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KJIMHUYECKUE PEKOMEHJIAIIMA IO OKA3AHUIO MEJTUIIMHCKOM
oMo AETAM C MYKOITOJIMCAXAPHU/1IO30M |l THITIA

JlaHHbIe KIMHUYECKHE PEKOMEHIAINH PAacCMOTPEHbI M YTBEP:KIEHbI HA 3aceJaHUU
HUcnonkoma npodeccnoHaabHOil accounanum aerckux Bpadeil Coro3za nequarpos Poccun
Ha Bcepoccuiickoii Hay4yHo-mpakTHyeckoil Koudepenuun «@Papmaxkorepanus H
JAMETOJIOTUSA B eauaTpumn» 28 cenrsaopst 2013r.

MYKOIIOJIMNCAXAPHUIO3bI

I[aHHBIfI IIPOTOKOJI IO JUATrHOCTUKE U TCPpAIlMK MYKOIIOJIHCAXapUuJI030B Y z[eTeﬁ CO34aH
Ha OCHOBaHMHM CHCTEMaTHYeCKOro o03opa mureparypsl 1992-2013 rr. Medline (Pubmed
version), Embase (Dialog version) u Cochrane Library databases, ¢ ucrons30BanreM CO31aHHBIX
nporokoiioB (Mucopolysaccharidosis type 11: 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 I1) disease through
the Life Saving Drugs Program McGill J, Goldblatt J et all.).

MYKOHOJII/ICElXEipI/IIIOSI)I OTHOCATCA K PCAKUM HACICACTBCHHBIM 38,6OJICBaHI/IHM, qTo
HCKIIIOYaCT BO3MOXHOCTb IIPOBCACHUSA OO0JIBIINX KOI'OPTHBIX H PAHAOMH3UPOBAHHBIX
KOHTPOJHUPOBAHHBIX I/ICCHGILOBaHI/Iﬁ U i1 CO3AaHUA IMPOTOKOJIOB IUMArHOCTUKHU MW TCpaluu
HCIOJIB3YIOTCA JIMIIb TEMATUYCCKHUEC HUCCIICAOBAHUA 3KCIICPTOB, Ol'Iy6J'II/IKOBaHHBIe B IIOCJICAHUC
JABa JCCATHUIICTUA.

OIIPEJAEJIEHUE

Myxkononucaxapunozsl  (MIIC) - rpynma  MeTaOoIM4ecKHX 3aboseBaHui
COEIMHUTENIbHON TKaHU, CBA3aHHBIX C HapylleHHeM oOMeHa riuko3aMuHoriaukaHoB (I'AD),
OPOSBIAIOMUXCS J1e(peKTaMH KOCTHOM, XpSIIEBOW, COeTUHHUTENbHON TKaHei. OOycIoBIEHbBI
JaHHbIE 3a00JIEBaHUSI MYTAlMSIMH T€HOB, KOHTPOJHMPYIOUIMX IMPOLECC BHYTPUIM30COMHOTO
THJIPOJIM3a MAaKPOMOJIEKYI.

Kox MKB-10

E 76.0 - Mykononucaxapuno3 1 tuna

E 76.1 - Mykomoyimcaxapuao3 2 THIa

E 76.2 - [lpyrue Mykormoymcaxapuao3sl

SIIUAEMHUOJIOIUA

Bcerpeuaercs ¢ nonynsiunonnoi yactotoit 1:40 000 - 1:100 000 HOBOPOKI€HHBIX.

IMPO®PUITAKTUKA

[TpodunakTuka MyKOMOJIMCAXapUAO30B - MpEHATaNbHAs AMATHOCTHKA, OCHOBAHHAs Ha
HEIMOCPEICTBEHHOM OIpeiesieHnu nedunnta pepMeHTa B aMHUOTUYECKUX KIIETKaX.

CKPUHUHI'

B nHacrosiee BpeMsi CKpUHUHT CpEIy HOBOPOXKACHHBIX WIM JPYTUX BO3PACTHBIX I'PYIII
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HE IIPOBOJUTCH.
KIIACCUO®UKAIUA

CornacHo (QepMeHTAaTHUBHBIM JAe(eKTaM M TKECTH KIMHUYECKOH CHUMITOMAaTHKH
BBIIETAIOT 14 TUIIOB MYKOIOJIMCAXapHI030B:

MIIC I

. MIIC I H cunapom 'ypiiep

. MIIC I H/S cuanpom ['ypnep-Llleiie

. MIIC IS cunnpom lleiie

MIIC 1T CHUHIIpOM XaHTepa, yMepeHHast U TshkEnast HopMBI

MIIC Il cungpom Canduaumnmo
° MIIC 1A tuma
° MIIC I1I1B tuma
° MIIC HHIC tuma
° MIIC 11D tuna
° MIIC HIE tuma

MIIC IV cungpom Mopkuo
. MIIC IVA cunnpom Mopkuo A
. MIIC IVB cunapom Mopkuo B
MIIC VI cunapom Mapoto-Jlamu (IO BBIPaXEHHOCTH KJIMHUYECKUX IPOSIBICHUM:
Jerkasi, yMepeHHas u Tsokénas Gopmbl)
MIIC VII cunnpom Crnas
MIIC IX

MYKOHNOJUCAXAPUAO3 |l TUIIA
CuHoOHUMBL: CuHIpOoM XaHTepa, Cunapom ['yHTepa

Koax MKB10
E 76.1 - Mykononucaxapuno3 |l tuna

ONPEJAEJIEHUE

Hacnencreennas JIM30COMAaJIbHAS 00Je3Hb HaKOIUJICHHS, XapaKTepU3YIOIIasCs
IPOrPECCUPYIOUIMMH  NICUXOHEBPOJOTUYECKMMH  HApyIICHUSMH, TenaToCIJIeHOMeraiueH,
CepAEeYHO-JIETOYHBIMH PACCTPONCTBAMHU, KOCTHBIMU J1e(hOpMALUSIMU.

SIIUAEMHUOJIOTIUA
MIIC Il Tuna BcTpeyaetcs ¢ nonyssiiuonHoi yactotoi 1:140 000 - 1:156 000.

ITHOJIOI'UsA

B ocHoBe Oone3nu nexkUT AedUIMT WM OTCyTcTBHE (hepMeHTa WAypoHar-2-cynbdaTa3sl
(iduronate-2-sulfatase (12S)).

['en unyponat-2-cynbdaraszbl KapTHPOBAH Ha JUIMHHOM Iuiede X-XpOMOCOMBI, B Jokyce X( 27.1-
028. Tun HaciemoBaHUs 0oje3HM XaHTEpa - PELECCUBHBIM, CLEIUIEHHBIH ¢ X-XpOMOCOMOIA.
bonesnpto XaHTepa cTpajaroT, Kak IPaBWIO, TOJBKO MaJb4YMKH, OJHAKO K HACTOALIEMY
MOMEHTY OIIHMCAHO 5 ciyyaeB 3a00JIeBaHUs y IEBOUYEK I'€TEPO3UTOT, CBSI3aHHBIX C MHAKTHBALUEH
BTOPOM, HOPMAJIBLHOM, X-XPOMOCOMBI WJIM U3-3a CTPYKTYPHBIX U3MEHEHU XpoMOCcOoMBbI. OnucaH
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OJIMH CJIy4ail y TOMO3UTOTHOM JE€BOYKH, UMEIOIIEH TOUEUHbIE MYTalLIUH.

BrigeneHo HECKONBKO 3HAUMMBIX MYTAIM 3TOTO T'eHa, YeM OOBSCHSACTCS HATUYHUe TSHKEIOW U
nerkoi (hopM 3a00JIeBaHus, Pa3HBIX 0 CBOMM KIIMHUYECKUM ITPOSIBIICHUSIM.

B nmutepatype onucano okono 370 pa3aUYHBIX MyTallMid B T€HE UypPOHAT-2-Cylib(arassl, OKOJIO
80% M3 HUX COCTaBJAIOT ToueuHble MyTauuu. [Ipubnusurensno 20% Myrtanuii B 3TOM TeHE
COCTaBIISIIOT CTPYKTYpHbIE abeppauuu. ToTanpHas Aefenusi TeHa WK JeNIeHUN €ro OTAEIbHBIX
3K30HOB CBs3aHbI ¢ TskenbIM TeueHueM MIIC 11

Cremnenb NposIBICHUS MPU3HAKOB 3aBUCUT OT CHEKTpa MyTalui B TeHe (TOYKOBas MyTalus,
TOTaJIbHAS JIeJIelns, JeJIeusl OTAEIbHBIX AK30HOB, HOHCEHC-MYTAIIUU WK MYTallMH CO CBUTOM
PaMKH CUMTBHIBAHUS B MOCIEAOBATEIILHOCTH HYKJIEUHOBBIX KUCIIOT).

KINHUYECKASA KAPTUHA

Knunndeckass kapTuHa Oone3Hun XaHTepa pa3sHooOpasHa. B Hacrosimee Bpemsi 3a0ojeBaHUE
JETUTCA Ha TOKeIylo (GopMy W yMEpEeHHO-TSDKEIYl, OCHOBAaHHYHO Ha CKOPOCTH
POTPECCUPOBAHMS TIOPAXKCHUS Pa3IMYHBIX OpraHoB U cucrteM. OJHAKO, dTa KIaCCHU(pHUKAIHS
JOCTaTOYHO YCJIOBHA.

OcHOGHblE KIUHUYECKUE NPOSIGIeHUs: TPYOble YepThI JIUIIA, 33JePKKa POCTA, TYTOMOABHKHOCTh
CYCTaBOB.

Brewmnuti 6u0 nayuenma: Makpouedanus, MaKpOTJIIOCCHSA, ITyXJble TyObl, KOpPOTKas Ies,
KOHTPAaKTypbl CYCTaBOB, T'MIIEPTPUXO03, I'PBDKH, MO3JHEE MpPOpEe3bIBaHME 3YOOB, OTMEYArOTCA
HU3KUH poCT BOJOC Ha JIOYy, JUIMHHBIE TycThle pecHullbl U OpoBu. C BO3pacToM BOJIOCHI
CTaHOBSTCS OoJiee JKECTKUMHM, NMPSIMBIMM U CBETJIBIMU (11BeTa cojoMsl). ITocie mepBoro roaa
JKU3HN OTMEYAETCsl PE3KOE OTCTAaBaHUE B POCTe, OKOHUaTeNbHbIM pocT 120-150 cm. Yacto
pa3BHUBaeTCs HEMPOIOPLINOHANIbHASL KAPIUKOBOCTb.

Koowcnvle noxpoewi:  1ist  naHHOW (OpMBI  MyKOMOJHMCAaxXapHi03a XapakTEpHO Y3€IKOBO-
nanyyi€é3Hoe MOpaKEHWEe KOXKU, MPEUMYIIECTBEHHO B O0JIACTH JIOMATOK, HAPY>KHBIX U OOKOBBIX
noBepxHOCTeH Mmied u O&aep. DOTH HU3MEHEHHs OOYCIOBIEHBI OTJIOXKEHHWEM IUIUIOB U
JIMKO3aMHUHOTJIMKAHOB B JIEPME.

Kocmnas cucmema: ormedaercst geopmarust KUCTU 10 TUIY «KOTTHCTOH Jambl». XapakTepHbl
ko3, 1eGpOopMUPYIOLIHNI 0CTE0APTPO3 Ta300eIPEHHBIX CYCTaBOB, MHOXKECTBEHHBIE TU30CTO3bI,
YBEJIMYEHHUE TYPELKOTro Cea.

Opaanbl Obixanus: XapakTEpHbl 4aCTble PECITUPATOPHBIE 3a00JI€BaHUS; TOBTOPHBIE OTUTHI, 4ACTO
MPUBOAAT K TPOTPECCUPYIONIEH TMOTEpe CliyXa, OOCTPYKTHBHBIC 3a00JIEBaHMS bIXaTEIbHBIX
IyTeH.

Opeanbl 3penusi: TUTMEHTHAsl JIeTE€HEpalusi CETYaTKH, YMEPEHHO BBIPAXEHHOE MOMYTHEHHE
POTOBHIIBI, KOTOPOE 3a4aCTYIO0 MOKET OBITh BBISIBJICHO TOJIBKO MIPU UCCIIETIOBAHUH MPO3PAYHOCTH
Cpel C TOMOIIBI0 MIENEBOW Jammbl. Y marueHToB ¢ Tspkenoi (opmoit MIIC 11 gacto
BBISIBIIACTCS AUCTPO(DHS ceTyaTKH, MPUBOJISINAS K HAPYIICHUIO NMepru(epruuecKoro u CHIKCHHUIO
CyMEpEeUHOTro 3peHus. Bo3MOXXEH OTeK JucKa 3pUTEIBHOTO HEpBa, O0O0YCIOBJICHHBIN
MOBBIIICHHEM BHYTPUUYEPEITHOTO JTaBJIeHHs. Peko BcTpedaeTcs riaykoma.



Llenmpanvuas nepsnas cucmema: 3aJepxkKKa ICUXOMOTOPHOTO ¥ PEYEBOTO PAa3BUTHsI BBIpaKEHA
¢ 1,5-3 ner. K 8 ronam pasBuBaercs TspKenash YMCTBEHHAs OTCTANIOCTh. XapaKTEpPHO HaJIU4ue

cynopor (ocobeHHO TpU TsDKENOH (Qopme); paHHMMU KIMHUYECKUMHU TPOSBICHUSIMU
CYJIOPOXHOTO CHHIPOMA MOTYT OBITh MPOCTHIE a0CAHCHI C KPATKOBPEMEHHBIM YTHETCHHEM HIIU
NoTepel CO3HAHUS U COMYTCTBYIOIIMMH JIBUTATEIIbHBIMU WM BET€TATUBHBIMU PacCTPOHCTBAMHU.
VY ManueHToB €O C€a00 BBIPAKEHHBIMU KIMHUYECKUMHU TMPH3HAKAMH CYIOPOXHBIH CHHAPOM
BCTpevaeTcsi HamHOro pexe. [losiBieHue cymopor TpeOyeT MNpPOBEACHUS — OLEHKH
HEBPOJIOTUYECKOTO craryca. [lpm mporpeccupoBaHuu 3a00JieBaHHMS YacTO HAOIIOMAIOTCS
TeHEPAIIM30BAHHBIC TOHUKO-KIIOHMYECKUE MapOKCU3MBI, KOTOPbIe OOBIYHO XOPOIIO IMOJIA0TCS
MOHOTCPAIINN AHTUKOHBYJIbCAHTAMMU.

Hepenko dhopmupyercst coobmaromasicst ruapouedanis, CiacTUIeCKHe Mapa- U TeTpanapessl.
HDI/I3HaKI/I rn,upoued)anm/l 3a49aCTyr0 TMOABJIAIOTCA MCIJICHHO W HE3aMCTHO, U MOI'YT

3aKJII04YaThCA B UIBMCHCHHNU ITIOBCACHM A, IIOABICHN TrOJIOBHOM 6OJ'II/I, HApYIICHUU 3pCHU.
OmnucaHbl TakkKe ClIydan CHAABJICHUS CIIMHHOTO MO3r'd, BBI3BAHHOI'O YTOJIIICHHUEM €TO 000JI0UEK

WM HECTaOMIIBHOCTBIO aTJIaHTOAKCHANBHOTO cycTaBa. CHMIITOMBI MOTYT BKJIIOYATh HapyIlIeHUE
MOXOJKH, MBIIIEYHYIO CIa00CTh, HEYKIIOKECTh IpPH COXPAHHBIX MOTOPHBIX HaBbIKAaX U
TUCHYHKITIIO MOYEBOTO ITY3BIPS.

KapnanbHbli TOHHENBHBIM CHHAPOM — 3TO 4YacTas HEWpomaTus CHABJICHHS Yy NAUHUEHTOB B

Bo3pacte oT 5 10 10 net. B HavanbpHOM cTaguy 3a00eBaHUs BOZHUKAIOT OHEMEHUE TIOPAKEHHOH
KHCTH, TPYAHOCTHU BBIIIOJIHCHUA TOHKHUX IIBI/I)KGHI/II;'I, CHMXXCHHUEC YYBCTBUTCIIbHOCTHU ITAJILLICB
KUCTH. DTU CHUMITOMBI PEJKO OTMEYAIOTCS PEOCHKOM M HE PACLEHHMBAIOTCS POJIUTENSIMHU Kak
narosnornyeckue. [1o3xe NOABIAIOTCS NapecTe3Uy, YyBCTBO MOKAJIbIBAHUS B KOHUYMKAX MaJIbLEB
KHCTH U CO BPEMEHEM IPOILIECC MOKET PacIpOCTPAHATHCA Ha IpelIuieube U mmiedo. [lanuenTst
PENKO COOOINAIOT O OOJIEBBIX OLIYIICHUAX, TOKA HE IPOUCXOANT MOTepsl HYHKIUU.

HaDVHIeHI/ISI TJIOTAHUA: KOCTHBIC M3MCHCHHA HNPHUBOIAT K CHHIXCHUIO IMOABHIKHOCTHU HIDKHEH

YeIOCTH, YTO OTPAaHMYMBAET CIIOCOOHOCTH OTKPHIBaTh POT W JK€BaTh. HapylieHWs rioTaHus
OTMEYAIOTCS TPH CPEAHETSHKEIOM M TSDKEIOM TEYeHHHM 3a00JeBaHMsS W CBS3aHBl C
(YHKIIMOHUPOBAHUEM CTBOJIOBBIX OTJEJIOB TOJOBHOTO Mosra. llpm HapymeHum uX paboThl
HaOJII0al0TC MPU3HAKU TceBA00ynbpOapHOro wiM OynpbapHOro mnapanundyeid. CUMNITOMBI
NeOIOTUPYIOT C PEIKHUX MONEpPXMBAaHUM TBEpAOM MUINEH, pa3BUBAIOTCS IOCTENEHHO W, B
KOHEYHOM HTOre, MPHUBOAAT K IpyOOMY HapylleHUIO0 (YHKIHMU TJIOTaHUS WM TOJHOMY ee
ucue3HOBeHMI0. OTCYTCTBHE MPAaBUIIBHOM PETYIISIIMM aKTa III0TaHNs IPUBOIUT K 3a0pocy MUIIH,
CIIIOHBI B Tpaxew U OpOHXMAIBHOE JE€PEeBO U PAa3BUTHIO BTOPHUYHOW HH(EKIUH B BHJE
PELUIMBUPYIONNX aCUPAIIMOHHBIX OPOHXHWTOB W IMHEBMOHUH. DTO YCYryOJIseT IbIXaTelbHbIC

HapymcHus, ABJIAIOMUECA CICACTBUEM OTIIOXKCHHA MYKOIIOJIMUCAXapUuaAOB B BEPXHUX W HUKHUX
AbIXaTCJIbHBIX ITYTAX.

Ilosedenueckue mapywenuss - THIEPAKTUBHOCTb, PACTOPMOXKEHHOCTb, arpecCUBHOCTh U
YIPSIMCTBO, KaK IMpPaBHJIO, UMEIOT MECTO y JeTell CO CpeaHETsHKeNoW M Tshkenol dopmamu
MyKonoJjucaxapuao3oB. [IpoGieMbl ¢ MOBEAEHHEM 3HAUYMUTENIBHO BIUSIOT HAa IMOBCEJHEBHYIO
KHU3Hb peOCHKa M €ro CouualbHylo ananTauuio. ITosBissACH Ha BTOPOM TOAY >KU3HM, OHHU
MPOJIOJDKAIOTCA BIUIOTH 0 8 - 12 ner. Perpecc KOTHUTHBHBIX (DYHKIHMHA Hapsay C TSDOKETON
MOTEpEeH cyxa, pacCTpPOHMCTBOM CHA, OCOOEGHHO OOYCIIOBJIICHHBIM OOCTPYKTHBHBIM aITHOD,
OKa3bIBAIOT CYIIECTBEHHOE BIMsSHUME Ha TnoBeleHue pebenka. I[lo mepe HapacTaHus
KOTHUTUBHOTO  Je(QUIMTa K TUIEPAKTUBHOCTH U  arpecCUBHOCTH  MPUCOETUHSIOTCS
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ayTUCTUYECKHE 4epThl. MeauKkaMeHTO3Has  Tepamus, HalpaBlIieHHas Ha  KOHTPOIb
pa3pylIMTEN,HOTO  TIOBENEHHUs, 4Yacto ObBaer  HedpdexkTuBHONW. B manmpHeiimem
MPOTPECCUPOBAHNE HEHPOJETeHEPATUBHBIX U3MEHEHUH MPHUBOIUT K JIEMEHIIUH, JIBUTATEIHHBIM
HAPYIICHUSIM, YTO HUBEIHPYET OCOOCHHOCTH TIOBEICHUSI.

Cepoeuno-cocyoucmas cucmema: XapaKTepHO MOpaKeHUE KiamaHoB cepua. Haubonee yacto
oTMeuaeTcss (pOopMHUpOBaHME TMOPOKAa MHUTPAIBHOTO KjarmaHa, Ha BTOPOM MeECTE MOpakeHue
AOpTAJIBHOIO, 3aTéM TPUKYCHHMAAJIbHOIO M KJamaHa JerouyHoil aprepuu. Kapanomumonarus
HaOJI0/IaeTCs TOpa3io pexke, YeM KIIallaHHbIE TOPOKH.

Kenyoouno-kuwieunas cucmema: BCIEICTBUE  OrpaHUYEHHs] OObEMa JBIKEHUS HIDKHEH
YENIOCTU W 3aTPYAHEHUS pPa3KEBbIBAHMS MHUIIH, TUNEPTPOGUH MHUHAAIUH, MaKpOTJIOCCHUU
Pa3BUBAIOTCS HAPYIICHHE aKTa IJIOTaHUS M CIOHOTEYEHHE. BO3MOXKHA JUapes, CBSI3aHHAas C
HakoruieHneM ['Al' B HEpBHBIX KJIE€TKax NHIIEBAPUTENbHOT0 TpakTa. C BO3pPAacTOM YacTo
pa3zBuBatoTcsi 3amopbl. C paHHHUX JI€T OTMEYaeTcs TeNaToCIIEHOMEraius. XapaKTepHbI
MyIOYHAasl U IaX0Basi TPbLKH.

JTUATHOCTHUKA

Aaroputm quarnoctuku MIIC II npeacraB/ien Ha pucyHke 1.

OCHOBHBIMHU IMaTHOCTUYECKUMU KPUTEPHUIMU SBIISIOTCS:

1. XapakTepHblii BHEIIHUI BU] TAIIUEHTA.

2. [ToBeImeHHAs SKCKpeNHsl IepMaTancyibdara ¥ remnapancyibdara ¢ MOYOM.

3. CHmxeHHe aKTUBHOCTH MJIypoHaT-2-cyiab(dartazpl B KyiIbType (uOpoOsiacToB wWiIn
M30JIMPOBAHHBIX JICUKOIUTOB.

4. Bo3MoxHa TpeHaTajdbHas JUArHOCTHKA TOCPEACTBOM aHaiu3a (EepMEHTOB MpHU OHONCHH
AMHHOIMTOB FJIM BOPCHHOK XOPHOHA.

5. Myranus B reHe uaypoHar-2-cyabgaTasbl.

CKpUHUHT-TECT: KOJIMUECTBEHHBIN U KauecTBEeHHbIN aHanu3 ['Al" B Moue. 30J10TOM CTaHAapT AJis
muarHoctuka MIIC |l — BeisiBneHHme nedummra WaAypoHaT-2-Cynb(arasbl B JIEUKOIUTAX,
¢ubpobnactax wim masme. Ilpu cemeitHoM aHamHe3e 3a00JeBaHHS CIEAyeT MPOBOIUTH
MOJIEKYJIIPHOE T€HETHYECKOE TeCTUpOBaHWE Ha crenuduueckue myrtanuu. Eme ogun meron -
U3MepeHNe aKTUBHOCTH ()ePMEHTa B CYXOM MSITHE KPOBH.

Huarno3 MIIC II nomken ObITh MOATBEPKACH OMOXUMUYECKUM UM TEHETHUECKUM aHAJTHU30M.

JANOOEPEHIHUAJIBHAS TUATHOCTHUKA

IIpoBOoauTCS C IPYyTMMU TUIIAMU MYKOJIUITUA030B, TaHTJIMO3UI030M.

OcHoBubIiMU oTiImunTeIbHBIME YepTamMu MIIC Il ot cunnpoma I'yprep sBIstOTCS: TTpo3padHas
poroswuiia, 6ojee MeJICHHOE IPOrPECCUpOBaHUE 3a00ICBaHMUS.

BEJEHHUE JETEW C MIIC ||

3a0osieBaHWe HMEET MYJIbBTHUCUCTEMHYIO NPHUPONY U HeoOpaTHMble, MPOrPeCcCUpPYIOLINe
KJIMHUYECKHE TMPOSBJICHUS, 4YTO OOYCIIOBIMBAET HEOOXOJUMOCTh HAONIOJIEHHS HE TOJIBKO
Y3KUMH CIIEIUATUCTaMU (OTOPUHOJIAPUHTOJIOTaMH, XUpypraMu-opToneaamMmu, o(raabMoIoraMu,
KapJIMOJIOTaMH, yJIbMOHOJIOTaMH, HEBPOIIATOJIOTaMH, CTOMATOJIOraMHu), HO u
¢du3noTepaneBTamMu, JOTONeIaMH, ICUXOJIOTaMH U pPaOOTHUKAMH MAJJTHATUBHBIX CITYXO.

[TarueHTHI ¢ JTaHHOM HO30JI0THEH TOJDKHBI MOCTOSIHHO HAXOUTHLCS Mo HabmoieHueM; 1 pas B 6
MeC. - TPOXOIAUTH OOCJIEIOBaHWE B MHOTOMPOMMIBHBIX CTalMoOHapaxX. J[IuTenpbHOCTH
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HaxOXJICHWs B CTalMOHape / JHEBHOM CTalMOHape 21-28 nueii. JlaGopatopHbie U
I/IHCprMeHTaHI:HBIC O6CJI€,Z[OBaHI/I$I n peKOMeHIIyeMaSI qactoTa ux HpOBeI[CHI/ISI Hpel[CTaB.HeHa B
Tabmd. 1.

Ta6mmma Nel
Yacrora nposenenus odcnenoBanus y aerei ¢ MIIC Il tuna

Uccnenosanus [Tepponavanbn | Kaxabie Kaxnpie OnuH pa3

ast OI[CHKA 6 mMec 12 mec B 2 roa
demorpaguyeckasi X
XapaKTePUCTHKA
Hctopus 601e3H1 X
Ouenka o01ero Bujaa X X
Kiaununuyeckuii ocMoTp X X
Ouenka HHC
Kommnbrorepnass  tomorpadus X X
ni MPT rosioBHOTO MO3ra
KoruntnBHoe  TectupoBaHue X X
(DQ/IQ)
Ckopoctb HEPBHOMI X X
npoBoauMoctu/ DMIT
Ouenka cayxa
Ayanomerpus X X
Ouenka 3penust
Octporta 3peHus X X
OcMoTp ceTuaTku ria3a X X
WccnegoBanue poroBuilsl X X
JbIxaTenbHas cucrema
OB/] X X
HccaenoBanue X X
cHa/moJiMcoMHoOrpadgus
OO0caenoBaBHHE  CepAeYHO-
COCYAMCTON CHCTEMbI
DNIeKTpOoKapauorpaMmma X X
DOxokapauorpadus X X
OnopHo-ABHUraTeJbHbIN
anmapar
Pentrenorpaduu ckenera X X
Kenyno4Ho-KUIICYHbII
TPAKT
O0Bem cene3eHKH X X
OObeM redyeHn X X
Jnvna , Macca X X
OKpy>KHOCTb T'0JIOBBI X X
ApTepralibHOE JaBJIeHUE X X
Omnpenenenne AT X X
Onpenenenue aKTUBHOCTHU X
(bepmeHTa

DQ unu Kosgpgpuyuenm ymcmeennoeo pazsumus (KYP) - cnocob cpasHenus unmeniekmyanbHo20

pazeumusi, COUCMBEHHO20 OAHHOMY 803PACIY (YMCMBEHHBIX CNOCOOHOCTMEN PeOEeHKA N0 OMHOULEHUIO K

€20 C8EPCMHUKAM), C XPOHONOSULECKUM BO3DACIOM ((PAKMULECKUM 803DACMOM peOeHKa).

KYP paccuumvisaemcs Oenenuem uHmMeNIEKMYalbHO20 603PACMA HA XPOHOLOSUYECKUL U YMHOMCEHUEeM
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Ha 100 ona noayuenus yenoco yucia. Cpednuil KOIDuyuenm yMCmMEEHHO20 pazeumus 0s 006020
sospacma cuumaemcsi pastvim 100.

HaOmronenne mnamumentoB ¢ MIIC 11 BxirouaeT BBLISIBJEHHE OCJIOKHEHHIT OCHOBHOIO
3a00/1eBaHUS U CONNYTCTBYIOIINX COCTOSTHUIA.

e JInsg OMarHOCTHKM OOCTPYKTHBHOI'O ariHO? CHA MPOBOJUTCS MOIMCOMHOrpadus, KoTopas
MO3BOJIIET ONPEICIUTh XapaKTep IbIXaTEeNIbHBIX HapyUICHUH (MCKIIOUUTH LEHTPaTbHBINA
reHe3, CBSI3b C THUNEPTpOoQHel aJeHOUIOB, CEPACYHON HEIOCTATOYHOCTHIO MIIM KOMILIEKC
MIPUYHH).

e KunuHnueckass KapThHAa HEBPOJOTHYECKUX TPOSBICHUH M pe3yabTaTbhl OOBEKTHBHBIX
METOMOB OOCIEOBAaHMsSI HE BCETAa KOPPETUpYIOT. Pe3ynpTaTbl MarHUTHO-PE30HAHCHOMN
tomorpadun (MPT) ronosHoro mosra nanueHtoB ¢ MIIC He sABISIOTCS AMArHOCTHYECKU
3HAUYMMBIMH ISl ONIPE/ICIICHUs KOTHUTUBHOTO Aeduimra.

e CrumymnsnuoHHas snekTponeripomuorpadus (OHMI') mo3BosiseT ompenenuTs caaBlieHUE
CPEIMHHOTO0 HEpBa JAXKE J10 MOSBJIEHUS CUMITOMOB U JIOJDKHA MPOBOAMTHCS, HAUMHAs C
BO3pacta 4-5 JieT, eKeroHo.

e Perynsaprnoe npoeneHue OKI', 3xo-KI', xonrepoBckoro MonutopupoBanus OKI,
CYTOYHOTO MOHHUTOPHHIa apTepUaibHOrO AaBICHUS HEOOXOJMMO IMalMeHTaM C JaHHOU
[aTOJIOTUEH, TaK Kak C pPaHHEro BO3pacTa y HUX OTMEYAIOTCS CEpAEUHO-COCYAUCTHIE
HapyLIEHUs.

e CKpUHMHI Ha KJIMHUYECKHUE U BU3YyaIU3allMIOHHBIE PU3HAKU KOMIIPECCUM CIIMHHOI'O MO3Ta.
HectabunpHOoCTh  aTJIaHTOAKCHAJIBHOTO  CyCTaBa  MOXET  ObITh  BBISBIEHA  IpHU
peHTreHorpaguu  MIEMHOro OT/AeNa MO3BOHOYHUKA C  HArpy3Ko, OJHAKO JUid
MOJATBEPXKJIEHUSI KOMIIPECCUU CIIMHHOTO MO3ra BCIIEJACTBHE YTOJILICHUS €ro 000J0YeK
TpeOyercs nmposenenue MPT.

MMPUMEP IUATHO3A

- Myxkononucaxapuooz 2 muna (cunopom Xamwmepa). Bmopuunas ounamayuoHHas
kapouomuonamus. Hedocmamounocms mumpanshoeo u mpukycnuoanierozo knananos. HK 11 A
cmenenu. 3adepaicka ncuxopeuegozo passumus. Ocobennocmu hopmuposanus NO3HABAMENbHOU
OdesmenvbHOCmU, 00Was MOMOpHAs HelosKkocmy. Konmpaxmypel eepxuux KoHeuHOCmel.
CeubamenvbHvle KOHMPAKMYPbl KOJIEHHLIX cycmasos. PyHKyuu napyuienus cycmasos I cmenenu.
Okeunycnasa  Odepopmayuss  cmon.  Hucgynkyus  ounuapnoco  mpaxma. —Aoenoudum.
Annepeuveckuii punum, nepcucmupyiowas gopma. J8ycmopouHuii cpeoHull 2KccyOamusHblll
omum. Aneuonamus cem4amku.

JIEYEHUE

1. ®epmenTo3amectutebHas Tepanusi (O3T).

Jns mposenenus QepmenrosamectutenbHol Tepanuu npu MIIC |l tuna npumessioT
unypcynbhasy (Dnanpasa; kog ATX A16AB09).

JlaHHBIi mpenapaT sABJSETCS MEPBBIM U €IUHCTBEHHBIM CPEJICTBOM (PepMEHTO3aMECTUTEIIbHON
Tepanuu CUHApoMa XaHTepa Ha CErOJHSIIHUMN JeHb. JTO OYMIEHHAs peKoMOMHAaHTHas (opMma
bepMenTa uaypoHaT-2-cynbdartasbl, IPOU3BOANMAS HA KIETOYHOM JIMHUM YelIO0BeKa, CIocoOHas
o0ecrieunTh MNPOQMIb TNIMKO3WIMPOBAHUSA, AHAJIOTMYHBIM mnpupogHoMmy depmenty. llpu
yIIOBJIETBOPUTEIBHONM  NEPEHOCMMOCTH  Tpemnapara  (epMEHTO3aMECTHTEIbHAs  Tepanus
MIPOBOAMTCS MMOCTOSIHHO, MOXKU3HEHHO, HEMPEePhIBHO B 103¢€ 0,5 MI/KT OJUH pa3 B HEENIO B BUJIE
BHYTPHUBEHHOW MH(Y3UH HA MPOTSHKEHUH 3 4 ¢ MAaKCUMalIbHON CKOPOCThIO BBeZIeHHs 110 40 mi/u
B YCIIOBUSIX cTanmoHapa. Bpems un¢y3uii cokpamars He Cleayer.

@®3T 1O3BONSIET 3HAYUTEIBHO YAYYIIUTh COCTOSHHE MAIMEHTOB, NOOUTHCS YMEHBUICHUS
pasMepoB CENEe3EHKU U IIEYCHM, YBEJIUYEHUs IOoKa3aTelnell (YHKIMU BHEIIHEro JbIXaHus,
cHmwkenust yposaeid I'AI' B moue. Ilpemapar He NpoxXoguT 4Yepe3 remMarodHuehalndecKun
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Oapbep, M03TOMY MH(Y3HS MPOBOIUTCS yepe3 nepudeprudecKuil Uiu LEeHTPATbHbIA BEHO3HBIN
JIOCTYIl M1 KOHTPOJIMPYETCS] MEIMLIMHCKUM TiepcoHaoM. JledeHue npekpamiaercst npyu pa3BUTHU
ONACHBIX ISl )KU3HU HEXKEJIATEIbHbIX SBICHUM.

Ilobounvie 2¢pghexmopi: BO3MOXKHA aHA(PUIAKTUYECKAs PEAKLMA, 3yH, KpaluBHUIA, TOJOBHAs
00J1b, MOBBIIIEHUE APTEPUATILHOTO JIaBJICHUs, OOJH B )KUBOTE, TUIIEPBO30YIUMOCTb.

2. CHMIITOMATHYECKAS Tepanusl.

e Ilpu  cooOmaromeiics  ruapouedanuu  MOKAa3aHO  BEHTPUKYJIO-TIEPUTOHEAIbHOE
myHtupoBanue. Ilammenram ¢ MIIC Il Thna ¢ nOporpeccUpyrolluM — YBEIMYCHUEM
KEITYA0IKOB 10 AaHHBIM MPT u/vnm moATBepAEHHBIM MOBBIIICHUEM JIaBICHUS 1IepeOpo-
CIIMHAJILHOM >kuakocTH 6osiee 25-30 cm BogHOTO cTosioa (18-22 MM pT. cT.).

e CramieHue CIIMHHOTO MO3Ta MPUBOAUT K HEOOPATHMBIM HEBPOJOTHUECKUM HAPYLICHUSM,
[OSTOMY TMPH TMOSIBIICHHMH IEPBBIX CHUMIITOMOB HEOOXOIMMO paccMaTpuBaTh BOIPOC O
JIEKOMIIPECCUPYIOIIEH Onepanuu 10 MOSBICHUS BbIPAXKEHHBIX HAPYIIECHUH.

e [lanmenrtam ¢ HapymeHreM (YHKIMU KUCTEW WIM C HapyIIEHHEM HEPBHOM MPOBOJANMOCTH
no pesyiabraraMm DOHMI' mokazana omepanusi J1€KOMIPECCUU HEPBHBIX CTBOJIOB, KOTOpas
MPUBOJIUT K OBICTPOMY CTOMKOMY ynydlieHHio GyHKIuU. YacToTa peluiuBOB KaprnaibHOro
TOHHEJIBHOTO CHUHApOMa y NanueHToB ¢ pasnuuHbiMu Tunamu MIIC HeusBecTHa.
[TockonpKy MOBTOpHAs KOMIIpECCHsI MEAMAHHOTO HEpBa BCJEACTBHUE pyOlLIEeBaHUSA WU
OTJIOKEHHUS TTTUKO3aMHHOTIIMKAHOB BO3MOYKHA, HEOOXOIMMO MPOI0JIKATh HAOIIOIEHHE.

e Koppekuusi CcepAeUHO-COCYJUCTON  HENOCTaTOYHOCTH, AapTEepUaIbHON  THIIEPTEH3UHU
MPOBOJIUTCSA CTaHJAPTHBIMU METOJAMU JICUECHHUS NPUHATHIMU B JE€TCKOM Kapauojoruu. Ilo
MIOKA3aHUSM PELIAETCS BOIIPOC O HEOOXOAUMOCTH XUPYPTruUeCKOW KOPPEKLIUH.

e JleueHue TIOBEIEHYECKUX HAPYIICHUNH MPOBOAMUTCA ICHUXPOHEBPOJIOTrOM, OOBIYHO
UCIIONIB3YIOTCSl CE€aTUBHBIC CPENICTBA, TPAHKBUIIM3ATOPHI, KOPPEKTOPHI MOBeaeHHs. Bribop
npemnapara, J103UpOBKa, JIUTEIBHOCTh Kypca ONpPENENSIIOTCS MHAUBUAYanbHO. HadunHaroT
IpUeM JAaHHBIX TpEenaparoB TMOJ TIIATEIbHBIM BPauyeOHBIM KOHTPOJIEM B YCIOBHSIX
KpPYTJIOCYTOYHOI'O / IHEBHOT'O CTAI[MOHApa.

e [Ipu cuMOTOMAaTUYECKOW ANUJIETICUM HA3HAYAIOTCSI AaHTUKOHBYJIBCAHTBI, OJTHAKO JO3UPOBKHU
HCIIOJIB3YIOT MEHBIIE CPEAHETEPANIEBTUUECKUX JUIsl CHUKEHUSI PUCKA PAa3BUTHS BO3ZMOMXKHBIX
HEKEJaTeIbHBIX 3¢ dexTos. [TonGop AHTHUKOHBYJIbCAHTA OCYILIECTBIISIECTCS
MICUXOHEBPOJIOrOM B 3aBUCUMOCTHM OT BHJA HPUCTYIOB, JIOKAIM3ALMKW  oOuara
MaTOJOTUYECKOM aKTUBHOCTH.

e Ilpu odrampMoOMOrHYEecCKUX HAPYIICHUSIX MPOBOAMUTCA JIEUEHHE MO TMOKa3aHUsAM, MOJI00p
TEpanuu OCYIIECTBIIETCS HA COHOBAaHUM PEKOMEHAALNN IO JIEYEHUIO COOTBETCTBYIOLIUX
HO30JIOTHH.

e Opronenuyeckas KOPPEKLUHs HAPYIIEHHUS OCAaHKH, TYTOMOABMXHOCTH CYCTaBOB C
MCIIOJIb30BaHUEM HEXUPYPrHUYECKHX METOOB BKIIOYAET (PU3HONPOLEAYPHhl U NMPUMEHEHHE
opToneauveckux ycTpoicTB. [lo mokazaHusiM OCYIIECTBISAIOT apTPOCKOIHIO, TPOBOJIUTCS
XUpyprudeckas: 3aMeHa Ta300epeHHOr0 WM KOJIEHHOIO CyCTaBa, MWCIPaBICHHUE OCH
HUKHEN KOHEYHOCTH.

e PenuauBHUpYIONINE OTUTHI, YaCThIe PECIHPATOPHBIC 3a00JIEBAaHUS BEPXHUX JBIXATEIbHBIX
nyTel TpeOyIoT TPOBEACHHS CHUMITOMATHYECKOW, aHTHOAKTepUaTbHON Tepamuu, 10
MOKa3aHUsIM - XUPYPrUYeCKOTO BMEIIATEIbCTBA.

AKTHBHasi MMMYHHM3aLUsl
Yactele pecnupartopHble WH(EKIMU OOYCIOBIMBAIOT TPOBEICHHE BaKIMHAIIMK TPOTHB
ITHEBMOKOKKOBOW U TreMO(QUIbHON HH(pEKIi.

AHeCcTe3H0JI0rHuecKHue nmocoons

[Tpu mpoBeneHnn OOMICH aHeCTEe3MH HEOOXOJIUMO IOMHHUTH O BBICOKOM PHCKE KOMITPECCHU
CIIMHHOT'O MO3ra BCJICACTBHC HGCTa6I/IJIbHOCTI/I ATJIAHTOAKCHAJIBbHOT' O CyCTaBa. KOpOTKaSI e,
OTpaHHYCHUE TIOJIBMYKHOCTH HIDKHEH YeNIIOCTH, YBEJUYCHHE S3bIKA, BBHIpAYKCHHAS TUIIEPTPOPHS
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a/ICHOMJIOB M MMHJAJIUH CO3JAat0T MpOOIeMbl PU MPOBEIEHUH aHECTE3MOIOIHYECKOT0 TOCOOH,
MIOTOMY TPEANOYTEHHE CIEeAyeT OTAAaBaTh MECTHOMY WJIM PETMOHAIBHOMY 00e300JIMBaHUIO.
[TanuenT  OpeaBapUTENBHO  KOHCYJNBTHPYETCA  KapAUOJIOTOM,  OTOPHHOJIAPHUHIOJIOTOM,
aHECTEe3HO0JIOroM, HeBpomnarosoroM. OO0s3aTenbHO NMPOBEAEHHE IOJHOTO KapAHOJIOTHYECKOIO
o0clie10BaHus, NOIMCOMHOrpaguu (JUIsl BBIABJICHHS CTENEHH JAbIXaTeNbHBIX HapyLIEHUH), Ipu
HEOOXOJMMOCTH - DSHIOCKONMHMHM HOCOTJIOTKM W KOMIBIOTEPHOH TOMOTpaduu  JIETKHUX.
OnepaTuBHOE BMEIIATENBCTBO C aHECTE3MEeH HEOOXOAUMO IPOBOJUTh B KPYIHBIX MEIULIMHCKUX
nerrpax, umeronmx OPUT, Tak kak MHTYOAmust M TOCIEAyromas SKCTy0amus y TaKuX
IAIJUCHTOB MOKET BBI3BATh 3aTPYAHCHHUS.

Peaounauranus
[Tanimenty ¢ mykomosmmcaxapugo3om Il tuma  ¢usmorepaneBroMm u  BpadoMm-JIOK
pa3pabaTeiBacTCs TEPCOHAIM3HPOBAHHBIA Kypc peaOuauTaluy, BKIIOYAOIIMA Maccak,

JeueOHyr0  QU3KYIbTYpY,  (GU3MOTEparneBTUYEeCKHe  Hpoleaypsl  (MarHUTOTEpaIHIo,
TEPMOTEPAINIO, YAaPHO-BOTHOBYIO TEPAIHIO, METO OMOJIOTUYECKON 0OpaTHOW CBSI3U U JIpyTue
MPOLEAYPHI).

Peabunuranmonnsie kypcol (Maccax, JIOK, ¢usuonponenypsl, MCHXOIOro—IeIarorndeckas
IIOMOIIIb) JK€JIaTeIbHO MPOBOAUTD B YCIOBUSX JHEBHOTO CTAllMOHAPA IIPOBOJUTCS C YAaCTOTOM 3-
4 paza B TO/I.

Ilcuxosioro-negarornyeckasi NOMouib

[TpoBOIUTCS B KOMILIEKCE PEaOMIMTAIIMOHHBIX MEepONpuiaTuii. KOppeKImoHHO-I1e]arorniaeckoe
BO3[[€I\/JICTBI/IG OIpeaciICTCA B 3aBUCUMOCTU OT TSAXKECTU W AJIUTCIIBHOCTU TCUCHHA 6OH63HI/I,
CTPYKTYPBI HAPYIICHUN 3I0OPOBbS, CTCIICHU HEIOPA3BUTHS IO3HABATEIBHOMN JCATEIbHOCTH, THIIA
IMOIIMOHAJIBHOTO  pearupoBaHMs, OCOOCHHOCTEH  moBelAcHUsT  peOeHKa.  Britodenue
KOPPEKIIMOHHO-TIEITarOTHYECKOT0  COMPOBOXKIEHUS B KOMIUIEKC ~ BOCCTaHOBHMTEIBHBIX
MCpOHpI/IflTI/Iﬁ oOecrieunBaer AOMNOJHUTCIIbHYIO OCHKY IMHAMHUKU IICUXHWYCCKOTO PAa3BUTUA KaK
OTHOTO W3 B&XHBIX IIOKa3aTeJied COCTOSHUS  3/I0pOBbsS, MOBBIMAET A((HEKTUBHOCTH
TEpaneBTHUECKUX BMEIIATEIbCTB, CHIKACT SKOHOMUYECKOe OpeMst TaHHOW MaTOJIOTHH 3a CYeT
COLMAJIN3AIMU TAIIMEHTOB M COXPAHECHHUs ICHUXOJIOTHYECKOTO IMOTEHIHANA TPYAOCIOCOOHBIX
YJICHOB CEMbH.

[anauaTuBHas NOMoOIIb

B coctaB mnamnumaTHUBHBIX CIyk0 BXOAST Bpayd, MEAMUIMHCKHE CECTPBI, ICUXOJOTH U
COIIMaJIBHBIC pa6OTHI/IKI/I. HGCMOTpfl Ha TAXKCIOC COCTOSAHHUEC U IMOCTOAHHYIO HOTp€6HOCTB B
MOHUTOPUHIE, BCE MAalMUEHTHl NMPEUMYIIECTBEHHO HAXOAATCS JAOMa B KPYry CBOEH CEeMbU U
npy3eil. OcHOBHOW 1ie/ibl0  PabOThl MAJTMATUBHBIX CIIYKO SIBJISIETCS CO3J]aHUE BCEX
HEOOXOUMBIX YCIIOBHM AJisi 0OecredeHHsI HaX0XKJIeHUST OOJBHBIX B JOMAIITHUX YCIOBUSX, a HE B
CTCHax JIEYEOHOTO YUPCKACHHA, YTO IIO3BOJLICT HE TOJBKO YIYUIIWUTH Ka4€CTBO XKHU3HU
OOJBHBIX U UX CeMEU, HO M CYHIECTBEHHO CHU3UTh TOCYJAApCTBEHHBIC 3aTPaThl HA MOCTOSHHOE
CTAIlMOHAPHOE JICYCHHE TAKUX MAIlEHTOB.

ITPOT'HO3

CmepTth "acTo HacTynaet B Bo3pacte oT 10 1o 15 ner, u, Kak IpaBuUII0, B pe3ysIbTaTe CEPACUHBIX
Y PECIIUPATOPHBIX OCIIOKHEHUM, HO ONMCaHbI ciiydan cMmepTtu B 50-60 mer.
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Puc. 1. Muarnoctuxa MIIC II Tuma

MNaumneHT ¢ nogospeHmem MICII

TMNa

!

Het OnoddepeHumanbHan

ANarHoCTuKa

PaHHME KnnHUYeckue

npoABaeHNA

Ha

Onpegenntb Al B Moue

!

YBenMyeHune gepmartaH —
cynbdaTta 1 renapaH -
cynbdata

A 4

OnpeaeneHne pepmeHTOB B
Kposu Ha MMNC Il tuna

v Opyrne MNC? Opyrue
CHUKEHME YPOBHA Her IM30COMasbHble
60ne3HU HakonneHna? ¢
MAypoHaT-2-cynbdaTasbl
Oa
A
AHanu3 BTopou cynbdaTasbl
\ 4 Ja
epuumT BTOpOM
Oeduny p ) L Dedunumt cynbdatas ]
cynbdatasbl

v

MoBTopHOE onpegeneHne bepmeHTOB
(B nekoumTax)

A 4

[eHeTUYeCcKnit aHanms

CHMXeHue ngypoHaT-2-
cvabdaTasbl

BbiagneHune

MyTauuu B reHe

e
Aa MMC Il Tvna ]/ Aa
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