

KomMeHnTapum: uccreoosanue noseonsiem OyeHumsv @OYHKYUOHATbHOE COCMOSHUE
MbIUEYHbIX MKAHel, Hep8o8 U HePEHO-MbIUEYHOU nepeoayy; CMmuMYIAYUOHHAS
anekmponetpomuozpagpua (OHMI) nossonsem onpedenumsv coaenenue CcpeouHHO20
Hepea dadice 00 NOABNEHUS CUMNIMOMO8 U OOIIHCHA NPOBOOUMbBCS, HAYUHAS C 803pacma 4-

5 nem eosrcezoono.
Pexomenj0BaHO NpOBEACHUE ayJUOMETPUH.
PexomeH10BaHO MpoBeeHUE Hcce10BaHusl (YHKIIMK BHeIIHero apixanus (OBJ]).

PexomenoBano npoBenenue 3nekrposniedanorpaduu (397).
KomMeHnTapum: ocywecmenaiom 0nsi KOHMpOJA USMEHEHUll YHKYUU KOpbl 20106HO20

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

PexomeH10BaHO MPOBEICHUE TIOTUCOMHOTPABHH.

KommeHnTapuu: 011 Ouacnocmuku 0OCMPYKMUBHO20 ANHO3 CHA  NPOBOOUMCS
NONUCOMHOZPADUs,  KOMOpAs NO360Jsem  Onpeoeiums  Xapakmep  OblXAMeNbHbIX
HApyWeHutl (UCKIIOYUMb YEHMPALbHbIl 2eHe3, C6i3b ¢ 2unepmpoguell ao0eHouoos,
CepOeuHOl HeOOCMAMOYHOCMbIO UNU KOMNIIEKC NPUYUH).
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e PexomennoBaHo nposeneHue 3nekrpokapauorpadpun (K1) u sxokapauorpadpuu (Dxo-
KT')
KommenTapuu:  pecynsapuoe  nposedenue  OKI,  Oxo-KI,  xoameposckoco
monumopuposanusa  IKI, cymounoco Momumopunea —apmepuanbHo2o — OdGleHUs.
HeoOX00UMO nayuenmam ¢ OAHHOU namoaocueu, maxk KaKk ¢ paHHe2o 803pacma ) HUx

ommeuaromes cepoeyHo-coCyoucmolie HapyuleHus.

e PexoMeHJIOBaHO MNpPOBEJCHHWE MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) romoBHOrO
MO3ra, IIeHHOTO OTAcA.
KomMmeHTapum: xiunuueckas KapmuHa He8pOIO2UYECKUX NPOAGIEHUU U pe3Vibmambl
00beKMUBHBIX Memod08 00ciedosanuss He 6ce20a Koppenupyilom. Pe3yiemamol
MazHumuo-pe3oHancHou momoepaguu (MPT) eonosnozo mozea nayuenmos ¢ MIIC ne

ABAAOMCS OUACHOCMUYECKU 3HAYUMBIMU OJ1s ONpedeleHUs KOZHUMUBHO20 deduyuma.

e PekoMeHayeTCs CKPUHUHI Ha KIMHUYECKHE ¢  BU3YAIM3alUOHHBIE MPU3HAKU
KOMIIPECCUM CITMHHOTO MO3Ta.
KommeHnTapuu: uecmabunbHoCms  amaaHmMoaKCuaibHO20 Cycmaea modcem Oblmb
8bIABIEHA NPU PEHM2EeHOZPadUU UeliH020 0mOoena NO360HOUYHUKA C HA2PY3KOU, 0OHAKO
01 NOOMBEPHCOEHUSI KOMUPECCUU CRUHHO20 MO032a 6Cle0Cmeue YMoOIujeHus e2o0

obonouex mpedyemcs npogederue MPT.
e PexomeHI0BaHO MpoBeaeHne KomibioTepHoil Tomorpaduu (KT) ronoBHoro mo3ra.

2.5 IluddepeHnuaibHasg TMATHOCTHKA

Jpyeue 6uovl mykononucaxapudozos, myxoaunuooz mun I/, eanakmocuanuoos,
2aH2IUO3UO03bl,  ANbPA-MAHHO3UO03,  (DYKO3UOO3,  MHONCECMBEHHAs.  CYIbDamaszHas

H€00€mam01£HOCWIb, HequbeKI/}MOHHble nojauapmpumnibl.

3. Jleuenue

3.1 KoncepBaTuBHOE JIeUEeHHE

e PexomennoBaHo mnpoeneHue QepmenTHO 3amectutenbHoi Tepanuu (DP3T). D3T
IPOBOAMTCS MpemnapaToM rancynbdasa (kox ATX A16AB0S) [3].
KommenTapuu: npenapam esooumcs 6 0oze Ime/ke 00uH paz 8 Heodenio 8 Guoe
GHympueenHou un@ysuu 6 mevenue 4 u 6 ycrosuax cmayuouapa. IIpenapam nepeo

ungysueu Heobxooumo pazeecmu 8 pacmeope nHampus xaopuoa 9 me/ma (0,9%). Obwui
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00vem uH@ysuu onpedensiemcs HA OCHOBAHUU UHOUBUOYATbHO2O Geca nayuenma. OH
cocmasnsiem 100 mn ungysuonnoeo pacmeopa wampus xaopuoa 9 me/mn (0,9%), ecau
sec nayuenma menvuie uiu paser 20 ke uau 250 ma, ecau éec nayuenma o6oavue 20 ke.
2,5% pacmeopa 6600sm 6 meuenue nepeoco uaca, oCmaibHou 00vém (npumepro 97,5%)
6 meyeHue nocreoyiouwux 3 4. D3T 6 6ude 6HYMpuUBeHHLIX UHEY3UL NPOBOOSM
edHceHe0eNbHO NOHCUSHEHHO.

Ilepsvle Hedenu 86edenus npenapama u3z-3a pUcKd G03HUKHOBEHUSI HeDa2ONPUAMHbBIX
peakyuil 8 omeem HA UHQDY3UIO, NAYUEHMAM HAZHAYAIOMCA AHMUSUCAMUHHbLE
npenapamvl 8 COYEeMAaHUuu HCapONOHUNCAIOWUMU HENOCPEOCMBEHHO neped UH@y3uel.
HumencusHocmv nposaeieHUll MONCHO YMEHbUWUMb PU CHUNCEHUU CKOPOCMU 88€0eHUs.
npenapama Ui 8peMEHHOM  npekpawjenuu  un@ysuu. Ilpu  603HUKHOBEHU
HedCenamenvHoll peakyuu UHQY3UI0 HYHCHO npepsamv, 00 pa3peuleHus CUMNMOMO8 U
80CCMAHOBUMb UHQDY3UIO CO CKOPOCMbIO HA NONOBUHY MeHbuie MOoU ¢ KOMOpPOl OHA

npPOBOOUNACD.

Koppekuuio cepaeuHo-coCyIucTOM HEAOCTATOYHOCTH, apTEepHAIbHOW T'HIEPTEH3UU
PEKOMEHIyeTCsl MPOBOAUTH CTAHJAPTHHIMU METOJIAaMH KOHCEPBATUBHOIO JICUEHUS,
MPUHATHIMU B JETCKOW KapAHOIOTHH.

KomMmeHTapuu: no noxazanusm pewaemcsi 0Npoc 0 HeoOX0OUMOCMU XUPYPSUUECKO

KOppeKyuu.

[Ipu cumMnTOMaTH4ECKOW AMUIIETICUM PEKOMEHIOBAHO HAa3HAYEHHE aHTUKOHBYJIHCAHTOB,
OJIHAKO JIO3UPOBKH PEKOMEHIYETCS HCIOJIb30BaTh MEHBIIE CpPEIHE-TEPANEBTUUECKUX
JUTS. CHUKEHUS PUCKA Pa3BUTHS BO3MOKHBIX HEXKENATeNIbHBIX 3 (EKTOB.

KomMmeHnTapumu: rnoobop anmuxoHeyibcanma ocywecmensiemcs HNCUXOHeBPOL02OM 6

3a6UCUMOCIU OM 8UOA npucmynoe, Jlokajaiuzayuu odaca namoocu4ecKol aKmueHOCmu.

[Ipu oQTanbMONOTUYECKUX HAPYIIEHUSX PEKOMEHIOBAHO IPOBEJICHHE JICYCHUS IO
MOKa3aHMUsM, TMOAOOp TEpamuHu OCYIIECTBISETCS HAa OCHOBAaHWU OOLICTIPUHSATHIX

PEKOMEHIalMI 1O JICYEHUIO COOTBETCTBYIOLIUX HO30JIOT UK.

PekoMeHn0BaHO 11 OPTONEIMYECKOM  KOPPEKLMM  HApYIIEHHWs  OCAHKH,
TYTOIOJIBUKHOCTH CYCTaBOB HCIOJIb30BaHUE HEXUPYPTUUECKUX METO/I0B:
¢uzuonpoueaypsl M TPUMEHEHHE OPTONEAWYECKHX YCTPOMCTB TPU OTCYTCTBUHU

MIOKa3aHUH K XUPYPrUUECKOMY JIEUEHHUIO.
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PexomMeH10BaHO MU PELUANBUPYIOIINX OTUTAX, YACTHIX PECIIUPATOPHBIX 3a00JI€BaHUIX
BEPXHUX [JbIXaTEIbHBIX IIyTE€Hd IPOBEACHUE CUMITOMATUYECKOM, IO IIOKA3aHUAM -
aHTUOAKTEpUATbHOM Tepanmuu TpU OTCYTCTBUM TOKAa3aHUA K XUPYPrHUECKOMY
BMeEIIAaTeNbCTBY. [IpH CHWKEHUM cilyXxa — MOJ00p M HOIICHHWE CIYXOBBIX anmapaToB.

OOCTpyKTHBHBIE alTHO? BO CHE TPEOYIOT MPUMEHEHHS OKCUT€HOTEPAInH.

ITpu xapuece u abcueccax peKOMEHI0BaHA — TUTUEHA TIOJIOCTH PTa U SKCTPaKIHs 3y00B

IpU HEOOXOTUMOCTH.

PekoMeHOBaHO TpOBEACHHE BaKIWHALMK [MAlIUEHTOB TMPOTHB ITHEBMOKOKKOBOM,
reMopuibHOM MHGEKIMI U APYrUue BaKIMHBI, 11eTIecO00pa3HOCTh 00YCIOBICHA YaCThIMU

pecrupaTopHbIMUA UHPEKIHSIMU.

3.2 Xupypruueckoe JedeHue

ITo noka3aHusM npu OTCYTCTBHH 3(p(hekTa OT KOHCEPBATHBHON TEPANTUU PEKOMEHTYETCs
MPOBEACHUE aPTPOCKONUH, XUPYprHUecKas 3aMeHa Ta300€IpeHHOTO WM KOJIEHHOTO

CyCTaBa, UCTIPABJICHUE OCU HIKHEW KOHeuHOCTH [1-5].

IIpu cooOmaromieiics ruaponedarTud pPEKOMEHIYeTCsl TMPOBEACHHUE BEHTPHUKYIO-
NIEPUTOHEAIBHOTO IIyHTHpoBaHus mnauueHtaMm c¢ MIIC ¢ mnporpeccupyromum
YBEJIMUEHUEM JKETyJOYKOB 1Mo naHHeiM MPT w/mmm monarBep:kIEHHBIM MOBBIIICHUEM
JaBJICHUS 11epedpo-CcuHANBHON kuAKocTH Oonee 25-30 cM BogHOrO crosiba (18-22 MM

pT. cT.) [1-2].

C,Z[aBJIeHI/Ie CIIMHHOTI'O MO3Tra IIpUBOAUT K H606paTI/IMBIM HCEBPOJIOTUYCCKUM
HapymcHusM, TIMO3TOMY IIpU TOABJICHHU IICPBBIX CHUMIITOMOB PCKOMCHIAYCTCA
paccMaTpuBaTh BOIIPOC O neKOaneccnponmeﬁ onecpanvu A0 MOSABJICHUSA BBIPAKCHHBIX

HapyILIECHUHN.

[Tanmentam ¢ HapymeHueM (YHKIMM KHCT€H WJIM C HapylleHHeM HEpBHOU
MPOBOJMMOCTH TIO pe3yinpTaraM snekTpoHeiipomuorpapun (OHMI) pekomeHnnoBaHa
orepauus AEKOMIPECCHH HEPBHBIX CTBOJIOB, KOTOpasi MPUBOJAUT K OBICTPOMY CTOHKOMY
yay4ieHuio (QyHKIuH. YacToTa peruaMBOB KaprajlbHOTO TOHHEIBHOTO CHHApPOMA Y
nagueHToB ¢ pasauuHbiMu  Ttunamu  MIIC  HeuwsBectHa. IlockoyibKy IOBTOpHas
KOMIPECCHsI ~ MEIMaHHOTO HepBa  BCJIEJICTBHE pyOLIEBaHUS WM  OTJIOXKEHUS

TJIMKO3aMHUHOTJIMKAHOB BO3MOYKHA, HEOOX0IMMO TPOI0J1KaTh HabOroaeHue [1-5].
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e [lo nokaszaHusAM MPOBOJUTCA XUPYPIUUECKOE JICUEHHUE TJIAYKOMBI, KOPPEKLUSA CKEJIIETHBIX
AHOMAaJIMi, IEKOMIIPECCUs CIHMHHOIO MO3ra, XUPYPIHMYECKOE JICYEHHE KaplaJbHOIO
CHHIpoMa (pacceueHHe CTEHKH 3alsiICTHOrO KaHajla M BBICBOOOXKJIEHHE CPEIMHHOTO

HEpBa), IPbIKECEUECHHE

e PexkoMeHIyeTCs pacCMOTPETh IPOBEACHUE  XUPYPrHYECKOrO BMELIATENIbCTBA IIPU

TOPIUAHBIX K KOHCEPBATUBHOW TE€pAIllUU PEUUAUBUPYIOIIUX OTUTAX.

4. PeaOunauranus

Iayuenmy ¢ myxononucaxapuoozom VI muna ¢usuomepaneemom u epavom-JIOK
paspabamuleaemcsi UHOUBUOYANbHBIN KYPC PeabUlIumayuy, SKIOUAoWUll MAccaxic, iedeOnyio
Quskyremypy, @uzuomepanesmuueckue npoyeoypvl (MASHUMOMEPANUI, MePMOMePanuio,
VOApHO-BOIHOBYIO MEPANUI0, Memoo OUOIOSUHLECKOU 0OPAMHOU C8:3U U Opyaue NPoyeoypsl).

Peabunumayuonnvie xypcor  (maccasxc, JIOK, ¢usuonpoyedypovl, ncuxonoco—
neodazocudeckasi NOMOWb) JCelAMeNbHO NPOBOOUMb 8 YCI0GUSIX OHEBHO20 CMAYUOHAPA
nposooumcs ¢ yacmomoul 3-4 paza 8 200, OIUMENLHOCMb — ONPEOeNsemcs MANCECMbIO
COCMOSIHUSL U OMBEMOM HA NPOBOOUMbBLE MEPONPUSINUSL

Ilcuxonozo-neoazozuueckas nomouys

IIposooumcs 6 Komniekce peabunumayuoHnvlx meponpusmuil. Koppexyuonno-
nedazozuieckoe 8030elicmsue Onpeoeisiemcs 6 3a8UCUMOCIU OM MANCECMU U OTUMETbHOCIU
meuenusi O0e3HU, CMPYKMypbl HAPYULeHUll 300P08bsl, CMeNneHu Hedopa3eUmus NO3HABAMENbHOU
0essmenbHOCImY, MUna SMOYUOHAILHO2O Peazupo8anusi, 0COOEHHOCmel NoBedeHUs peDeHKd.
Bratouenue KoppekyuoHHo-nedaco2uieckoeo conpoBoNCOeHUsL 8 KOMNILEKC 80CCMAHOBUMENbHBIX
Mmeponpusimuil obecneuusaem OONOIHUMETbHYIO OYEHKY OUHAMUKU NCUXUYECKO20 PA38UMUSL KAK
00HO20 U3 BAJICHLIX NOKA3amenel COCMOAHUAL 300pP06bs, Nobluiaem 3PHeKmusHoCmb
MePanesmudecKux BMeulamenbCms, CHUMNCAem 3KOHOMUYecKoe Opems OaHHOU Namono2uu 3d
cuem  coyuanuzayuu  NAYUeHMoO8 U COXPAHEHUs  NCUXOIOSUHEeCKO20  NOMeHYuand
mMpyOOCnOCOOHBIX YIEHO8 CEMblU.

Ilannuamuenas nomouyp

Heobxooumo oxazanue ececmoponHell nomowju (MeOUYUHCKOU, NCUXOCOYUATLHOU U
MAMepUuaIbHoU) Oemsam ¢ HeUuleuUMblMU O2PaAHUNUBAIOWUMU CPOK JHCUSHU 3a001e8aHusimu. B
cocmag NALTUAMUBHBIX CLYHCO 8X005IM 8padl, MEOUYUHCKUE CeCMmpbl, NCUXOL02U U COYUATbHbLE
pabomuuku. Hecmompss Ha msdicenoe cocmosnue U NOCMOAHHYIO —NOMPeOHOCMb 8
MOHUMOpUH2e, 8Ce NAYUEHMbL NPEUMYUeCMBEHHO HAXOOAMCS 00MA 6 Kpy2y ceoell ceMbl U
opyseti. OcHOBHOU yenvio pabomvl NALTUAMUBHBIX — CIVIHCO SAGNAEMCSA  CO30AHUE  BCeX
HeoOX00UMbIX YC08UU 0Nl 00ecneyeHuUss HaX0HCOeHUs OONbHBIX 8 OOMAUHUX VCI08UAX, A He 8
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cmenax 1eyebHo20 yltpeofcdeHuﬂ, umo noseoJiient He MmMOJIbKO Yaydidumsd Kadecmeo OJHCU3HU
OONIbHBIX U UX C€M€Iz, HO U CYyWyeCcmeerHO CHU3Umbs zocydapcmeeHHble sampambsvl Ha NOCMOAHHOE

CmayuoHapHoe 1everHue maKux nayuennios.
5. IlpouiakTuka ¥ JUCHIAHCEPHOE HAOIIOeHHEe

5.1 Ilpopnaakruka

Cemvsam c OONbHLIMU JemvbMu  pPEeKOMEHOYemcsi  MeOUKOo-2eHemuiecKoe
KOHCYIbMUPOBAHUE C UYebl0 pPA3bsCHeHUsi  2eHemuuecko2o pucka. Kax u npu opyeux
aymocomHo-peyeccusnvlx 3abonesanusx npu MIIC mun VI, ons xaxcooii bepemeHnocmu puck
podicoenust pebenka cocmasisiem 25%. B cemwvsx, 20e ecmv 601bHOU pebeHOK, cyujecmeyem
BO3MOIICHOCHb NPOBEOCHUs. NPEHAMANbHOU U NpeumMniaHmayuonHou ouacnocmuxu. C smotl
Yenvio  2eHemuK — PeKOMEeHOVem  pooumensim coomseemcmeyowue — OUACHOCMUYECKUe

nabopamopuu u MeOUYUHCKUe YeHmpbl.

Ilpenamanvnas  OUAeHOCMUKA — BO3MOJCHA — NYMeM  U3MEPEHUs  AKMUBHOCMU
apuncyrsgpamasel B 6 6uonmame 6opcun xopuona na 9-11 Hedene bepemennocmu u/unu
onpeoenenus cnekmpa I'Al" 6 amnuomuueckotl scuokocmu Ha 20-22 nedene bepemennocmu. /s

cemell ¢ U3BECMHbIM 2EHOMUNOM  B03MONCHO npoeedeHue ﬂHK'OMCZZHOCmuKM.

5.2. Mouutopunr cocrosgaus aereii ¢ MIIC

3abonesanue umeem MyILMUCUCMEMHYIO NPUPOOY U HeoOpamumvle, npozpeccupyroujue
KAUHUYeCKUe NPOAGIeHUSA, YMo 00YCcl08IUusaem Heobxo0UMoCcmy HaAOII00eHUs He MOIbKO Y3KUMU
cneyuanucmamu  (OMOPUHONAPUH2ONI02AMU,  XUPYP2AMU-OPMONEOamU,  OQhmanbMonI02amu,
Kapouono2amu, NYIbMOHONI02AMU, He8ponamono2amu, cmomamono2amus), HO U
@uzuomepanesmamiui, 1020ne0amu, NCUXOI02AMU U PAOOMHUKAMU naiiuamunslx ciyoco [1-5].

Tlayuenmul ¢ 0anHol HO30102UEl OONNHCHBI NOCMOSHHO HAXOOUMbCS NOO HADIIOOeHUeM,
1 paz 6 6-12 mec. (8 coomsemcmeuu ¢ MAHCECMbIO COCMOSAHUA) NOKA3AHO KOMNJIEKCHOE
obcnedosanue 8 MHO2ONPOPUILHLIX CMAYUOHAPAX. [{IUMeNTbHOCIb HAX0XHCOeHUs 8 CMayuoHape
/ Oneenom cmayuonape 21-28 oueil.

Habniodenue 6onvubix no mecmy scumenbcmed (68 amOy1amopHO-NOAUKIUHULECKUX
VCIOBUAX) OOMNCHO OCYWECMBAAMbCA NOCMOAHHO. JlabopamopHvble U UHCMPYMeHmAanbHble
00C1e008aHUs U PEKOMEHOYeMAs Yacmoma ux nposedenusi npeocmasnena 6 Ilpunoscenuu I72.

na npeoomepawjenus acnupayuoHH020 NOPaNCceHUsi OP2aH08 ObIXAHUSL POOUMENAM UTU
auyam, ocywecmeaarowum yxoo 3a bonvuvim MIIC ¢ napywenuem enomanus, peKomeHoyemcs
8bINOIHAMb BLINOIHEHUE PAOA PEKOMEHOAYUIL!

- yacmoma KopMaAeHul 00JxHCHA Obimb He MeHee 8-10 p/cymKu HeOOoTbUUMY NOPYUAMU,
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- nonodcerue DOIbHO20 NPU KOPMACHUU CUOSL UTU C NPUNOOHSIMBIM 20JI08HbIM KOHYOM,

- e2HCeOHEeBHBIUL OPEHANICHBLU MACCANC, NPOBOOUMDBILIL HECKOILKO PA3 8 OeHb,

- 6 cyuae epyb02o HapyWeHUs 2I0OMAnUsl Pe2yAPHAs CAHAYUSL BEPXHUX ObIXAMETbHbIX
nymeti ¢ HOMOWbIO INEKMPOOmcocd,

- KopMJleHue Yepe3 30H0 (0053amenbHO npu OPOHXUMe/NHEeBMOHU),

- NOCMOSIHHOE NPUMEHeHUe 30H0d 6 cyudae 2pyb020 HAPYUWEHUs. 2NIOMAHUS, YACTbIX
OPOHXONIe20UHBIX UHGDEKYUL ACNUPAYUOHHO20 2eHe3d.

Habniooenue nayuenmos ¢ MIIC VI sxniouaem guvisigieHue 0CL0HCHEHUI OCHOBHO20

3abonesanus u conymcemeyrnumux COCMOSAHUIL.

6. I[OHO.]IHI/ITC.]ILHaﬂ I/IH(l)OpMaHI/Iﬂ, BJIUNAIOIIAA HA TCHCHHUEC U UCXO0Q

3a00J1eBaHUSA/CMHAPOMA

6.1 Oco0EeHHOCTH AHECTE3N0JOTHYECKOro Nocoous

IIpu mnpoBeneHuu oOIIEH aHECTe3MM HEOOXOAMMO TIIOMHHUTH O BBICOKOM pHCKE
KOMIIPECCHHM CIMHHOTO MO3ra BCIEACTBUE HECTAOMJIBHOCTH AaTJIAHTOAKCHAIBHOTO CYyCTaBa.
Koportkas mes, orpaHndeHye oABMKHOCTH HUYKHEN YENIOCTH, YBEIMYEHHE A3bIKa, BIPAKEHHAs
runeprpodus  aneHOMZOB M MHHJIMH  CO3JAal0T  NpoOJeMbl MpU  MPOBEICHHUH
aHECTE3MOJIOTHYECKOT0 TOCOOHs, MO3TOMY MNPEANOYTEHUE CIEAYeT OTIaBaTh MECTHOMY WU
pernoHaibHOMY 00e300iuBaHui0. IlanMeHT mpeaBapuTeNbHO KOHCYIBTUPYETCS KapAHOJIOTroM,
OTOPUHOJIAPUHTOJIOTOM, aHECTE3UOJIOTOM, HEBpomaTooroM. O0s3aTenbHO MPOBEICHHE MOJTHOTO
KapIMOJIOTUYECKOT0 00CceI0BaHNs, TIOJTHUCOMHOTpaduu (7151 BHISBICHUS CTETICHH bIXaTeIbHBIX
HapyLIEHH), TP HEOOXOIUMOCTH - SHJIOCKOIHUU HOCOTJIOTKA M KOMIIBIOTEPHON TOMOTpaduu
nerkux. OnepaTHBHOE BMEIIATENbCTBO C aHECTE3MEeH HEOOXOOMMO MPOBOIUTH B KPYITHBIX
MEIULIMHCKUX IeHTpaX, umeromux OPUT, tak kak MHTYOaluss U MOCIEIyomas KCTyoanus y

TAKUX MAIIUCHTOB MOJCT BbI3BATb 3aTPYAHCHUS.

6.2 Ucxoapl M IPOrHO3

[TporpeccupoBanue 3aboieBaHusl - CKeNETHbIE JIedopMaruu, 3a00JeBaHUs CYCTaBOB,
CepACYHO-JIETOYHBIC OCJIOKHEHHSI, CJIENIOTa M KOMIIPECCHS CIMHHOTO MO3ra MPHBOJHUT K
MHBAIMJM3AIMM TAlMeHTa. B JuTeparype ommcaHbl ciaydad MAlMEHTOB C BBIPAKCHHBIMH
(¢U3NYECKUMU M3MEHEHUSIMH, Pa3BUBIIMMUCS Y)K€ Ha IMEPBOM TroJy KM3HH;, OJHAKO HHOT/AA
OTMEYaeTCsl MEJUIEHHOE TPOTrPecCUpOoBaHKe O0JIE3HN B TEUCHHE MHOTHX JICCATHIICTHH.

ITpo1OMKUTENBHOCTD KU3HU MOXKET cOCcTaBUTh IpuMepHO 30 ner. OcHOBHasl IpUYMHA

CMCPTHU — OCJIO)KHCHUA CO CTOPOHBI CCp,Z[C‘IHO-COC}’,Z[HCTOfI CHUCTCMBI.
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KpnTeplm OIICHKHU KaYeCTBa MeI[I/IIII/IHCKOﬁ NnoMoIiu

Tabumna 1 - Oprann3anmoHHO-TEXHUYECKHUE YCIOBUS OKA3aHUS MEIUIIMHCKON TOMOITH.

Buja MmeauuMHCKON MOMOIIH

CHCHI/IaJII/IBI/IpOBaHHaH MCAUIIMHCKAA IIOMOIIb

YciaoBus oka3zaHus
MEIUIHHCKOHN MOMOIIH

CrarmoHapHO / B THEBHOM CTaI[MOHAPE

®opMa oxkazaHusd IInanoBas

MEIUIHHCKON MOMOIIH

Taoauna 2 - Kpurepuu kauecTBa 0Ka3aHUsl MEJUIIMHCKOM MMOMOIIH

YpoBeHb
JOCTOBEPHOCTH
JI0Ka3aTeNbCTB U
Ne Kpurepnii y0euTeNbHOCTH
PEKOMEH1alui —
HU3KUN (KOHCEHCYC
aKcrepToB -D)
BelInonHeHo onpeneeHne akTUBHOCTH N-
alleTWIraNnakTo3aMuH-4-cynbdarassl (apuicynbdarassl B) B
1 | KyneType ¢ubpo6s1acToB, B M30JUPOBAHHBIX JIGHKOIUTAX, JINOO D
B IISITHAX KPOBH, BBICYIICHHBIX HA (PHIIBTPOBAIBLHON Oymare u
MOJIEKYJISIPHO-T€HETUYECKOE UCCIIEJOBAHNE: BBISBICHHE
myranuii B reHe ARSB, koaupyromem apuncynbdarasy B.
BrinonHeHno Ha3HaueHue PEPMEHTHOM 3aMeCTUTEIbHOM
o | TEPamuH C MpHMEHEHHEM I"ancynbgaszel qetsam ¢ D
YCTaHOBJICHHBIM JHarHo3oM Mykononucaxapunosa VI tuna B
no3e IMr/kr B Buje B/B MH(QY3UH €KEHEIECITbHO
3 BrinosiHeHO onpeieneHne TIIMKO3aMUHOTIIMKaHA MOYH, €CIIU HE D
IIPOBOJMIIOCH B MPEIIECTBYIONINE 6 MECSLIEB
4 BrinosnHena sxokapanorpadus, eciid He IPOBOJHIIOCH D
IIpeauecTByoume 6 MecsleB
BrinosiHeHO onpenieneHne pa3MepOB NIEYEHU U CEJIE3EHKH 110
S | IaHHBIM YJIbTPa3BYKOBOI'O MCCIEAOBAaHUs, ECIIN HE D
IIPOBOJMIIOCH TOCJEIHUE 6 MECSLIEB
6 BbInoJIHEHO yIbTpa3BYKOBOE UCCIIEN0BAHUE TIOYEK, €CIIU HE D
IIPOBOMIIOCH B MocienHue 12 mecsies
7 BrinosnHeHo anekTposHIedasorpaMmma, eciiv He MpoBOANIOCH B D
nocuenHue 6 Mecsues
8 BrinosnHena snexTpokapauorpadusi, eciiv He IpOBOIMIOCH B D
nocuenHue 6 Mecsues
9 Brinonnena penrreHorpadusi OpraHoB IpyJHON KJIETKHU, €CITU D
HE IPOBOAMIIACK NoceHue 12 Mecsies
BrinonHena MarHUTHO-pe30HaHCHAst TOMOTpadus MIEeHHOTO
10 | oTnmena MO3BOHOYHHWKA, €CII HE MPOBOIUIOCH B TIOcenHuE 24 D
MECSLEB
BrinonHena koMmneioTepHas Tomorpadus win
11 | marHUTHOpE30HAHCHAsI TOMOTpadusi FOJOBHOTO MO3Ta, €CIH D
HE IPOBOAMJIIOCH B MOCIEAHNE 24 MecsLIEB
12 BelInonHeHo omnpezeeHne CKOpOCTH HEPBHOU ITPOBOAUMOCTH, D
€CJIM HE IPOBOAMIIOCH Nocieanue 12 Mecsien
13 | BemmosHeHo onpeneneHue GyHKIUN BHEIIHEro AbIxaHus, ecnu | D
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HE IIPOBOAMJIIOCH NOCIeqHNE 12 MecsleB

BrinosnHena noiaucoMHorpadusi, €Clii He MPOBOIUIIACH

14 D
nociennue 12 Mecsies,
15 Brinosnnena peHTreHorpagus ckeneTa, eCiid He POBOIUIACH D
nocsegHue 12 mecsues
16 BeinosiHeHa ayaAMoOMeTpHs, €CIM HE TPOBOANIIACH TOCIIEAHNE D
12 mecsneB
17 BeInonHena KOHCYyIbTalMs BPA4OM-KapAUO0JIOTOM IIPU D
HaJIMYUU NATOJIOTUH CEPAECYHO-COCYAUCTON CUCTEMBI
18 BrinosiHeHa KOHCYJIbTalMsl Bpa4OM-OTOJIAPUHI0JIOTOM IIPH D
HAJIMYMU NATOJOTUU cO CTOpOoHBI JIOP-opraHoB /BepxXHHUX
JbIXaTEJIbHBIX ITyTEH1
19 BrinosiHeHa KOHCYNIbTalMsl BpauOM-HEBPOJIOroM nipu Hanuuuu | D
IIaTOJIOTUU CO CTOPOHBI LIEHTPAJILHONW HEPBHOM CUCTEMBI
20 BrinosiHeHa KOHCYNIbTalMsl BpauOM-OpPTOIIEI0OM ITPH HATTMYUH D
IIATOJIOTUH CO CTOPOHBI ONIOPHO-/IBUraTENILHOTO anmnapara
21 BrinosnHeHna KOHCYIbTAIUs BPAYOM-XUPYPIOM IIPY HATUYUN D
NATOJIOTMH, TPeOYIoNIeH XUPYPruuecKoro BMEIIaTeIbCTBA
22 BrinosnHeHa KOHCYIbTaLUs BPAYOM-0(PTaIbMOJIOTOM MIPH D
HAJIMYHMH NIATOJIOTUU 3PSHUS
23 BeinosiHeHa KOHCYJIbTalMsl Bpa4OM-IIyJIbMOHOJIOIOM ITPH D
HAJIMYUU NATOJIOTUU CO CTOPOHBI JIBIXaTEIbHON CHCTEMBI
24 BrinosnHeH 6-TUMHUHYTHBIN TECT ¢ X01b00H, eciin He D
ITPOBOJMIICS MOCIIEHHE 6 MEC.
BrimosiHeH OMOXUMHUYECKUH aHAIIA3 KPOBU
(amannHaMuHOTpaHcdepasa, acapraTaMHHOTpaHcdepasa,
oOmmumit ¥ NpsIMOi OMIMPYOUH, XOJIECTEPHH, TPUTIIULICPUIBI,
25 | makraTneruaporeHasa, kpeaTuHdochoknHasa, D

JaKTaTACTUAPOTECHU3, Kablui, Gpocdop, menounas
¢docdaraza), eciu He MPOBOIUIICS B IPEALIECTBYIOIINE 6
MECSIIIEB
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Hpuinoxenue Al. CoctaB padoueid rpynnbl

BapanoB A.A. axagemuk PAH, mnpodeccop, n.m.H., Ilpencenarens Hcmonxoma Corosa
neauatpoB Poccun. Harpaael: Opaen Tpynosoro Kpacnoro 3namenn, Opaen Ilouera, Opnen
«3a 3acayru nepen OteuectBom» IV crenenn, Opaen «3a 3acayru mepen OteuectBom» 111
CTENEHU

HamazoBa-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 oOrmiecTBa MEAMIIMHCKUX
TE€HETUKOB

Kysenkona JI.M., npodeccop, n.m.H., uieH Coro3a neauarpos Poccun

I'eBopksin A.K., k.M.H., uwieH Coro3a neguarpos Poccun

Bamakmanze H./L., k.M.H., wien Coro3a neguarpos Poccun

MuxaiiaoBa C.B., 1.M.H., uneHn Poccuiickoro o0iecTBa MeIUIIUHCKUX T€HETUKOB

Cemsiukuna A.H., 1.M.H., wien Poccuiickoro o0mmecTBa MEJUIIMHCKUX T€HETUKOB
CasoctbsinoB K.B., k.6.H., uien Coro3a neauatpoB Poccun

IIymkoB A.A., x.0.H., unen Coto3a nexuatpos Poccun

Bockoo6oeBa E.JO., x.Mm.H., uneH Poccuiickoro o0IecTBa MEIUIIMHCKAX T€HETUKOB

3axaposa E.1O., 1.Mm.H., unen Poccuiickoro o6mecTBa MEUIIMHCKUX T€HETUKOB

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

ABTOpBI NOATBEPKIAIT OTCYTCTBHE (PHHAHCOBOI IOAJECPKKU/KOH(PINKTA HHTEPeCoB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Ipunoxkenue A2. MeTonos10rusi pa3padoTKu KIMHUYECKUX
peKoMeHIaumnii

IleneBasi aynuTopusi JaHHBIX KJIMHHYECKHUX PEKOMEHIALMIA:
1. Bpauu-nerckue KapuOJIOTH;

Bpauu-nynsMoHoI0TY;

Bpauu-neguarpsr;

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

Bpaun- 3H10CKONIUCTHI;

Bpauu- penrrenosnoruy;

Bpauu ¢pyHKIIMOHATBHON IMArHOCTUKY;

© © N o U &~ DN

Bpauu- nerckue cToMaToJIoru

[EY
o

. Bpaun- nerckue xupypru

[
[

. Bpatm ACTCKHUEC aHCCTC3UOJIOTN-PCAHUMATOJIOTH

=
N

. Bpauun-zgerckue HeBposory;

=
w

. Crynentsl meaunimHckux BY3oB

14. Obyuarommuecs: B OpAUHATYPE U UHTEPHATYpPE

Knunuueckue PEKOMCHIAAIMNU  CO3JaHbl Ha OCHOBAaHUHU CHCTCMATHUYCCKOI'O 0630pa
muteparypsl 1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ wucnonb3oBanueM co3aanHbix mpotokosioB (Mucopolysaccharidosis I:
management and treatment guidelines. Muenzer J, Wraith JE, Clarke LA; Pediatrics. 2009
Jan;123(1):19-29; Guidelines for the Management of Mucopolysaccharidosis Type I. Martins
AM, Dualibi AP, Norato D et al. J Pediatr. Vol. 155, No. 4, Suppl. 2. October 2009),
COBPCMCHHBIX MCKIAYHAPOAHLIX KIMHHUYCCKUX peKOMeH,Z[aI_[I/Iﬁ 10 AHMArHoCTHUKEC, JICUCHHIO U
BEICHUIO OOJIBHBIX ¢ META00JIUYCCKUMHU OOJIC3HSIMHU.

Mykonwmcaxapudosbl OMHOCAMCA K pedmm HAcC1e0Cm6EeHHbIM 3a60JzeeaHu;m, umo
UCKIIoYaem 603MOMHCHOCHb npoeedemm oonbuiux KocopmHblX U pandomusupoeauublx
KOHmMpPOIupo6aHHblX UCC1e006AHUN U 01 CO30AHUA npomokKojioe OUAZHOCMUKU U mepanuu
ucnoas3yomcsa Jiuuilb memamuueckue UCC1e006aHUA IKCnepmoe, onyﬁﬂukoeauubte 6

nocneonue 06a oecamuiemus.

Hpn.ﬂomeﬂne A3. CBsi3aHHbIE AOKYMEHTBI MOPAAKHN U CTAHAAPTDBI
OKa3aHus MeﬂHHHHCKOﬁ nmoMoIiu

[Hopsiaku oka3aHus MeIMIUHCKON OMOLIK:
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1.

IIpuka3 MuHHcTEpCTBa 31paBOOXPAHEHUs M COLMAIBHOTO pa3Butus PP ot 16 anpens
2012 r. N 3661 "OO0 yrBepxaenuu [lopsiika okazaHus neanaTpudeckoi momomiu')

ITpuka3 MunucrepctBa 3apaBooxpanenus PO "OO yrepxnenun Ilopsaka oxasaHus
MEIULIMHCKOM TIOMOIIM OOJBHBIM C BPOXKIECHHBIMH U (MJIM) HAcIeICTBEHHBIMHU

3aboneBanusMu" ot 15 Hos0ps 2012 r. N 917h).

CTaH)laprI OKa3aHHA MeIUINHCKON MOMOIIMN:

1.

ITpuka3 MunzapaBa Poccum ot 09.11.2012 N 791n «O6 yrtBepxkaenuun CranHmapra
CHELUATU3UPOBAHHON MEIUIIMHCKON ITOMOIIHU JETAM IIpU MyKomnoJymcaxapuaose 11 tunay
ITpuka3 MunzapaBa Poccum ot 09.11.2012 N 790 «O06 yrtBepxkaenuu Cranmaprta
CHELUATU3UPOBAHHON MEIUIIMHCKOM IOMOIIM AETSIM IpU Mykonoaucaxapunosax III, IV
u VII tunosy.

ITpuka3 MunzapaBa Poccum ot 09.11.2012 N 834n «O06 yrtBepxkaenuu CranHmapra
CIICLIMANIM3UPOBAHHON MEAUUMHCKOM MOMOIIM AETAM NIpU MyKomojucaxapuaose VI

TUIIa»
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IMpuioxenue b. Anroput™m Benenus namuenta ¢ MIIC VI tuna

[amwment ¢ cumnromamu MIIC VI trma

v

Jnarnoctuka

!

Koncynbramus
po(UIBHOTO
CIIEIIUAJINCTA

Jwnarnos
TNOATBEPK/IEH ?

Haznauenue ®3T B
> CTalMoHape

!

ECTb nokasaHus K
CMMMTOMAaTUYECKOMY
NieyeHuno?

MoHuTOpHHT

COCTOSAHMA ITAlIUCHTOB,

nonyvaromux O3T

CumrnroMaTHyeckas TCpanuria

HET Peabunuranus

[Toxazana xoppexuust G3T?
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[Mpunoxenue B. Uudopmauusa 1is1 nanmeHToB

Peakuuu ponuteneii u 61u3kux Ha auarHo3 "Mykomonucaxapuaos" pa3HsITCs.

B nepBeIii MOMEHT 3TO MOXET ObITh 00JerdeHune, 0COOEHHO €CIM POJUTENH OLIYTHIIH,
YTO C UX peOEHKOM HE BCE XOPOILIO, U MEYYTCS OT JOKTOPA K JOKTOPY, IBITASICh y3HATh, YTO XKe
He Tak. [IoHaTHO, uTO Muarnosa "Mykomnonncaxapuao3" HUKTO HE XKEJIAaeT, HO B CaMblil NEPBBIN
MOMEHT POJIUTENN MOTYT HEMHOTO YCIIOKOUTHCS - Bellb MX pEOEHKY MMOCTaBMIIM TUArHo3, a pas
TaKk, TO $ICHO, B KakOM HampaBJeHWU Hano Oyner uaru naneiie. OIHAKO, OYEHb CKOPO
HACTYIAeT MOHUMAaHUE, YTO HE BCE TaK MPOCTO. YTO JIEUEHUsI TAKOTO, YTOOBI UCIIENTHIIO peOeHKa
cpa3y, HeT. [IpuzHaku Mykormnosncaxapuo3a U3MEHSIOTCS B IIMPOKUX IMpeesiaXx OT O0IBHOTO K
O0onpHOMY. Y TAIMEHTOB TPOOJEMBI C CEpIIeM, JETKHUMH, NHIIEBAPUTEILHON CUCTEMOH,
KOCTHO-MBIILIEYHOI'O annapaTa M IOPaKEHUSMU MO3ra, MHOrue ¢ MyKomnoJjucaxapuuao3oM
HCIIBITBIBAIOT 0OJIbIIE OOJIH, YeM OOBIYHBIC JIFOIH.

Hertu c nerkod  ¢GopMOH MYKONOJMCAXapH103a, Kak MpPaBUJIO, IOJHOCTBIO HE
OTJIMYAIOTCSI B TIOBEACHUWU OT 3JI0OPOBBIX JeTeil. Bpems oOT BpeMeHM OHHM MOTYT OBITh
HECJIEpPKaHHBIMH OT PAacCTpOMCTBA, KOrja MX (M3MYECKHe OTPAaHMYCHMS JeNaloT >KU3Hb

TpyaHOU. Hano BCAYECKH MOOLIPATH MIPOSIBJICHUAM UX CAMOCTOSATEIBHOCTH.
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Ipuioxkenue I'l. BoipaskeHHOCTh KIMHUYECKUX MPOSIBJICHUI B

3aBHCUMOCTH 0T Bo3pacrta aedrwra MIIC VI.

Cucrema CuMnoToMm HoBo | muageHus! | 1etu | mOApPOCTKH
POXKII.
Cepneuno- Kapanomuonarus - + + +
cocynrcTasi YToeHne CTBOPOK KIIAIIaHOB | - + +++ | +++
HHC Komnpeccus cnuaHoro mosra | - - ++ ++
[IumeBapurenbHas I'enarocruieHoMeranus - ++ +++ | +++
cucTema
Opran ciyxa CHIKeHue ciryxa - - + +
PenmnuBupyrommii cpeqHui - + ++ ++
OTHUT
Opran 3peHus IlomyTHEHNE POTOBHIIBI - + +++ | ++4+
['maykoma - - + +
CkeneTHo- TyHHENBHBIN KapIIaJIbHBIN - + ++ ++
MBIILIEYHAs CHUHAPOM
I'pyOble uepThl nuIa - - ++ | ++
Jucnnazus ThC - + ++ ++
MHO0KECTBEHHBIN AU30CTO3 - + +++ | +++
['pbixu - + + +
KoHTpakTyphl cycTaBoB - + +++ | +++
Kudos - + ++ | ++
Huskopociocts - + ++ | ++
BriOyxaHue rpyiHO# KIETKH - - + +
JlpIxaTenbHas OOCTpYKTHBHOE altHO? BO CHE - + ++ ++
OOCTpyKIHs BEpXHUX - + ++ | ++
JbIXaTEJIbHBIX ITyTEH1
Cnenuans- HepmaTtaH cynb(at B MOUe " " " "
HbIe TabopaTopHble | AKTUBHOCTEL N- L L Wi L
TECTBI aleTUITraJlakTo3a-MUH-4-
cynbdarazpl
O6umme I'AI" B Moue " " " "
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Hpuiaoxenue I'2. TakTuka Beaenus aereii ¢ MIIC VI tuna

Uccnenosanus [TepBonauanvuas | Kaxaeie 6 | Kaxasie 12 | Onun pa3
OlICHKA Mec Mec B 2 roma

IHoaTBep:xAeHNE IMATHO3A
AHaMHe3 00J1e3HI

Kuannunveckuii ocMotp

PocT, Bec, OKpy>KHOCTb TOIOBBI
BBIHOCIIHBOCTD

Ouenka ITHC

KomnbrotepHass Tomorpadus wiu
MPT ronoBHoro mosra

KorautueHOE TECTHPOBAHUE
(DQ/IQ)*

CKOpOCTh HEPBHOW TPOBOIUMOCTH/
OMI'

Ounenka ciayxa

Aynuomerpus

Ounenka 3peHust

Octpora 3peHus

OcMoTp T1a3Horo agHa

X| 4|4

SR AL X (R4

e

HccnenoBanne poroBuiisl
JbIxaTeqabHas cucrema

OBJ]

HccaenoBanue
cHa/moaucomMHorpagus
O0cienoBanne cepaeYHo-
COCYAMCTOM CHUCTEMBbI
OneKTpoKapaIuorpaMma
Oxokapauorpadus
OnopHo-ABUTaTebHBIN anmapar
Pentrenorpaduu ckenera
Keya04yHO-KHII€YHbIH TPAKT
VY3U opraHoB OpIOIIHON MOJOCTH;
00BEM CelTe3eHKH, ITeYEHU

Y3U nouek

JlabopaTopHble HCC/IeJOBAHUSA
Omnpeneneune [AI X | X | |

! Jlia nereit crapiie 3 J€T; pacCTOSHUE, IPOIEHHOE 3a 6 MUHYT (IIPEANOYTUTEIBHBIM SBIISETCS
TOT K€ IPOMEXYTOK BPEMEHH, UTO U B MPEABIAYIINX TECTAX 3TOr0 NAL[MEHTA); YUCIIO CTYIEHEH,
NpoiiIeHHBIX BBepX 32 3 MuHYTHl. OneHnBatoTcs nokasarenu carypauuu SpO2, Y1, HCC no u
II0CJIE Harpy3KH.

SR I
AR R A

XX

X & (A [ AR
e

2 DQ unu Koapduument ymcrsennoro pazsutus (KYP) - cnocob cpaBHeHHS
MHTEJUIEKTYaJIbHOTO Pa3BUTHUS, CBOHCTBEHHOTO TAHHOMY BO3PACTy (YMCTBEHHBIX CIIOCOOHOCTEMH
peOeHKa 10 OTHOLICHHIO K €r0 CBEPCTHUKAM), C XPOHOJIOTHUECKUM BO3pACTOM ((haKTHIECKUM
BO3pACTOM peOCHKA).

KVYP paccunteiBaeTcsl [€IE€HHEM HHTEUIEKTYaJIbHOTO BO3pacTa Ha XPOHOJIOIMYECKUH U
yMmHOXeHHeM Ha 100 mnst mosydenus menoro yucna. CpenHuii KodQ@PUIMEHT yMCTBEHHOTO
pa3BUTHS U1 J1I000r0 Bo3pacrta cuutaercs paBHbiM 100.
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Ipunoxenue I'3. Anroputm quarnoctuxku MIIC VI tuna

MonexynspHo-
TEHETHYECKOE
WCCIIEIOBAHNE

OCHOBHBIE CHUMIITOMEI Buoxumuueckuit Crernuduyeckuii
Mapkep, OHOXUMHYECKUH
MPEIOIararoIui Mapkep,
HaJIN4YKe MTOJITBEPIKAAFOIIN T
3a001€eBaHus JINarHo3
4acThIe pecUpaTOpPHbIC HH(PEKINH,
rpyObIe YepTHI JTUIA TPH
COXpaHEHHOM WHTEIUICKTE,
OTCTaBaHHUE B POCTE, KOHTPAKTYPHI
P 2 PaKiyp CHmxenue
CYCTaBOB Pa3lIMYHON CTENCHU
[loBbIIeHHast akTuBHOCTH N-
BBIPKECHHOCTH, MTOPAKCHUC
. AKCKpeIus alleTUIIraJaKTO3aMu
CEPACYHO-COCYAUCTON CUCTEMEI,
nepMmartaHcynbdara H-4-cynbdaTassl
MTOMYTHEHHE POTOBHIIHI. N
C MO4YO0i (apuiicynbdaraszsl B)

rérnaToMeraiusd,
CIITICHOMCECT AJIM A, 1I1aX0OBO-
MOLIOHOYHBIC U MMYTIOYHBIC TPbIKHU

BrisBnenune
MyTalui B T€HE
ARSB
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