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TepMuHBI U onIpeaeICHUS

qDepMeHTHaﬁI 3aMCCTUTCJIbHAA TCpaliud — JICHCHUC, 3aKIIIoYaromeecs BO BBCACHUU IIpCIlapaTa

(pexoMOMHAHTHOTO (PepMEHTA) MALMEHTAM C HACJIEACTBEHHBIM HApYLIEHUEM METa00Iu3Ma.

JInzocomHbIe OOJIE3HN HAKOTUICHHS — TPYIITa HACIEICTBEHHBIX MOHOTEHHBIX 3a001€BaHUH, CBI3aHHBIX

C HapyIIeHUEM (PYHKIIMH JIN30COM.

Myxononucaxapuno3sl (MIIC) - rpynna HacienCcTBeHHBIX Ooe3Hel 0OMeHa BEIECTB, CBSI3aHHBIX C
HapymeHueM metabonusMa rinko3amuHornkaHoB (I'Al), mpuBomsiiee K MOpPaKEHUIO OPTaHOB U
TkaHe. OOycClOBIEHBbl JlaHHbIE 3a00JIeBaHUS MyTalUUsSIMU TE€HOB, KOHTPOJIHMPYIOUIMX MpoLece

BHYTPHJIM30COMHOTO THIPOIN3a MAKPOMOJIEKYJI.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

MIIC 11 tuma (Oone3np XaHTepa) - HACIEACTBEHHAs JU30COMHAs OOJIe3Hb HAKOIUICHMs, C X-
CIETUICHHBIM PEIIECCUBHBIM TUIIOM HACJIEIOBAHUS, KOTOpask XapaKTePU3yeTCsi CHKEHUEM aKTUBHOCTH
IM30cOMHOTO (hepmeHTa umypoHar-2-cyabdarazsl (I2S), duto cBazaHo ¢ mytanumeid B reHe IDS.
Hedumut depMeHTa NPUBOAUT K HAKOIUIEHHIO mHKo3amuHorukanoB (I'Al) B num3ocomax,
MPEUMYIIECTBEHHO  TrenapaHcynb(ara U JepMmarancyibdara U MpOSBILETCS MPOTPECCUPYIOLIUMU
TICUXOHEBPOJIOTUYECKUMHU HapyIIEHUAMHU (TIpU TsDKETo (hopme), mopakeHHueM MapeHXUMATO3HBIX

OpraHoB, CEPACUYHO-IETOUHBIMUA PACCTPONCTBAMH, KOCTHBIMU Aedopmarusimu [ 1-3].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

[Ipuunnoit Gone3Hu siBisieTcss AeUUUT WM OTCyTCTBUE (hepmeHTa uaypoHar-2-cynabdarassl (12S).
I'en unyponar-2-cynbdarassl /DS kapTUpOBaH Ha JUIMHHOM IUjIede X-XpOMOCOMBI, B JioKyce Xq27.1-
q28. Tun HacnenoBanus Oone3nn Xantepa — X-cuersieHHbl peneccuBHblil. MIIC II cTpanaror, kak
IPaBWJIO, TOJIBKO MAJIBUMKH, OJHAKO OIMCAHO HECKOJIBKO ClydyaeB 3a00JIeBaHMUS y JI€BOYEK, Kak

MPABUJIO, CBA3AHHBIX C XPOMOCOMOM mnarojiorueit [1-3].

N3-3a CHUKEHUS AaKTUBHOCTH (pepMEHTa NPOUCXOJUT HAKOIUIEHHE pa3nuuHbiXx TUHOB [Al' n
pa3BHUBaeTCsl coMaTHdeckas MaHH(ecTalys B BUAE JIMLEBOIO IUCMOp(U3Ma, IenaToCIIeHOMETalu,
MOPAKEHUS CEpALA, IbIXaTeIbHOW CHUCTEMbI, U3BMEHEHHI CKEJIeTa, HEBPOJIOIMYECKONM CUMIITOMATUKH,
reMaTojioruueckue u opraibmonoruueckue usmenenus. Bapuabensnocts MIIC omnpenensiercst Tumnom
HakaruimBaeMoro cyocrpara npu HemocrarouHou aerpagaiuu Al mpu MIIC II tuna npoucxonut

HaKOIJICHUE TenapaHcyibdara 1 nepmaraicyibdara.



1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

MIIC II tuna Bctpeuaercst ¢ yactoror 1:140 000 - 1:156 000 >kMBbIX HOBOPOXKJIECHHBIX MaJIBYMKOB
[1,4].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUI HIH COCTOSTHH) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

Comnacio MKB10, 3aboneBanue oTHocuTcs K kiaccy IV, Oone3HsSIM 3HAOKPUHHON CHUCTEMBI,

paccTpoNCTBY MUTAHUS M HapylIeHH0 oOMeHa Beriects, E 76.1 - Mykononucaxapuao3 Il Tuna.



1.5 Knaccugpukanust 3a001€BaHust MM COCTOSTHUSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

B coorBercTBUM € 1ePUIIMTOM/OTCYTCTBHEM JIM30COMHBIX (PEPMEHTOB, COOTBETCTBYIOIUM TE€HHBIM
nedeKTam U TSHKECTH KIMHUYECKOW cuMnToMaTuky, BeaenstoT 11 tunos MIIC (mpunoxenue I'l). B
HACTOSAIIEE BPEeMsI BBIICISIOT TSKENYyI0 U yMepeHHo-Tskenyio ¢opmy MIICII, B 3aBucuMocTH OT

CKOPOCTH MPOrPECCUPOBAHUS TOPAKEHUS PA3TUYHBIX OPraHOB U cUcTeM [1].



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNINbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

Knuaundeckast kaptuHa 60e3HM XaHTepa pa3HooOpa3Ha.

Brewmnuii 6u0 nayuenma: TPOTPECCHUPYIOIIEE OTCTaBaHUE B POCTe, Makpouedanus, IUIEBOM
IU3MOP(QU3M: IUIOCKAasi TEPEHOCHUId, IIMPOKO pacCTaBICHHbIE IJ1a3a, YTOJIIEHHbIE TYyOBbI,
TUIOIUIA3UPOBAHHASL HIDKHSS YENFOCTh, MAaKpOIVIOCCUSI M THUIIEpPIUIa3usl JIECEH, KOpOTKas wies,
crubatenbHble KOHTPAKTYPbl KOHEYHOCTEH, TUIIEPTPUX03, XapaKTePHbI HU3Kasl JIMHHS POCTa BOJIOC Ha
10y, JUIMHHBIE TYCThIe peCHULIBI U OpoBU. TUIIMYHO MO3HEE TPOPE3bIBaHUE 3yO0B, YACTO BCTPEUAIOTCS

IPBDKU Pa3IMYHOMN JIOKAIU3ALUH

Kooicnvie noxposwi: nns nannout popmel MIIC xapakTepHO y3eIKOBO-MAIMyAE3HOE MOPAKEHUE KOXKH,
MPEUMYIIECTBEHHO B OOJAcCTH JIONATOK, HAPYXKHBIX M OOKOBBIX IOBEPXHOCTEM IuUied U O&nep

(““mopckas raipka’”). DT U3MEHEHHsT 00yCIIOBIICHBI OTIoKeHreM unuaoB u [Al" B nepme [1,8].

Kocmnuasi cucmema: Kak mpaBuiao, mpu Tskenor (Gopme, yke Ha BTOPOM TOAY KH3HU OTMEUACTCS
OTCTaBaHHWE B POCTE U (POPMUPYETCS MHOKECTBEHHBIM JAMU30CTO3, C TYTOMOJABMKHOCTBHIO B CyCTaBax,
M3-3a BO3HHUKAIOMMX KOHTpakTyp. Jedopmarus kocreit yepemna — ckadouedanus, makporedanus. C
pocToM pebeHka mporpeccupyetr kugo3, Ckoiano3, (hopMHpyeTcss BOPOHKOOOpasHas aedopMaius
IPYJIHOHN KJICTKU. BO3HUKAET M MporpeccupyeT orpaHUUeHUe ABMKCHUIH B CyCTaBax, MO 3TOW MPUUNHE
9acTO KHCTh Je(OopMHpyeTcs 1O THIy «KOTTHCTOW Jlambl». VIHOIZIAa BO3HHUKAIOT BaJbIyCHBIC

nedopmaluu rojeHu.

Opeanbl Ovbixanus: XapaKTEpHbl 4YaCTble PECHUPATOpHbIE 3a00J€BaHUS; MOBTOPHBIE OTHUTHI, YacCTO
MPUBOJAT K MPOTPECCUPYIOLIEH MOTEpe Ciiyxa; OOCTPYKTHUBHBIE 3a00JIEBaHUS ABIXATEIbHBIX MyTeH
[1,5,6].

Opeanvl  3penusi; TIATMEHTHAsl JEreHEpalusl CETYATKH, YMEPEHHO BBIPAKXEHHOE IIOMYTHEHUE
POTOBHIIBI, KOTOPOE 3a4aCTyI0 MOXKET OBITh BBISIBICHO TOJBKO MPU MCCIIEIOBAHUU MPO3PAYHOCTH CPell
C TIOMONIBIO IIEJICBOM JaMmbl. Y TarueHToB ¢ Tsokenoi ¢opmoit MIIC II wacto BeIsBIsSETCS
TUCTpo(dUsl CeT4YaTKH, MPUBOASAIIAS K HAPYIICHUIO NEPUPEPUUECKOrO U CHUKEHHUIO CYyMEPEYHOTro
3penus. Bo3amoxeH OTek quCKa 3pUTENHLHOTO HEPBa, 00YCIOBICHHBIN MMOBBIIICHUEM BHYTPUUYEPETHOTO

naeneHusd. Penko BcTpeuaercs maykoma [5,7].

Llenmpanvuas nepsnas cucmema: TNpU TSHKENON Gopme 3a0o0fieBaHUs 3a/epiKKa TICUXOMOTOPHOTO U
pedeBoro pasButus BoipaxeHa ¢ 1,5-3 metr. K 8 rogam pa3BuBaeTcs TsKelnasi yMCTBEHHAs! OTCTAJIOCTb.

XapakTepHO HaJIH4Yue cyaopor (0coOeHHO MpH TsKeNoi Gopme).

CumnTomMarnyeckass SMWIETICUS Pa3BUBACTCS, KaK NPABUIIO, NPHU TSHKEIOM WIH CPEAHETSHKEIOM
TEUeHUH 3a0o0JieBaHUA. Y TAIMEHTOB CO CJ1a00 BBIPAKCHHBIMU KIMHUYECKUMU TpPU3HAKAMU OHA
BCTpevaeTcs KpaitHe peako. Cymoporu XapakTepusyercs MOIMMOPPHON KIMHUYECKOW KapTUHOW C
pPa3BUTHEM pa3HOOOPA3HBIX (POKAIBHBIX M BTOPHUUHO-T€HEPAIM30BAHHBIX MapOKCHU3MOB. PaHHMMMU
KJIMHAYECKUMH TIPOSABICHUAMH CYAOPOXKHOTO CHHAPOMA MOTYT OBITh TMpOCThIe a0CaHCHI C

KPaTKOBPEMCHHBIM YTHCTCHUCM WJIHU HOTCpCfI CO3HAaHUA M COIMYTCTBYHOIIMMU JABUTATCIIBHBIMU WJIN



BEreTaTUBHBIMU PACCTPOMUCTBAMU. Y TAIIUEHTOB CO CJIa00 BHIPAKCHHBIMU KIMHUYECKUMU MPpU3HAKAMU
CYIOPOXHBIM CUHJIPOM BCTpedaeTcsi HaMHOTO pexke. [losBiieHne cynopor TpedyeT IpoBeAeHUs OLEHKU
HeBpoJioTUueckoro craryca. Ilpu mnporpeccupoBanuu  3a0o0jieBaHHUS  4YacTO  HAOMIONAIOTCS
TeHEePATU30BaHHBIE TOHHUKO-KJIOHMYECKHUE TMApPOKCH3MBI, KOTOpPhIE OOBIYHO XOPOIIO MOAJAIOTCS
MOHOTEpauM AaHTHUKOHBYJIbCcaHTaMu. I[IpoTtuBocynopokHas tepanusi TpeOyeT WHIUBUIYAJIBHOTO
MOJIX0/1a M MHOTAA JUIUTEIHLHOTO Noa0opa 103kl mpenapara. Yacto HEOOX0AMMO BeACHHE MallMEeHTa Ha
0oree HM3KHMX J03aX AHTUKOHBYJIBCAHTOB B CBSI3U C IUIOXOM MEPEHOCHMOCTBHIO CTAHJAPTHBIX 103

IPOTUBOCYAOPOKHBIX MTPETapaTOB.
Hepenko dopmupyercs cooOmaromasics ruapoledanus, CnacTHUeCKre napa- u TeTpamnapesbl.

HpI/ISHaKI/I mz:poue(banﬂu 3a49aCTyYH0 IMOABJIAIOTCA MCIJICHHO W HC3aMCTHO, U MOT'YT 3aKJIXOYAaTbCA B

HN3MCHCHHNHU ITOBCACHUA, ITOABJICHUN TrOJIOBHOM 60JII/I, HapylmICHUHU 3PCHUSI.

OrnucaHbl TaKKe CIy4yau CIaBJIEHWsS CIUHHOTO MO3Ta, BHI3BAHHOTO YTOJNIIEHHWEM €ro 00O0JOYEK WIIH
HECTAOMIBPHOCTBIO AaTIIAHTOAKCHAIBLHOTO cycTaBa. KpaHuoBepTeOpaiabHBIM CTEHO3 pa3BUBACTCSA Y
nanmeHToB ¢ MIIC Il BcmeactBue rumoriasuu  3y0oBUIHOTO OTpocTka C2  MO3BOHKA,
aTJIAaHTOAKCHAJIPHOW HECTaOWIbHOCTH, oTnoxkeHue ['Al’ B TBepAoll MO3roBOM OOOJIOUKE W 3aJHEH
MPOJIOJIBHOM CBSA3KE, YTO B JAJIbHEHIIEM MPUBOJUT K KOMIIPECCUOHHON MHEJIONATUX Ha 3TOM YPOBHE,
U Kak CJICJICTBUE, PA3BUTHIO OyJIbOAPHBIX HAPYIICHHH, IEHTPAJIbHON IbIXaTeIbHOW HEA0CTATOYHOCTH.
CumnTOMBI MOTYT BKJIIOYATh HAPYIICHUE ITOXOJIKH, MBIIICUHYIO ClIa00CTh, HEYKIIOKECTh IIPHU

COXpPaHHBbIX MOTOPHBIX HaBbIKaX U I[I/IC(i)YHK]_[I/HO MOYCBOTO ITY3bIPA.

Kapnanvuetii monnenvhviti cunopom — 3TO 4acTasi Helponarusl cJaBlIeHUs y NTallMEHTOB B BO3pacTe OT
3 o 10 ner. B HauanbpHOM cTanuu 3a001€BaHMs BO3HUKAIOT OHEMEHUE MTOPAKEHHON KUCTH, TPYTHOCTH
BBITTOJIHEHHUSI TOHKHUX JABM)KEHUH, CHIYKEHHE YyBCTBUTEILHOCTHU MabIEB KUCTH. DTH CUMIITOMBI PEIKO
OTMEYAIOTCsl PEOCHKOM M HE PaclEHUBAIOTCS POAUTENSIMU Kak nartosnorudeckue. [lozxe nmosBisroTcs
MapecTe3ny, YyBCTBO MOKAIbIBAHHWS B KOHUMKAX NaJlbIEB KUCTH M CO BPEMEHEM IPOILIECC MOXKET
pacnpoCTpaHAThCS Ha MpeArieube U miedo. [laruenTs! yacto He coo0IIaoT 0 00JIEBbIX OLIYIICHUSX,

MOKa HE TPOUCXOAUT MOTepst PyHKLUU.

HapyIenus mioTanus: KOHTPAKTYPhl B BUCOYHO-HIDKHEUEIIOCTHBIX CyCTaBaX MPUBOIAT K CHIDKECHUIO
NOJABM)KHOCTH HIDKHEH YENIOCTH, YTO OTrPAaHUYMBAET CIHOCOOHOCTH OTKpPBIBATh POT W IKEBATh.
HapyieHus motanusi OTMEYAIOTCS IPU CPEIHETSHKETIOM U TSKEJIOM TEUeHHUU 3a00JIeBaHUS U CBA3aHbBI
¢ (YHKIIMOHUPOBAHUEM CTBOJIOBBIX OTJ/IEJIOB TOJOBHOTO Mo3ra. [Ipm HapymieHMH WX paloThI
HaOIOAIOTCS PU3HAKY TICEBI0OYIL0apHOTo Uiau Oynb0apHOro mapanudeil. CUMITOMBI 1e0I0THPYIOT
C PEIKHX TIONEPXUBAHUI TBEPIOW MUIIIEH, TUTICPCATMBAIIIH, Pa3BUBAIOTCS MTOCTEIICHHO M, B KOHEYHOM
UTOTe, TPUBOIAT K rpyOOMYy HapymIeHHIO (DYHKIMU TJIOTAHUS WU IOJHOMY €€ HCYE3HOBEHHIO.
OTcyTCcTBUE MPABUIBLHON PETYISIIIMA aKTa TIIOTAHHS MPUBOAMT K 3a0pOCy IMHIIH, CIIOHBI B TPAXCHO U
OpOHXHUABHOE JICPEBO U PA3BUTHUIO BTOPUUHON MH(MDEKIMH B BUJIC PEIIUIUBUPYIOIINX aCITHUPAITHOHHBIX
OpOHXUTOB M IMHEBMOHHH. DTO yCyryOisieT nbIXaTelbHble HApYIICHUS, SBISIOLUIUECS CIEICTBHEM

otnoxenus Al B BCPXHHUX U HMKHUX AbIXATCIbHBIX ITYTIX.

llosedenueckue Hapyuienus - TUNEPAKTUBHOCTb, PACTOPMOKEHHOCTh, arpECCUBHOCTh U YIPSIMCTBO,

KaK MpPaBUIJIO, UMEIOT MECTO Yy B3POCIBIX MAIMEHTOB CO CpeIHETsKeNoN U Tshkenoi popmamu MIIC.



[TpoGseMbl ¢ TIOBEJCHHEM 3HAUWTEIIBHO BIMSIOT Ha TOBCEIHEBHYIO »KH3Hb TMAlUEHTAa W €ro
COIMAJIbHYIO amanTaiuio. [1osBIsIsICh Ha BTOPOM TOMY JKM3HH, OHH MPOJOJIKAIOTCS BILIOTH 110 & - 12
net. Perpecc KOrHUTHBHBIX (YyHKUMNA Hapsay € TOKEIOM MOTepei ciiyxa, paccTpOMCTBOM CHa,
0COOCHHO OOYCIIOBJICHHBIM OOCTPYKTHBHBIM alfHO?, OKAa3bIBAIOT CYIICCTBCHHOE BJIUSHHE Ha
noBeieHne pebeHKa W Mojojoro B3pocioro. [lo Mepe HapacTaHwsi KOTHUTHBHOTO JaeduIuTa K
THIIEPAKTUBHOCTH M  arpeCCUBHOCTH TPUCOCNUHSIOTCS ayTUCTHUECKHE YepThl, OTMEYaeTcs
MOCTETICHHASI TTOTEPsI HABBIKOB DKCIPECCUBHON U MMITPECCUBHON peun. MeInKaMeHTO3Has Teparus,
HalpaBJICHHAs Ha KOHTPOJb Pa3pyHIUTEILHOTO IIOBEACHUS, 4YacTo ObiBaeT Hed(pdekTuBHOM. B
JaNbHEHUIIEM TIPOTPECCHPOBAaHUE HEHWPOJCTCHEPATHBHBIX HM3MEHEHUH MPUBOIUT K JICMCHIIHH,

ABUTATCIIbHBIM HAPYIICHUAM, YTO HUBCINPYCT 0COOCHHOCTH IIOBCACHHMA.

Cepoeuno-cocyoucmas cucmema: XapaKTepHO TOpPaKEHUE KJamaHoB cepauna. HaumbOomee yacTo
oTMe4aeTcsi (opMHpoBaHHE IMOpPOKAa MHUTPAIBHOIO KIJIAallaHa, HAa BTOPOM MECTE IOpaKEeHHUE
aopTaJbHOrO, 3aTeM TPUKYCHUIAIBHOIO M KIalmaHa JIETOYHOM aprepuu. Kapauomuomarus
HaOJTFOIaeTCs PEJIKO.

Kenyoouno-kuweunas cucmema: BCIEACTBUE OTPaHUYEHUS OObeMa JBIMKEHUS HUKHEH YeNIOCTH U
3aTPYAHECHHS] Pa3KEBBIBAHUS TMHWINM, TUNEPTPOGUM MHUHAAIMWH, MaKpPOIJIOCCUU Pa3BUBAIOTCA
HapylLIEHUE aKTa IJIOTAHMS U CIIOHOTEYEHHE. BO3MOXKHA Auapes, cBsi3aHHas ¢ HakomuieHueM Al B
HEPBHBIX KJIETKaxX MUIIEBAPUTEIBLHOIO TpakTa. C BO3pacTOM 4acTo pa3BUBAIOTCA 3anopbl. C paHHUX

JIET OTMEYAETCS TeNaTOCINIEHOMEranus. XapakTepHbl TyNoYHas U rmaxoBast rpbiku [1,5].



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Huarno3z MIIC Ttun Il ycTtaHaBiMBaeTcs Ha OCHOBAHMM COBOKYMHOCTH: QaHAMHECTUYECKUX JIaHHBIX,
KJIMHUYECKUX  JaHHBIX, pPE3ylIbTaToB J1a0OpPATOPHOIO  UCCIENOBaHUS  (OMOXMMHYECKOTO U

MOJIEKYJISIPHO-T€HETUYECKOTO aHAIN3a).

Hugpepenyuanvuan ouacnocmuxa nposooumcs c opyeumu munamu MIIC, arvgha-manno3uoosom,
NO30HUMU  hopmamu  2aH2IUO3UO0308,  MYKOIUNUOO30M, HEUHMEKYUOHHbIMU — NOAUAPMPUMAMU,

snuguzapuvimu oucniazuamu [1].



2.1 /Kaa100bI 1 aHAMHE3

[Ipu cOope anamue3a u xajno0 1enecooOpa3HO OOpaTUTh BHUMAHHE HA CIEAYIOUINE >KaloObl U

AHAMHECTUYECKUE COOBITHS:

e OTATOIICHHBIM CEMEHHBIM aHaMHE3 (CXOIHBIE CUMIITOMBI Y POAHBIX OpaTheB M POJICTBEHHHUKOB I10
MaTEepUHCKOH JINHUN);

e HW3KHUU POCT;

e OrpyOJeHHE YepT JINIIA;

e YaCThIE PEeCIMPATOPHBIEC 3a00JIeBaHUS;

e 3aJiepiKKa IICUXOMOTOPHOTO Pa3BUTHS (TOJIBKO AJIsl TSIKENION (opMbl O0JIE3HN)

e 3aJIePIKKa/PETrpecc MCUXUUECKOTO Pa3BUTHUS (TOIBKO LISl TSHXKEI0U (HOpMbl OOJIE3HM)

e CHIDKCHHE CITyXa;

e CHIDKCHHE 3pEHUS;

e MHOXKECTBEHHBIN AU30CTO3 (Aedopmanuu yepena, rpyIHON KIETKH, TO3BOHOYHUKA, KOHEYHOCTEMH);

e HapYyIICHHE OCAHKH - KO3, CKOIHO3;

e pEUUAMBHUPYIOIINE TPHIKU (Yallle JBYCTOPOHHHUE);

e YXyJALIEHUE NEPEHOCUMOCTU (PU3NUECKUX HATPY30K;

e CJIa0OCTH B KOHCYHOCTSX;

e TYTOIOJBI)KHOCTH B CyCTaBax;

e TPYAHOCTH MOABEMA U3 TIOJIOKEHUS CUS U JIEXKA;

e U3MEHEHHUE MOXOIKU;

e HEJIOBKOCTb MEJIKOM MOTOPHKH;

e HapylIeHHE KOHTPOJIS 3a (YHKIMSIMH Ta30BbIX OPTaHOB;

e AaITHO3 BO CHC.

Kanobwr u anammnes maxaice onucambvl 6p6130€]l€ (KJIUHUYECKAA KapmuHay.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

[Ipu ¢dusukanpHOM 00CIEIOBaHUU 1I€TIECO00pa3HO 0O0paTUTh BHUMAaHKME Ha OCHOBHBIE KIMHUYECKHE
nposieinenuss MIIC II:

e TpyOble UepTHI INLIA;

e HHM3KOPOCIIOCTB;

e TIOBEICHYECKHE HApYyIICHUS (ISl TSKeIou (GopMbl OOJIE3HM)
e TYTOMNOJABHKHOCTb CyCTaBOB;

e TIOMYTHEHHUE POTOBHUIIbI;

e TEMaToOMerajus;

e CINNICHOMCTAJINA,

[1aXOBO-MOLIOHOYHBIE U IYTIOYHBIE TPBIKU (IBYCTOPOHHUE).

I1o0pobHO Oannble PuU3UKATILHO20 00CIE008AHUS ONUCAHBL 8 PA30ee «KIUHUYECKAs. KADMUHAY.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

OcHosubie nabopamopHvle Memoovbl noomeepxcoenus ouacnoza MIICII exntouarom onpedenenue
akmusHocmu epmenma uoypoHam-2-cyiohamasvl, KOIUUECMEEeHHbl U Kayecmeennvld anaius 1Al
MOYU U MONEKVIsApHO-2eHemuieckue ucciredosanusi eena IDS. /lannvie uccnedosanus npogoosamcs 6

CneyualusupoOBarHblX CEHEMUYECKUX Jza60pam0puﬂx.

o PexoMeHnayercsi Bcem marmeHtam ompeneneHue Al B mode (KOMIUIEKC HWCCIACAOBAHUHN st
JIMAarHOCTUKHU MyKomoyincaxapujao3a tun 1) ¢ 1menbio moaTBEepKAeHUs JUarHo3a U YCTaHOBJICHUS

tuna MIIC u konmuuectBenHnoe onpenenenne Al Ha ¢oHe Tepanuu kaxasie 6 mecsies [12,14,16].
YpoBeHb yOeAUTEIBLHOCTH 10KA3aTEeILCTB B (YpOBEeHb 10CTOBEPHOCTH peKOMeH AU — 3)

KomMmenTtapwmii: //pu konuuecmseennom ananuze 8visasisaom nogvliuieHue konyenmpayuu 1A' ¢ mouoti,
npu  npogedenuu  snekmpoghopesa 1A' (KOMIJIEKC  HWCCIENOBAaHWM IS JTMAaTHOCTHUKHU
mykonoaucaxapunosa tun Il) - nosviwennyio sxckpeyuro oepwamancynvpama u eenapancynvghama c
mouou. Omu usmenenuss naobmooaromes marxdce npu MIIC I, VII munos. Yposenv ITAl" sensemcs
6o3pacm-3agucumvim napamempom. Taxowce npu nezkoti popme MIIC Il konyenmpayus A" 6 moue

Mooicem Oblmb TUULL HE3HAYUMETIbHO NOSbIULCHA.

o Pexomenayercsi BceM ManueHTaMm [UIsl TMOATBEPXKICHHS TUArHO3a OIpelejeHHe aKTUBHOCTH

uaypoHar-2-cynabdarasbl (KOMIIIEKC UCCIEIOBAaHUM JIsl AMAarHOCTUKHM MyKomnoiaucaxapuaosa tum 1)

B IMSITHAX KPOBH, BBICYIICHHBIX Ha (uiabTpoBanmbHON Oymare (dbumbtp Ne 903), mmasme KpoBH
[12,14,16, 17].

YpoBeHb yoeauTEeIbLHOCTH 10Ka3aTeNbCTB B (YpOBeHb 10CTOBEPHOCTH peKoMeHAal U — 3)

KommenTapmii: V nayuenmos ¢ cunopomom Xanmepa nabniooaemcst CHUdNCEHUE AKMUBHOCMU
uoyponam-2-cynopamasel 8 Kyaibmype @uopobracmos, niazme Kpoeu, aub0 8 HAMHAX KpOosU,
BbICYULEHHBIX HA (urbmposanvHotli oymaee. Heobxooumo uzmepenue akmusHocmu opyeux cyivghamas

0151 UCKTIIOYEHUSL MHONCECMBEHHOLL cyjzbgbamcwHod HeooCmamo4HoCmu.

o Pexomenayercsi BceM IMalMEHTaM CO CHIDKEHHOM AaKTUBHOCTBIO (PEpMEHTA MPOBEICHUE
MOJIEKYJISIPHO-TE€HETUYECKOTO HMCCJIEOBAHUS: BBISIBJICHUE MyTaluid B TeHe [DS, Koaupyrouem
UaypoHar-2-cynabdarasy (KOMILIEKC UCCIAEA0BAHUN JIsl TUarHOCTUKU MyKomonucaxapuaosa tan 1)

C LEJBIO MMOATBEPKACHUS JUArH03a Ha MOJIEKYJIIPHO-TeHeTH4YecKoM ypoBHe [ 1, 12,14,16,17].
YpoBeHb yoeauTeJIbHOCTH 10KA3aTEIbCTB B (YpOBeHb 10CTOBEPHOCTH PeKOMeHIaluu — 3)

KommenTapmuii: Boissnenue cemetinoti mymayuu eena IDS Oenaem 603modicHbiv  00ciedosanue
pPOOCmMEEeHHUKO8 npobanoa, evissienue cemeposucomuvix Hocumenvuuy MIIC I, a makace npogedenue
NPeHamanbHou U NPeUMnIaHmayuorHol ouazHocmuku. borvwuncmeo mymayuii y nayuenmog ¢ MIIC
1l mocym Ovimo 6vis6N1IEeHbI ¢ NOMOWbIO cekgeHuposanus no CaHeepy 6cex IK30HO8 U NPUNeSaiouux K
HUM Y4acmKo8 UHMPOHO8 2eHd, HO 6 HeOONbUIOM NpoyeHme Cryuydee Mymayuio ¢ npumMeHeHuem

CMAHOAPMHBIX Memo008 obHapyscums He yoaemcs. [Ipumepno 20% ecex mymayuil cocmasnsaom



KpynHsle nepecmpoﬁku 2eHA, YUMo MmooHcem nompe606amb NpuUMeHreHu OOI’ZOJZHT/lme]ZbeZX, bonee

CJLOJICHBIX MONIEKYNIAPHO-2EHEMUUECKUX mMeCmOo8.

e Pexomenayercsti Bcem manuentam ¢ MIIC Il mpoBeaeHue aHanm3a KpPOBH OMOXMMHYECKOTO
oOmierepaneBTuyeckoro (He pexe 1 paza B 6 MecsueB) JUisl onpeneieHus (yHKIHOHAIBHOTO
COCTOSIHUSI TI€YEHH, KOTopas sBISETCS OAHUM U3 opraHoB-muimeHed npu MIIC (onpenenenue
aKTUBHOCTU anaHuHamuHoTpaHchepasnl (AJIT), acmapraramuHorpancdepaszsl (ACT) B Kposw,
UCCIIeZIOBaHUE YPOBHS 00IIero OMinpyOrHa B KPOBU, UCCIIEIOBAHNE YPOBHS XOJECTEPUHA B KPOBH,

UCCIIeIOBaHUE YPOBHS TPUIIIUIIEPUAOB B KpoBH) [2, 14,16].
YpoBenb yoeauTeabHOCTH 10Kka3aTe1bCTB C (YPOBEHDb JOCTOBEPHOCTH PEKOMEHIAUMH — 5)

e Pexomenayercs BceM nanuentam ¢ MIIC Il npoBeaenue o01iero (KIMHUYECKOTO) aHAIM3a KPOBU
(e pexe 1 pa3za B 2 mecd1a) Juisi OLIEHKH OCHOBHBIX MapaMeTPOB KPOBETBOPEHUS U  BBISBICHUS

BO3MOJKHBIX MH(PEKIIMOHHBIX TIpoiieccos [2, 14,16].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALMH — 5)

KomMeHTapuu: 6 césa3u ¢ 6b1COKUM PUCKOM pa38umus UHMEPKYPEHMHbIX UHGeKYUll, acnupayuoHHOL
nnesmonuu y nayuenmos ¢ MIIC pexomendyemcs npogedenue 0aHH020 UCCIe008aHUsL He pedce 5 pa3 6

200

o Pexomenayercs Bcem naruentam ¢ MIIC II npoBenenue oOuiero (KIMHUYECKOTO) aHAIN3a MOYHU

JUTSL OLIGHKH COCTOSIHUSI MOUYEBBIBOJIALIMX MTyTeH U novek (He pexe 1 pa3a B 3 mecsina) [2, 14,16].
YpoBeHb yoeauTeabHOCTH 0Ka3aTeabcTB C (YPOBEHDb J0CTOBEPHOCTH PeKOMEHAaluu — 5)

KommenTapuu: 6 cseia3u ¢ 6blcokum puckom pazeumusi UHMepKypPPeHmMHbIX UHGEeKYUlli y NayueHmos ¢

MIIC pexomendyemcs nposedeHue 0aHH020 UCCLe008aAHUS He pedice 4 pa3 6 200



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCccJIe0BAHUSA

Pexomenayercst Bcem nanuentam ¢ MIIC Il nposenenne Y3U opranoB OprouIHOM MOJIOCTH C LETBIO

BBISIBIICHUS YBEITMYCHUHN pa3MepoB TeUeHU U cene3eHkn ( He pexe 1 paza B 12 mecstes ) [2, 14,16].
YpoBeHb yOeAUTEJIbHOCTH A0KA3aTeNbCTB B (YPOBEHb 10CTOBEPHOCTH PeKOMEHAAl UM — 3)

KOMMeHTapI/ll/I: BBIABNIAIOMCA YMEPEHHAA 2cenamomezaiusd Uuiu 2cenanmocnjienHomezaiusl. Ha d)OH@

mepanuu pasmepsvl NeYeHU U CeNIe3EHKU YMEHRbULAIONICAL.

e Pexomenayercsi mpoBeAeHHE pPEHTreHorpaduu IMIEHHOTO0, TPYAHOTO M TMOSICHUYHOTO OTnaena
MO3BOHOYHWKA, & TAaK)K€ PEHTreHOrpaduu BEPXHUX W HUIKHUX KOHEYHOCTEHW BCEM MaIlMEHTaM C

MIIC II ¢ uenbro BBISBICHUS MHOYKECTBEHHOTO Ju30cTo3a [2, 14,16,22].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTeIbCTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHAAUM — S)

KommenTapuu: svisgnsaomes mnoxcecmseentvle Ou30cmosvl ckagoyeghanus, cunoniasusi 3y0608U0HO20
ompocmka C2-no36oHKa, 00pconoMoOapuvlli KU@o3 8 pezyiomame NAAMUCNOHOUIUU, NOACHUYHBIU
eunepnop0o3. Onpeoenaomcs wupoxue peopa, KOpomxKue U302Hymole KI4uybl, 2UNONIA3USL 20T080K
nieyesvix Kocmell U 8apycHas oOeopmayusi niedesvlx Kocmel 6 NPOKCUMATIbHbIX O0moenax,
oucmanvHvle nupu3vl Kocmet npeonieusbs CKoueHbl opye Kk opyey. 3adepoicka hopmuposarus soep
oxocmeneHus. Ilacmuvie Kocmu Kucmeu YKOPOUEHbl U CYHCEHbl — «3A0CMPEHbLY 8 NPOKCUMATbHBIX
omoenax, «CKOUWEHHOCMbY BEPNIYHCHLIX BNAOUH, O0epOopMUPOBaAHHbIe, VYNIOULEHHble 2006KU

beoperHbIX Kocmeli U 8albeyCHas 0eghopmayust uieek 6eopeHHbIX Kocmell.

o Pexomenayercss  BceM  mammeHtam ¢ MIIC I mpoBemeHMe — CTUMYISILIMOHHOMN
ANEKTpOHEHpoMuorpaguu W/ WM 3JIEKTpOHEeHpoMuorpaduss HUroibyaTbIMM AJIEKTPOJAMH, 4TO
MO3BOJISIET OLEHUTh (PYHKLUHMOHAIBHOE COCTOSHHUE MBIIIEUHBIX TKaHEW, HEPBOB U HEPBHO-

MbIIIeYHOM nepenaun ( He pexe 1 pa3a B 12 mecses ) [2, 14,16, 27].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAAMH — S)

KommenTapuu: cmumynayuonnas  anexmponeupomuepadus no3eojsem onpeoeiums CcodsjleHue
CPEOUHHO20 Hep8a 0adice 00 NOAGIEHUS CUMIIMOMO8 U OO0JIHCHA NPOBOOUMbCS, HAYUHAS C 8o3pacma 4-

5 nem exce200Ho.

e PexomMeHI0BaHO KOHCYNbTAllUsl Bpaya-cypJojiora M IPOBEACHHE TOHAIBHOM ayIHMOMETpUU BCEM

nanuentaM ¢ MIIC II ¢ uenbio BbIABIEHUS TyroyXxocTH (He pexe 1 pas3a B 12 mecsaues) [2, 14,16].
YpoBeHb yoeauTEeIbHOCTH 10Ka3aTeIbCTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHAAUM — 5)

KommenTapuu: myeoyxocmv pasnoii cmeneHu  8bIpadCeHHOCMU XapakmepHa Ol  OaHHO20
3abonesanus. OHa modicem KOHOYKMUBHOU UMY HEUPOCEHCOPHOU UIU HOCUMb CMEULaHHbII Xapakmep.
Pannee evisgnenue myzoyxocmu no3eoinsem yuyuyuums Kauecmeo HCUHU nayueHmos, obecneyums um

nyuulee obujeHue u ooyuenue.



o PexomengoBaHo rmpoBeneHue wucciaeaoBanus GyHKuu BHemHero AbsixaHus (®BJl) Bcem
nagueHtaM ¢ MIIC Il g ouenku 3¢Q(EKTUBHOCTH MPOBOAUMON Tepanuu, KOHTPOJS 3a

COCTOSIHUEM OpOHXO0-JIETOYHOU cucTeMbl (He pexe 1 paza B 12 mecsiues ) [2, 14,16].
YpoBeHb yoeauTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHIANH — 5)

e PexoMeHI0BaHO MPOBEACHUE UCCIIEIOBAHUS PEHTICHOTpa(Uu TPyAHON KIETKH BCEM MAlMEHTaM C
MIIC II npu HanmuuMK ayCKyJIbTaTUBHBIMX M3MEHEHMI B JIeTKUX (He pexe 1 paza B 12 mecsies) [2,
14,16].

YpoBeHb y0eauTeabHOCTH /10Ka3aTeIbCTB C (YPOBEHD 10CTOBEPHOCTH PEeKOMEHIANH — 5)

o PexomengoBano nposenenne D3I Bcem nanuentam ¢ MIIC I mist cBOeBpeMEHHON AUAarHOCTUKH

snmenicun (He pexke 1 pasza B 12 mecsues) [2, 14,16].
YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIANNH — 5)

o PexomMeHI0BaHO MPOBEACHUE KAPAUOPECIUPATOPHBIH MOHMTOpUHTA BceM manueHtam ¢ MIIC II

JUTSI TUarHOCTUKUA OOCTPYKTUBHOTO armHOd cHa (He pexe 1 paza B 12 mecsues ) [2,3, 14,16].
YpoBeHb yoeauTeabHOCTH A0Ka3aTeabcTB C (YPOBEHDb JOCTOBEPHOCTH PeKOMEHAaluu — 5)

o PexomengoBano mposenenue peructpauuu OKI, 3Oxo-KI, xonTepoBckoe MOHUTOPUPOBAHUE
CEpPACYHOI0 PUTMA U CYTOYHOE€ MOHHUTOPUPOBAHUE APTEPUAIBHOIO JIABJICHHS BCEM IMAIIUEHTAM C

MIIC II mnst ontenkm cocTostHUS cepana (He pexe 1 paza B 12 mecsme ) [2,3, 14,16].
YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALMH — S)

KomMmenTapuu: peeyisproe  npogedenue  pecucmpayuu  IKI,  Oxo-KI,  xonmeposckoeo
MOHUMOPUPOBAHUSL CEPOEYHO20 DPUMMA, CYMOYHOE MOHUMOPUPOBAHUE APMEPUATbHOO O0A81eHUs
HeobX00UMO NayueHmam ¢ OaHHOU namosiouel, maxK KaKk ¢ paHHe20 803paAcma y HUX OmMMeyaromcs

cepoeuHo-cocyoucmoie HapyuleHus.

e Pexomenayercs Bcem nauuentam ¢ MIIC Il mpoBeaeHne MarHUTHO-pE30HAHCHOW ToMmorpaduu
LIEHHOTO OT/AEJIa MO3BOHOYHMKA, IS PAHHETO BBBISBICHUS KOMIIPECCUU CIMHHOTO MO3ra M

ruaponedanuu (He pexke 1 paza B 24 mecsama ) [2,3, 14,16,23].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALMH — 5)

Kommenrtapuu: Hecmabunonocms amianmoakcuanbHo20 COYLeHeHUs Moxcem Oblmb GblAGIEeHA NpU
permeeHozpaguu  weuHo2o omoena HO360HOYHUKA C (QPYHKYUOHAbHLIMU NpoOAMU, OOHAKO Ojifl
NOOMEEPIHCOCHUsL  KOMUPECCUU CRUHHO20 MO032a  6Cle0cmeue  ymoaweHus e2o0 000N0YeK U

Gdopmupyrowuxcsa aHomanuii no360HK08 mpebyemcs npogeoerue MPT.

o Pexomenayercss mnauumeHtam ¢ MIIC Il koHcynbranus Bpada-oTaabMoOJIOra U TMPOBEACHHE
UCCIIEZIOBaHUSl TIEPEAHEr0 CEerMeHTa [a3a METOJOM OOKOBOIO OCBEILEHHUS, W3MEpPEHUE

BHYTPHUIJIA3HOTO JaBJICHUS (TOHOMETPUS M JPYrHe TECThl, HEOOXOIWMBIE I TUATHOCTUKHU



I71ayKOMBI) U OIIEHKAa COCTOSIHUS TJIa3HOTO JHA (0(TaTbMOCKOMHMS) C IENbIO BBISBICHHS TJIAYKOMBI,

HU3MCHCHUS MMPO3PAYHOCTHU ITIA3HBIX CPEA U COCTOAHUS CCTHATKU (CCJII/I HC MMPOBOJMUJIICA MOCJIICIHHUC
12 mec.) [2,3, 14,16].

YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHIANH — 5)

Kommenrapum: y nayuenmoe ¢ MIIC Il ne xapakmeprHo nomymmuenue pocosuywvl. Y HEKOmopulx
NayueHmos pazeueaemcs 2uaykoma, nuemeHmuas oucmpogusa cemuamku. Peoxo - omex oucka

3pumellbHo2c0 Hepeda.

Huddepennuansaas guarHocTuka mpoBogutcs ¢ apyrumu tunamu MIIC, ambda-manHO3MI030M,
No3HUMH  (OpPMaMH TaHIIMO3U030B, MYKOJUIHUAO030M, HEUH(PEKIIMOHHBIMH TOJUAPTPUTAMH,
snuduzapHbIMU quctazusmu [2,3, 14,16].

OcHoBHbIMH OTIHWUYUTENbHBEIMU dyepTamMu MIIC II Tuma sBiASItOTCS: Mpo3padHas POTOBUIA, HATHMYHUE

MU3MEHEHUN KOXKHOTO IMOKPOBA 0 TUITY «MOPCKOM ranbku» [7, §].



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

o Pexomenayercs Bcem nanuentam ¢ MIIC II mpoBenenue 6-Tu MHUHYTHOTO TECTa C XOALOOM st

OLICHKU BBIHOCIMBOCTU Kaxjable 6 mecsueB (koHTposib dddextuBHoctu O3T) ([Ipunoxenue ['4)
[13-15].

YpoBeHb yOeAUTEJIBHOCTH A0KA3aTENbCTB A (YPOBEHb 10CTOBEPHOCTH peKoMeHaanuu — 1)



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Jleuenne MIIC tun I BkItouaeT kak naroreHeTudyeckoe JeueHue Haznauenne @37, Tak u mpoBeaeHUE
cuMmnromaruyecko  tepanuud. Bemenwe mamuenroB ¢ MIIC  tun Il mpenmonaraer
MYJIBTUIACIATUIMHAPHBIA TIOJX0/ C 00s13aTeIbHBIM YYaCTHEM HEBPOJIOTOB, TCHETHUKOB, KapIHUOJIOTOB,
MyJIbMOHOJIOTOB, TaCTPOJHTEPOJIOTOB, (U3MOTEPANleBTOB M Bpadel APYruX CHCIUATbHOCTCH,

HMCIOIIUX OIIBIT B JICHCHUHU 3TOI'0 PECAKOTO 3a00J1eBaHMs.

3.1 I1IaToreHeTnuyeckKoe JeUYeHHE

o PexomengoBano mposeneHue (epmeHTHOU 3amectutenbHoU Tepanuu (P3T) Bcem manmeHtam c
MIIC II tuna mociie yCTaHOBJIEHUS TOYHOIO JMArHO3a C LEJIbI0 3aMEJIEHUS] MPOrpEeCCUpPOBAHUS
3a00JIeBaHMsI, YMEHBILIEHUS pPa3MEPOB IEUEHUW U CEJIE3EHKH, YIydlleHus (QyHKIUU cepala,

CHWKEHUA YpOBHS dKcKkpeTupyeMbix [AI [12-15,19].
YpoBeHb yOeAUTEJIBHOCTH A0KA3aTEeNbCTB A (YPOBEHb 10CTOBEPHOCTH peKoMeHaanuu — 1)

Kommentapuu: /{na nposedenuss ®@3T npu MIIC I muna npumensiom uoypcyivghazy™™* u
uoypcynoghazy bema**,

Hoypcynvgpaza™** - ouuwennas pexombunawmuas gopma ¢hepmenma udyponam-2-cyivghamasl,
NPOU3800UMAsL HA KIEMOUHOU JUHUU Ye08eKd, CHOCOOHASI obecneuums npoduib cIUKOZUTUPOBAHUS,

AHATIOSUYHDBLL NPUPOOHOMY hepmenmy.

@D3T no3zeonsem 3HAUUMENLHO VIYYUIUMbL COCMOSIHUE NAYUEHMO8, 000UMbC YMEHbUEeHUS PA3MEPO8
cene3énKu U nedyenu, ysenuienus nokazameneu QyHKyuu eHeuiHe20 OblXxanus, chudxcenus yposueu 1A
6 moue. Illpenapam mne npoxooum uepe3 cemamosnyeganuueckuii oapvep (I'25), nosmomy He

no3eoJisiem CKoppusupoeams HeepolocudecKue Hapyulenusl.

Ooun u3 nocneoHux aHaiu308 MeicOyHapooHou 6aszvl no cunopomy Xaumepa (HOS) ybeoumenvho
NPOOEeMOHCMPUPOBAT NOBbIULEHUE NPOOOIHCUMENbHOCIU U Kayecmea dcusHu nayuenmos ¢ MIIC 11 na
Gone O3T.

@3T Haznavaemcs noxiCUHeHHO, HenpepvlgHo 6 003e (0,5 me/ke 00un paz 6 Hedelno 8 uoe
BHYMPUBEHHOU UHDY3UU NPOOONACUMENLHOCIBIO 3 U ¢ MAKCUMANLHOU CKOPOCMbIO 868e0eHus 00 40 ma/
y ¢ ycnosusx cmayuonapa. Becv obvem npenapama neobxooumo pazeecmu 6 100 mn pacmeopa
Hampus xaopuoa™* 9 me/mn (0,9%). Bpemsa eeedenus moocno nocmenenno ymenvuums 0o 1 uaca,

eciiu Hd ¢0H€ quby3uu He pa3euearomcs HexcelameilbHble peadKyuu.

Unghysus nposooumcs uepez nepughepuveckuii  uiu  YEHMPAIbHLIL BEHO3HBINL  0oCmyn U

KOHMpOoaupyenics Me()uuuﬁcmm nepcoHailom.



U3-3a pucka B03HUKHOBEHUS QIEPSUYMECKUX peakyuti 6 omeem Ha UH@Y3Ulo, NaAyueHmam
HA3HAYAIOMCSL  AHMUSUCMAMUHHbIE — Npenapamsl 6  COYeMmAaHuu  HCAPONOHUNCATOUWUMU
HenocpedcmeeHHo neped ungysuetl. 1lpu 603HUKHOBEHUL HeXCenamenbHOU peakyuu UH@Y3UI0 HYIHCHO
OCMAaHOB8UMb, 00 pPA3PEULeHUs CUMNMOMOS8 U 3amem NpOoOON*CUMb UHDY3UIO CO CKOPOCMbIO HA
NONOBUHY MeHbule mou ¢ Komopou oua nposoounace. llpu pazsumuu anagpunaxmouonou/
aHagunakmuueckolu  peakyuu  uH@ysuro  ciredyem — HeMeONeHHO — NPeKpamume,  HAYaAmMb
coomeemcmsywujee neverue u Haonooenue. Crnedyem npuoepsHcusamvpcs COBPEMEHHbIX CMAHOApmo8
HeomaodcHot mepanuu [12,16].

Pesxoe npexpawenue D31, nepepvigol 6 P33T He dwcenamenvHbl U MO2Yym NpUBeCmu K YXyOULEHUIO
cocmosiHusi nayuenmos [20].

Taowcenvle unu onacHvle Oisk HCU3HU peakyuu cunepdyecmeumenlbHocmu 6 Ciayuasix, K020a CcOCMOsIHUE

nayuennmoes He noooaemcsi KOHMPOJlI0, A6JIAI0OMCA NPpOMu6oOnoOKasanuem onst no6NOpPHOCO NPUMEHEHUA
D3T.

Hoypcynvgpaszy b6ema™* nonyuarom u3z pexomMOUHAHMHBIX KIEMOK AUYHUKOB KUMAUCKO20 XOMAUKA
(CHO), 6 komopvle nepenecena niazmuoa, kooupyrowas oeirok u3 550 amuHoOKuciom uenoseueckoll
uoyponam-2-cyibpamaszvl, KIOYAsL CUSHATILHYIO NOCIe008AMENbHOCHb U3 25 amunoxkuciom. Dmom
npenapam noxazam 0iisl nayuenmos cmapuie 6 nem. B nacmosiwee epems cyuecmeyem 02paHudenHoe
YUCTO NYOIUKAYULL, NOCBAUEHHBIX CPABHEHUIO dhhexmusHocmu 08yx npenapamos ons P3T cunopoma

Xanmepa u npumenenuro npenapama y paHvlx NAyueHmos.

B nacmoswee epems doxazamenvras o6aza sghghexmusnocmu u 6ezonacrocmu udypcyivgaszvi bema**
OCHOBAHA HA OAHHBIX 2X KIUHUYECKUX UCCIe008AHUL, 8 KOMOPbIX NPUHAIU yuacmue 37 nayueHmos ¢
cunopomom Xanmepa. Omo uccnedosanue I/I gpazor NCT01301898 (31 nayuenm) u uccneoosarnue 111
gazer NCT01645189 (6 oemeui mnadwe 6 nem). Bce nayuenmvi, npuHumasuiue yiacmue 8 2mMux

UCC1e008aHUsX, paree NOIYYall jederue npenapamom uoypcynvgasa™**. [10].

3.2 CumMnoToMaTu4YecKoe JeYeHue

o PekoMeHIOBaHO  TMpPOBEIECHHWE  MEIUKAMEHTO3HON  MpeMeauKauud  (AaHTUTMCTaMUHHBIMU
cpeactBamMu RO6A w/mnu NO2B anTUnupeTHKamMu) MpU TMOSBICHUH MOOOYHBIX aJUIEPrHUYECKUX

peakumii npu uHby3uu. [11,12,16, 24].
YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAALMH — 5)

KommenTapuu: V nayuenmos ¢ MIIC, nonyuarowux @37, xak u npu 6/8 sederuu 106020 Opy2020
benkosoeo mpenapama, MoO2ym pazeumsCsi NOOOYHblE peakyuu  (IUXopaoxa, 03H0O, peoma,
KPAnueHUya, msxcenvle peakyuil 2unepuy8cmeumeibHOCmy aulepeuyeckoeo muna), npoucxooaujee
UIU 80 8pemMs UH@Y3UU Ulu 8 meyeHue OHs npogedenus uH@ysuu. Ilpu nosenenuu nobouHvIX peaxyuil
80 8pems /nocie UHGY3UU peKomMeHOyemcs. coomeemcmayowee jeyeHue, npu Komopom HeodXooumo

credosamow COBPEMEHHbIM cmaHdapmaM OKA3AHUA M@dub;uHCKOIZ nomouwu (npomueopeomnble



npenapamal, daHmuzucmdamuHHbvle cpe()cmea, anmunupemuxu, ZJZIOKOKOPWIMKOCWZGPOMOHMQ

npenapamat).

Jleuenue xponuueckux 3abonesanuti (N08e0eHUECKUX HapyuweHui, opmanrbMoI02UYecKux HapyueHul,
OpMONEOUYecKoll  namoao2u, Cyoopodx*cHo2o cunopoma, Al, cepoeunoii HedocmamouHocmu,
peyuouUsUPYIOWUX OMuUmos8, 4acmulx pecnupamopuvix 3aboneéanuti u op.) y nayuenmog ¢ MIIC 11
PEKOMEHOOBAHO NPOBOOUMb C YUEmOM OeUCMEYIOWUX KIUHUYECKUX DPEeKOMEeHOAYUl, NPUHUMAS 80
BHUMAHUE pe3YIbmamvl  KOMNJIEKCHOU OYEHKU CO CMOPOHbl 6CEX Op2aHO8 U CUCmeM U

nepcoHalusupoBearHsvle yeiu nayuermad.

Jleuenue nosedenyeckux HaApyuileHuti nNpoBOOUMCS HEBPOIO20M, OObIYHO UCHONb3YIOMCS CeOAMUBHbLE
cpeocmeq,  MpAaHKSUIU3AMOpPyl,  KOPpeKmopvl — nogedeHus. Bwibop  npenapama, 0o3uposka,
ONIUMENLHOCMb KYpCca ONpeoensitomcs unousuoyaivio. Hauunarom npuem oanHnvix npenapamog noo

muiamenbHbIM 6pa'{€6HblM KOHmMpPpOoJleM 6 YCIOBUAX KPY2l1OCYNMOYHO20 / OHe8H020 cmayuorapa.

IIpu ogpmanvmonocuyeckux HapyweHUusx npoBOOUMCS JleuyeHue HO HOKA3AHUAM, NooOop mepanuu

ocyujecmeiidenmcia Ha OCHOBAHUU peKOMeH()alﬂ/llZ no JjledeHurw coomeemcmeyrnouux HO30/102U.

Opmoneduyeckasi Koppekyusi HapyuleHusi OCAHKU, KOHMPAKmyp CYCmaeo8 ¢ UCNOIb308AHUEM
HeXupypeuueckux memooo8 GKadaem @Qu3uonpoyeodypvl U aeyeOHyIo Qu3KyIbmypy, UCHOAb3YIOM
opmoneduueckue ycmpoticmsa. 11o nokasanuam ocywecmensaom Xupypeuveckoe iedeHue cUHOpomda
KapnaivHo20 KaHaid, npoeooumcs 3HOONPoOme3uposanue mazooeopesHo2o ulu KojleHH020 CYyCmaed,

Koppucupyrouiue ocmeonomuu o0nsl ucnpaeilernusd ocu KoHeuHocmell.

Peyuousupyrowue omumol, yacmeie pecnupamopHvie 3a001e6aHUS GEPXHUX ObIXAMENbHLIX Nymell

mpeoyom nposedenusi CUMNMoMamu4eckou, anmubaxkmepuaiviou mepanuu [2, 6].

\% nayuenmos ¢ MIIC npu Haiuduu snujienmudecKux npucniynoe peKOMeHaOG(JHO ucnoavzoearue

npenapamoes U cxem je4erusd, Hd OCHO6AHUU peKOJweHOauuu” no Je4eHUI0 YNULEencull.

Pexomenoosano  yuacmue — MynbmuOUCYUNIUHAPDHOU  KOMAHObL 68  BeOeHUU  CepOeyHOll

Hedocmamounocmu y nayuenmos ¢ MIIC I1.

IIpu neuenuu apmepuanvrou eunepmonuu y nayuenmog c¢ MIIC Il pexomendosano nasnaueHue
anmucunepmeH3UGHoOU mepanuu 8 COOMEemcmeuu ¢ KIUHUYEeCKUMU PEKOMEeHOayuamu « Apmepuanvnas

CUNEPMOHRUA Y 63POCTBLX ).

o Pexomenpyercs: naurentam ¢ MIIC II ¢ HapymeHUAMH MOTOPHUKH KEJIYIOYHO-KHILIIEYHOTO TPAKTa

HCIIOJIb30BaHKE CIAOUTENbHBIX CPEACTB, HAPUMED JIakTyno3a™* mo 15-45 mu B cyTku [2].
Yposens yoenureabHOCTH pekoMeHAanuu C (YPOBEHBb J0CTOBEPHOCTH A0KA3aTENbCTB S)

o Pexomenayercsi Tmpu XpOHMYECKOW HEHpomaTHUecKod OONMM  Ha3HAYEHUE TMpenaparos,
BO3/ICHCTBYIOIIMX HA LEHTpaJbHbIE MeXaHU3Mbl (GOopMHUpPOBaHUS XpoHHUeckoir Oomu: NO3

AHTUKOHBYJIbLCAHTOB (1103a HOI[6I/IpaCTC$I WHIUBUAYAJIIbHO, IPHUMCHACTCSA BHC HWHCTPYKOHUH I10



PEIICHHUIO BpaueOHOM KOMUCCHUH), aHTHICTIPECCAHTOB (TIPUMEHSIETCSI BHE MHCTPYKIIUHU IO PEIICHUIO

BpaueOHO komuccun) [2,12].
YpoBenb yoeaureabHocTu pekoMmenaanun C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeILCTB 5)

Kommentapuu: Ilonooxcumenvrnozo spgpekma ¢ghapmaxomepanuu XpoHu4eckol OOIU Yy NAYUEHMO8 C
MIIC mooicHo 0obumvcsi npu  yuéme NPUHUMAEMbIX NAYUESHMOM Npenapamos u pe2yisipHoM
MOHUmMopunee 6OeszonacHocmu aevenus. Ilpu neuenuu 6Oo0nesoeo cunopoma y nayuewma ciedyem

UCNONBL308AMb HAUMEHEe UHBA3UBHDIL CNOCOO.

e Pexomennyercs namuentam ¢ MIIC II koHCyapTalMK CAEAYIOMUX CIEUAINCTOB HE pexke 1 pas3a B
3 Mecsila WiIM Yaue Npv HaJWYUMK TOKa3aHUM: BPauOM-OTOJAPHUHIOJIOTOM, BpauOM-HEBPOJIOTOM
[2,5,14,19].

YpoBeHb yoenuTeJJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIANH — 5)

o Pexomenpyercst nanmentam ¢ MIIC Il koHCynpTanuu CiIeayrOmUX CIEHHAINCTOB He pexe | pa3a B
6 MecsAlleB WIM 4Yalle NpU HaJIWYUW I[IOKAa3aHUW: BPAYOM-KapIHOJIOTOM, BpPAaYOM-OPTOIEIOM.
[2,5,14,19].

YpoBeHb yoeauTeabHOCTH 10Ka3aTeabcTB C (YPOBEHDb JO0CTOBEPHOCTH PeKOMEHAaluu — 5)

o Pexomenpayercs nanuentam ¢ MIIC 11 koHCcybTanus BpadoM-XupyproM (Ipu HaJTUYUU MTATOJIOTHH,

TpeOyIolIel XUpypruueckoro BMemarenscrea) [2,5,14,19].
YpoBenb yoeauTeabHOCTH 10Ka3aTeIbCTB C (YPOBEHDb J0CTOBEPHOCTH PEKOMEHIAUMH — 5)

e Pexomenayercss mauuentam ¢ MIIC Il koHcynbTanus BpauoM-IyJIbMOHOJOTOM (IIpU HAJIUYUU

MaTOJIOTMH CO CTOPOHBI JbIXaTeIbHOM cucTeMsl) [2,5,14,19].

YpoBeHb yoeanuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAALNH — 5)

3.3 Xupypruueckoe jJe4eHue

Xupypruueckoe JedeHue nanmerntroB ¢ MIIC Il cnmemyer npoBOauTh MpU  y4acTHH
MYJbTUAUCUUIUIMHAPHON  KOMaHJbl B  COOTBETCTBUM C  JCHUCTBYIOIUMMHM  KIMHUYECKHUMU

PEKOMEHTALIASIMH.

o PexomeHayercsl manyeHTaM ¢ COXpPaHHBIM MHTEIUIEKTOM U HapylleHueM (YHKIMH KUCTeH WU C
HapyluIeHUEM HEpBHOM mpoBoaumoctu 1o pesyapraram OHMI  (snexkrponeiipomuorpadus
CTUMYJISIITUOHHAS] OJTHOTO HEPBA) OIepaIus JeKOMIPECCUH HEPBHBIX CTBOJIOB, KOTOPAasi MPUBOIUT K

OBICTpOMY CTOMKOMY yayuleHuto GpyHkuuu [2, 16, 23, 25].

YpoBenb yoenurTeabHOCTH pekoMeHaannu C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB 4)



KommenTapuu: vacmoma peyuouoé KapnaibHo2o MOHHETbHO20 CUHOPOMA Y NAYUEHMO8 C
paznuunvimu munamu MIIC neuzeecmua. Ilockonvbky noemophas Komnpeccusi MeouaHHo20 Heped
gcnedcmeue  pyoyesamus —UIU  OMAONCEHUS  2TUKO3AMUHOSIUKAHOG — BO3MOJNCHA, — HEOOXO0OUMO

npooondicams HaboOeHue.

e Pexomenayercss mnaunumentam c¢ MIIC II tuma npu cooOmaromeiics ruaponedanuu ¢
MPOTPECCUPYIOMNM YBEIIMUYCHHEM JKENIYI0YKoB 10 JaHHbIM MPT w/unm moarBepkaEéHHBIM
MOBBINICHUEM JaBJICHHS IepeOdpo-cnuHanbHOM xkuakoctu Oomee 250-300 cm BomHOTO CcTONOA

PEKOMEH/IyeTCsl BEHTPUKYIIO-TIEpUTOHEANIbHOE IyHTUpoBaHue [2, 12,14, 16, 20, 25].
YpoBeHb yoeauteabHocTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4)

o PexoMeHI0BAaHO  TIPOBEACHUE  XUPYPrHUECKOTO  BMEIIATEIbCTBA  JUJII  MMAIMEHTOB  C
JIMarHOCTUPOBAHHBIM CTEHO30M IIEWHOTO oTAena - Jlekommpeccusi TO3BOHOYHOTO KaHajda C
UMIUIAaHTAIMEN CTaOWUIM3UPYIOMIEH CHUCTEMBI, YTO MMEET pEIaolee 3HAYeHHE B YCTPaHEHUU
cTreHosa [2, 12, 14, 16, 20, 22, 23, 26].

YpoBeHb yoeauTeIbHOCTH 10Ka3aTeILCTB C (YPOBEHDb I0CTOBEPHOCTH PeKOMeHAAUuM — 4)

KomMmenTapuu: coasnenue cnuHHo20 Mmo32a NpuBOOUm K HeOOPAMUMbIM — HeBPON02ULECKUM
HapYyWleHusiM, Oonepayuio ciedyem paccmampusams oaxce y NAyueHmos 0e3 He8poI02udecKou
CUMNIMOMAMUKU, €CNIU CAcUMMmMAlbHblil Ouamemp NO380HOYHO20 KAHALA cyxceH Oonee yem Ha 50%.
Xupypeuueckoe emeuiamenbcmeo OO0NHCHO BbINOTHAMBCA pPAHbUWE DPA3BUMUSL  HEeBPOI0SUYECKUX

Npos6IeHULL.

o PexomeHnayercsi IpoOBeICHUE XUPYPTUYECKON 3aMEHBI Ta300€IpPEHHOTO WM KOJEHHOTO CYCTaBa,
KOPPUTHUPYIOIIUE OCTCOTOMHUU KOCTEH KOHEYHOCTEH MpH BBIPAKECHHOM HApPyIICHUU (PYHKIIUU
KOHEYHOCTH OOYCJIOBJICHHOW nedopmanueil wiaum apTpo3oM, MpU OTCYyTCTBHH d(ddekra oT
KOHCEPBAaTUBHOU Tepanuu (BHIOOP 0o0beMa OIMEepaTUBHOIO BMEIIATENICTBA 3aBHUCHUT OT CTEICHH
nopaxenus)[2, 12, 14, 16, 20, 22, 23].

YpoBeHb yoeauTeabHOCTH 10Ka3aTeIbCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIANHH — 5).



4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

Cneunduueckort peadbmmuranuu nauuenram ¢ MIIC II ve Tpebyercs. B kpyr peabuinTaninoOHHBIX
meponpusaTuii narmeHtam ¢ MIIC II moryT OBITh BKIIIOUYECHBI 3aHATHS C IICHMXOJIOTOM, OTABIX B
CIIEIMAJIM3UPOBAHHBIX CAHATOPHUAX, a TAKXKE COLMAJIbHAS aJanTalus C YyYaCTHEM CIECHHAIUCTOB U
COLIMAJIBHBIX Pa0OTHUKOB, Kypchl Maccaxka. Crnenuduueckue MeTo/bl peaOuiuTaluuu Mpu HaJIUuuuu

OCJI0KHECHUM YKa3aHbl B COOTBETCTBYIOIIUX pPa3aciiax.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKH

o Pexomenayercsi TOCiI€ yCTaHOBICHHS JUArHo3a TMAlMEHTy WIA €ro  O(HIHaIbHBIM
MpEACTABUTENIAM TIpUeM (OCMOTp, KOHCYJbTAIMsl) Bpada-TeHETUKa C LEeJIbl0 pPa3bsiCHEHUHN
TEeHETUYECKOTO pHUCKA, OOCYKIEHUS BO3MOXKHOCTEH NPEHATAJbHON M MPEUMIUIAHTALIMOHHON

TeHETUYCCKON JUAarHoCTUKH SMOproHa [2,16,20].
YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIANH — 5)

KommenTapuu [emusucomuvle MysHcuuHvl umMerOm eOUHCMBEHHYIO MYMAHMHYIO X-XpOMOCOMY,

KOomopyro nepe()aiom mMOoOJIbKO C60UM ()0’{6}?}1][4, HO HE€ CblHOBbLAM.

Yuumuvieass mun nmacnedosanuss 0annozo 3abonesanus (X-cyenienwuwviil) 015 KAiCOOU Nociedyiouel

bepemennocmiu.

* ) JCEHWUHBI-HOCUMENTbHUYLL Mymayuu puck poxcoenus: manvuuxka ¢ MIIC Il cocmasnsem 50%,
PUCK podicOeHUs 0e8oUKU-HOocumenbHuysvl mymayuu — 50%;
o v myocuunvl ¢ MIIC Il (eemuszuecomrnoco) mymayuu puck poicOeHus: 0e80UKU-HOCUMETbHUYbL

mymayuu — 100%.

5.1 Ilpenaraabnas guarsocTuxka MIIC 11

o PexomeHnayercsi B CEMbSX, TJ€ €CTh MAIMEHT C YCTAHOBIEHHOW MyTallueil, BbI3BaBIIel OOJIe3HB,
OOCYIUTh BO3MOXKHOCTH TPOBEACHUS TMPEUMIUIAHTAIIMOHHON TEHETHYeCKOM JAMarHOCTHUKH
SMOpHOHA U MpEeHaTaIbHOW JAMATHOCTUKU IMYTEM H3MEpPEHHUs aKTUBHOCTH UAYpOHATCyJb(}arasbl B
KJIETKaX BOPCHMH XOPHOHA, a Takke MeroaaMu mpsiMol uiu kocBeHHoW JIHK-amarnoctuku st

ceMeilt ¢ u3BeCcTHbIM renotunom [1,2,16,20].

YpoBeHb yoeauTeabHOCTH A0Ka3aTeabcTB C (YPOBEHDb J10CTOBEPHOCTH PeKOMEHAaluu — 5)

6. Opranuszanus OKa3aHusl MeJIUIUHCKON MOMOILIH

ITokazanus JUIIsL IUIAHOBOM TOCIIMTAJIN3allH .

e TIPOBEJCHUE AMATHOCTUKU U JICUCHUs, TPEOYIOIINE KPYIIIOCYTOYHOTO METUIIMHCKOTO HAOMIOECHNUS;
e COCTOSIHHE, TpeOylollee aKTUBHOIO JIEYEHUS W KPYyNIOCYTOYHOIO MEIUIMHCKOrO HaONIOEeHUs
(TppDKECEYeHHE, OINEpaTUBHOE JIEYEHUE TMOPAKEHUsI CyCTaBOB, IIO3BOHOYHHUKA, CKOJIHMO3,
aZ€HO’KTOMUS, TOH3WJUIDKTOMUS, HEUPOXUPYpPruyecKass JIEKOMIIPECCHS CHUHAPOMA 3aIsiCTHOTO
KaHaJla, YCTAHOBKAa TPAHCTUMIIAHUYECKOTO JIpEHa)ka IIPU CPEIHEM OTUTE, XUPYyprudeckas

xkoppekuus narongorun CCC u apyrue);



e COCTOSIHHE, TpeOyrollee MPOBEACHUS BBICOKOTEXHOJOTHYHBIX METOMIOB JICYEHUS (B TOM YHCIIC
koHTpouIb 3 PexTuBHocTH TT'CK);

e OTCYyTCTBUE BO3MOXHOCTH obOecneueHus @O3T B aMOynaTOpHBIX M CTallMOHAPO3aMEIIAIOIINX
YCIIOBHUSIX;

e HEOOXOIMMOCTh IMPOBEACHHS PAa3IMYHBIX BHUJIOB JKCIEPTU3 WM OOCIENOBaHHS B MEAMIIMHCKON
OpraHu3alydyd IMPU HEBO3MOXKHOCTU IPOBEACHUS MX B aMOyJaTOPHBIX YCIOBHUAX, TPeOYyIOIIMX

JTUHAMHYECKOTO HAOMIOAeHUS (B TOM YHCie opopMiIeHNE 3aKT0ueHNs (PeaepalbHOT0 KOHCUITNYyMa).
[TokazaHust 1j1s1 SKCTPEHHOW TOCITUTAIN3AIINH:

e OCTpBIC 3a00JICBAHUS;

e 000CTpEHUs] XPOHUYCCKUX OOJIC3HEH;

e OTpPaBJICHUS W TPaBMBI, COCTOSHHS, TpeOyIOIINe WHTCHCHBHOW Tepallukd | TIEpeBoja B
peaHUMAIlMOHHBIC OTJCICHUS WM OTJACJICHUS WHTEHCHUBHOW Tepamuu (B TOM YHCJC MOOOYHBIC
peaKIuy, IPOUCXOASIINE BO TIporiecce MH(Y3UN WIM B TeueHUE JHS NpoBeneHus nHpysuun O3T,
IIEPBUKAIBHBIN CTEHO3 C KOMIIPECCHUEH CIIMHHOTO MO3ra M JPyTrHe YrpoKarollue >KM3HH OCTPhIC
COCTOSIHUSA), a TaK)Ke KPYyIIOCYTOYHOTO MEIUITMHCKOTO HAOIIOMCHUH W MPOBEACHUS CIEIIHATbHBIX

BHAIOB 00CJIEIOBAHMS U JICUCHHUS.
ITokazaHus K BBITUCKE MAIMEHTA U3 CTAllMOHApa:

e OTCYTCTBHE yTPO3bI )KU3HU MAIMCHTA,

e OTCYTCTBHUE YIPO3bI Pa3BUTHS OCIOKHEHUH, TPEOYIOMINX HEOTIOKHOTO JICUCHHUS,

e CTAOWJIM3AIMS COCTOSIHUS M OCHOBHBIX KJIMHHUKO-T1a0OpaTOpHBIX IOKa3aTesield MaToJI0ruYeCcKOro
npolecca o OCHOBHOMY 3a00JI€BaHMIO;

e OTCYTCTBHE HEOOXOJUMOCTH B TMOCTOSHHOM Bpaue€OHOM U KpPYIJIOCYTOYHOM MEIUIIMHCKOM
HaOJI0EHUH 10 OCHOBHOMY 3a00JIEBaHHUIO;

e HEOOXOIUMOCTH NEpPEeBOAa MAIMEHTa B JPYTyI0 MEAMIIMHCKYIO OpPraHHU3alUI0 WU YUYpEKJICHUE

COLMAIBHOTO 00€ECIIEUECHHUS



6. Opranusanus oKa3aHusl MeJIUIUHCKON IMOMOIIH

IIpu mpoBeneHMM Hapko3a M HMHTyOaluMu HEOOXOOMMO IIOMHUTh O BBICOKOM PHCKE KOMIIPECCHUU
CIIMHHOTO MO3ra BCJEICTBUE HECTAOMJIBHOCTH aTIaHTOAaKCHajabHOro cycraBa. Koporkas mes,
OTrpaHUYEHHE MOJBMKHOCTU HMYKHEH 4YeNIOCTH, YBEJIMUYEHHUE $3bIKA, BBIPAKEHHAs Truneprpodus
aJICHOUJIOB M MMHJAJIMH CO3JAl0T NHpoOJIeMbl NMpH NPOBEJCHUM AHECTE3UOJOIMUYECKOro Iocoous,
II09TOMY IPEINOYTEHUE CIEYET OT1aBaTh MECTHOMY WJIM PETHOHAIBHOMY 00e300muBanuto. [lanuent
IIPEIBAPUTEIIBHO KOHCYJIBTHPYETCSI BpauOM-KapAuOJIOTOM, OTOPHUHOJIAPUHIOJIOIOM, AHECTE3UOJOTOM,
HeBponaronoroM.  OOs3aTeIbHO  MPOBEJEHHE  IIOJHOTNO  KapJUOJIOTMYECKOro  0OCienOBaHMS,
nonucoMHorpaduu (UIsl BBISBICHUS CTENEHU JAbIXaTeIbHBIX HApyIIEHWi), MpU HEOOXOOUMOCTH -
SH/IOCKONHUH HOCOITIOTKM M KOMIIBIOTEPHON TOMorpaduu jerkux. OneparuBHOE BMENIATEIbCTBO C
aHecTe3uell HeoOXOAMMO NPOBOJUTH B KPYIHBIX MEAMIMHCKHUX LEHTPaxX, MMEIOLIUX OTAEICHHE
peannmanuu 1 uHTeHCUBHOM Tepanuu (OPUT), Tak kak uHTyOanus u mocienyromas 3KeTyOanus y

TAKUX MAIMEHTOB MOYKET BbI3BaTh 3arpynHeHus [2,14,20].

HabGmronenne mnammeHToB MO MECTy JKUTENhCTBA (B aMOynaTOpHO- MOMMKIMHUYECKUX YCIOBUSIX)
JOJDKHO OCYIIECTBIISATbCS TMOCTOSIHHO. JIaboparopHble M MHCTpPYMEHTAJIbHbIE OOCIENOBaHUA U
pEeKOMEeHIyeMasl 4acToTa WX MpoBeneHus npenacrasieHa B Ilpunokenue 1'3. 3aboneBanue nmeet
MYJIBTHCUCTEMHYIO TPUPOY M HEOOpATUMBIE, MPOTPECCUPYIONINE KIMHUYECKUE MPOSBICHUSA, YTO
oOyclOBIMBaeT  HEOOXOAMMOCTh  HAOJIONEHUS  HE  TOJAbKO  Y3KMMH  CHElHaTUCTaMH
(OTOpUHOJIAPUHTOJIOTAMH, XUpPypraMu-opToIeIaMHu, odTanbmooramu, KapAuoJIoramH,
MyJbMOHOJIOTAMHU, HEBPOMNATOJIOraMHu, CTOMATOJIOTaMU), HO U (PU3MOTEpaNeBTaMM, JIOTONEAAMH,

TICUXOJIOTaMH M paOOTHUKAMU TaJUTHATHBHBIX cITyk0 [2,14,20].

[Manmentsr ¢ MIICII goMKHBI TOCTOSIHHO HAXOAUTHCS 1OA HabmoneHueM; 1 pa3 B 6 Mec. - MPOXOAUTh
oOcnenoBaHre B MHOTONPO(UIBHBIX cTalnuoHapax. JJIMTEeIbHOCTh HAXOXKACHHUS B CTalMoHape /
THEBHOM cTanmoHape 21-28 nueit. HeoOxomnmble 0CMOTPBI Bpadeii-CrielnaaIucToB, Ja00paTopHbIe U

HHCTPYMCHTAJIbHBIC 06CJI€IIOBaHI/IH.



7. JlonnoJtHUTEIbHAA MH(pOpMaNUA (B TOM YHUCJIE
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSIHMA)



Kpurepun oieHKH Ka4yecTBa MEIUIUHCKOU MOMOILIH

Kputepun kayecTtsa OueHKa BbINOSIHEHUS

1. BbinonHeHO onpepeneHne ypoBHA u cnekTpa Al Moum (Mpy NOCTaHOBKe AMarHosa u ecam [a/HeTt
He NpoBOAWIIOCH B NMpejLwecTeylowme 6 Mecsaues

2. BbinoNHEHO onpefeneHne akTUMBHOCTU MAypoHaTcyfbdartasbl B Mnja3Me KpOBM WM MSATHax Oa/HeT
BbICYLUEHHOW KpPOBU W/WAW  MOJIEKYNIAPHO- TEeHeTUu4yeckoe wuccrnefoBaHne (BbiSBieHUE
MyTaumi B reHe IDS (nNpu nocTtaHOBKe AMarHo3a)

3 BbINO/IHEHO Ha3HayeHne GHEPMEHTHON 3aMecTUTENbHOW Tepanum C NpUMEHEHUEM Oa/HeT
: naypcynbdasbl** unm naypcynodasy 6eta** B Buae B/B MHGY3UM exeHeaeNbHO

BbinonHeHbl  2KI, 2xo0-KI, xonTepoBckoe MoHuTOpupoBaHue IDKI U CyTO4YHOe [a/HeTt

4. MOHVUTOPMPOBAHWE apTepuanbHOro AaBneHus (ecnnm He NMpoBOAWMIIOCH MpeALluecTsyowme 12
MecsLeB)
5. BbinonHeHo 331 Ansi CBOEBpPEMEHHOW AWArHOCTUKM 3nunencum (ecnv He nposoaunocb | [Ada/HeT
nocnegHune 12 mecsues)
6 BbINnoNHEHO onpeneneHne pa3MepoB MeYeHW W cefle3eHKU MO AaHHbIM ynbTpasBykoBoro | [a/HeT
: nccnenosaHus (ecnm He NpoBOAMNOCE nocnegHne 12 mecsues)
7. BbinonHeHa peHTreHorpadus opraHoB rpyAHON KNeTku (ecnu He npoBoaunacb nocneaHue | [Hda/HeT
12 mecsueB)
8. BbinosIHEHA MarHUTHO-pe3OHaHcHas ToMorpadus LWeMHOro oTAesia No3BOHOYHUKA (ecnn He | [Oda/HeT
NpoBOAMIIOCH B nocneaHne 24 mMecsues)
9. BbinonHeHa KOMMbKOTEpHasi ToMorpaduss WAM  MarHUTHO-pe3OHaHcHasi Tomorpadusa | [Ada/HeT
roN0BHOrO Mo3ra (ecnm He NpoBOAWIOCH B NocneaHne 24 mecsues)
10 BbinosIHEHO onpeaeneHne CKOPOCTU HEPBHOM MNPOBOAMMOCTM 3N1eKTpoHerpoMunorpadum [Oa/HeT
: (CTUMYNSILMOHHOW  3neKTpoHenpoMuorpadpumn) (ecnm He MpoBOAMSIOCH MNocnegHune 12
MecsueB)
11 BbinonHeHo onpeaeneHne @yHKUMW BHeELWHEro AblxaHus (ecnm He NpoBOAMIOCH MOCnefHne Oa/HeT
: 12 mecsaueB)
12 BbinonHeHa KapAMOPECnUPaTOPHbIA MOHUTOPUHE (€Ccnn He npoBoAMsCcs nocnenHuve 12 | [Oda/HeT

MecsLeB)

13 BbinonHeHa peHTreHorpadus LWENHOro, rpyaHoro M NosiCHUYHOro OoTAena MO3BOHOYHWMKA, a [a/HeTt
: TakxXe peHTreHorpadunn BEPXHUX U HUXKHUX KOHEYHOCTEeN (ecnm He npoBoamaack nocnegHue
12 mecsaueB)

BbinonHeHa KOHCy/nbTaumsa Bpada-cypgosiora U MNoBeAeHa ayauoMeTpus (ech HE [a/HeTt

14. npoBoAunacb nocneaHme 12 mecsiues)
15 BbinonHeHa KoHCynbTauMs BpadyoM-odTanbMOSIOrOM MpoBeAeHMe UCCAeaoBaHUsA nepeaHero Oa/Het
: cerMeHTa rfnasa MeToaoM OOKOBOro OCBELLEHWSI, MU3MEepeHWe BHYTPUrAa3HOro AaBneHus
(TOHOMETpUS W [pyrue TecTbl, HeobxoauMble ANS AWMArHOCTUKM T[N1ayKOMbl) WM OLEeHKa
COCTOSIHMSA rnasHoro aHa (odTanbMOCKOMNUS) C LENbio BbISBNIEHUS TNAYKOMbl, U3MEHEHUS
NPO3payYyHOCTM MNa3HbIX CPes U COCTOSHUS CeTYaTKM (NpU HAaNM4YMM NaTonorum 3peHuns) (ecnu
He npoBoaunca nocnegHune 12 mec.)
16 BbinosnHeHa KOHCy/bTauuMsi BpPa4YOM-TEHETMKOM TMpW  YCTAHOBAEHUMW JAMarHosa u npw Oa/Het
: naaHMpoBaHUn 6epeMeHHOCTU B CEMbE
17 BbiNo/IHEHA KOHCyNbTauus BpayvyoM-KapAMOMOroM MpW  HaNMyMM  NATONOMMU  CEPAEYHO- Oa/HeT
: COCYAWNCTON CUCTeMbl (ecsim He NPOBOAMIICS NMocneaHne 6 Mec.)
18 Bbino/sIHEHA KOHCY/bTauMsi Bpa4oM-0TOMIapUHION0roM (Mpu HananMymm nNaTosiorMm Co CTOPOHbI Oa/HeTt
: JIOP-opraHoB u/vnn BepXHUX AblXaTesbHbIX NyTen) (ecnn He npoBoauacs nocneaHve 3
Mec.)
19 Bbino/IHEHA KOHCY/NbTauus BpPayYoOM-HEBPOJSIOFOM MpU  HalWyMM NaTONOMMM CO CTOPOHbI Oa/HeT
: LeHTpasbHOW HEPBHOW CUCTEMbI (€CIN HEe NPOBOAWSICA NocneaHme 3 Mec.)
20 Bbino/sIHEHA KOHCYbTaLMs BPAayYOM-0OpPTONeA0M Npu HannymMmM NaTtosiorMm co CTOPOHbI OMOPHO- Oa/HeT
: ABUraTesibHOro annapata (ecnu He nMpoBoauaca nocnegHne 6 mMec.)

21 BbinosiHEHa KOHCy/bTauMs BpadoM-xupyprom (Npu Hanuumm natosnorum, Tpebytowen [Oa/HeT
. XVUPYPruyeckoro BMeLlaTebCcTBa)




BbinonHeHa KOHCynbTauus BpavyoM-MysibMOHOJSIOMOM (I'Ipl/l Haan4ynm natosiorMn CO CTOPOHbI

Oa/HeTt

22. AblXaTeNbHON CUCTEMBbI)

23 BbINOAHEH 6-TM MUHYTHbIN TeCcT ¢ Xoabbol (ecnmn He NpoBOAMICS NnocnenHne 6 mec.) [a/Het

24 BbinonHeH brnoxmMmnyecknii aHanms KpOBM (anaHnHammHoTpaHcdepasa (ANT), [a/HeT
. acnaptatammHoTpaHcdepasa (ACT), obwui u  npamon 6GunmpybuH, XonectepwuH,

Tpuranuepuabl) (ecnm He NPoBOAWMICS B NpeAllecTBytowmne 6 Mecsues)

25 BbinonHeH o6wmin (KIMHUYECKM) aHanu3a KpoBu (ecnm He NpoBOAMIICS B NpeallecTByowme [a/HeT
: 2 mecsueB)

26 BbinosnHeH o6wmn  aHanmMsa Mo4uun (ecnu He NpoBOAUSCA B NpealecTByowWmne 3 Mecsua) [a/HeT

27 MpoBeaeHO XMpYyprvyeckoro BMewaTenbCTBa A/ MNauMeHTOB C  AMarHOCTUPOBaHHbIM | [da/HeT

CTEHO30M LUENHOro otaena - 4eKOMMnpeccun CAMHHOIo Mo3ra
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke M mepecMOTpPy KIHHUYECKHX
pPeKOMeHaalnm

. KyneB Cepreit UBanoBu - ui.-kopp PAMH, a.m.1., nupektop ®I'BHY "Meauko-reneTnueckuii

"

Hay4yHbIM LeHTp uM. akaaemuka H.II.boukosa
reHeTukoB (AMI).
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ncuxocomarnueckor mnaronorun DOI'AY "Hayunblid MeAMIIMHCKUN HCCIENOBATEIbCKUM IIEHTP
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akamemuka H.I1.boukoBa", uimen Poccuiickoro o0miecTBa MEIUIIMHCKUX T€HETUKOB.



15. Jloo:kanua3e Tuna BukropoBHa- K.M.H., 3aBeyroliasl JHEBHbIM CTALlMOHAPOM U OTJEICHUEM
naanratuBHor MegunuHabl I'bBY3 "I'Kb Ne 64 J[3M".
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oonesneit y aereit ®I'AY "HayuHblii MEAMIIMHCKUN KCCIENOBATENbCKUN LEHTP 340POBBs JAeTeil"
M3 P®, unen Coro3a neauarpoB Poccum.

19. YnanoBa Ougabra BacuabeBHa- k.M.H., OOO «Menuko-reHeTH4ecKuii 1EHTp «leHOM»Y,
npeaceaarenb Hwuxeropoackoro otaenenus POMI, pykoBomurens lLlenTpa MeguumHCKON
reHeTuk ®I'BOY BO «ITUMVY» Munzapasa Poccun, r. Huoxauit Hosropog.

ABTOpBI TIOATBEPXKAAIOT OTCYTCTBUE (UHAHCOBON TOAJICPKKU/KOH(PIUKTA WHTEPECOB, KOTOPBI
HE00X0IMMO 00OHAPO0BATb.



IIpunoxkenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

Hacrosimue pexoMeHmanuu NpeIHa3HAauYeHbl ISl NMPUMEHEHUS MEIWLIHMHCKUMHU OpPraHU3aLUsSMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX M MYHUIMUNAIBHBIX OPraHoOB yIPABIICHUS
3[paBOOXPAHEHUEM, CUCTEM 00sI3aTEIBHOTO M TOOPOBOJIBLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYTUMU
MEAMIMHCKAMU OPraHU3alMSIMH  Pa3IMYHBIX OPraHU3alMOHHO-NIPABOBBIX (OPM JESTENBHOCTH,

HANPaBIICHHOW HA OKa3aHUE MEIUIUHCKOU MTOMOUIH.

Hacrosimiye pexoMeHJaluy yCTaHaBIMBAKOT BUbl, 00b€M W HHIUKATOPBl KauyeCcTBa MEIULIMHCKOU
oMoty nanuentaMm npu MIIC II u Obuin pacecmotrpens 1-2 urons 2018 roga B pamkax Hayuho-

npakTudeckoro koHrpecca «Opdanusie 0one3nm» B Mockae.

Knunndeckue pekoMeHIaMK CO37laHbl HA OCHOBAaHWHU CHUCTEMAaTHYEeCKOTo 0030pa juteparypbl 1992-
2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, ¢
WCIIOIb30BaHMEM CO3JaHHBIX TPOTOKOJIOB (Scarpa M, Almassy Z, Beck M, Bodamer O, et al Hunter
Syndrome European Expert Council. Mucopolysaccharidosis type II: European recommendations for
the diagnosis and multidisciplinary management of a rare disease. Orphanet J Rare Dis. 2011; Nov
7;6:72.; Martin R., Beck M., Eng C., et al. Recognition and diagnosis of mucopolysaccharidosis II
(Hunter syndrome). Pediatrics. 2008; 121: 377-86, 14. Bradley, L., Haddow, H. & Palomaki, G.
Treatment of mucopolysaccharidosis type II (Hunter syndrome): results from a systematic evidence
review. Genet Med 2017 ; 19, 1187-1201) coBpeMEHHBIX MEXKIYHAPOIHBIX KIMHUYECKHUX

peKOMeHI[aHI/Iﬁ IO AMAarHOCTHUKEC, JCYCHUIO U BEACHUIO MAllTUCHTOB C MeTa00JINUYECKUMU OOJIC3HIMU.

MyKOHOJIHCﬁX&pPII[O?.BI OTHOCATCA K PCAKHM HACICACTBCHHBIM 336OHeBaHI/I$IM, YTO MHCKIKOYACT
BO3MOXHOCTb IIPOBCACHHA OOJIBIITX KOTOPTHBIX W PAHAOMHU3HUPOBAHHBIX KOHTPOJIHMPOBAHHBIX
I/ICCHGJIOBaHI/II‘/JI n ojad CO3JaHHd IIPOTOKOJOB AWATHOCTHKU M TCPpAIllMKW HUCIOJB3YHOTCA JIWIIb

TEMATUYCCKUC UCCIICA0BAHN: DKCIICPTOB, OHY6J'II/IKOBaHHBIe B IIOCJIICAHHUEC ABa JCCATHUIICTHA.

OreHka KadyecTBa JOKA3aTEIbCTB M CUJIBI PEKOMEHJAIMN MPUMEHEHUS MEIUIIMHCKUX TEXHOJIOTHI

IPOBOJMIIACH B COOTBETCTBUH C YHU(PUIIMPOBAHHOM 1IKAJION, MPUBEACHHOMN B Tabnunax 1-3.

HeHeBaﬂ AYAUTOPUSA TAHHBIX KIAWHUYECKUX peKOMeHHﬂlHﬁ:

. Bpauu o6meii BpaueOHOM MpaKTUKH (CEMEHHBIC Bpaun);
. Bpaun- nexguarpsi;

. Bpaun-tepanesTsr;

. Bpaun-reneruku;

. Bpaun-naboparopHble T€HETUKH;

. Bpaun-kapauosnoru;

. Bpaun-nerckue kapinoaoru;

. Bpauu- nespouoru;

. Bpauu- penrresnosoru;

. Bpaun ¢hyHKIIMOHAIBPHOWM THAarHOCTHKY;

—_— O O 0 9 N L AW N
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. Bpaun-oTopuHONIapuHION0ry;



12. MeauiuHCKHUE TICUX0JI0TH;

13. Ctynentsl Menuuackux BY308B;

14. O6yuaroniuiecsi B OpMHAType U UHTEPHATYPE.

Taomuma 1. Illkana omenku ypoBHeH npocroBepHocTH JokaszarenbcTB (YJ) s meronos

JMArHOCTUKH (JIMarHOCTUYECKUX BMEIIATEIHCTB)

yaa PacwumdpoBka

1 CucrtemaTmyeckme 0630pbl UCCNeAOBaHWI C KOHTposieM pedepeHCHbIM MEeTOAO0M WM  CUCTeMaTM4YeckuMin 0630p
pPaHAOMU3NPOBAHHbIX KJIMHUYECKUX UCCIel0BaHNI C NPUMEHEHMEM MeTa-aHanm3a

2 OTaenbHble McCnefoBaHUs C KOHTPosieM pedepeHCHbIM MEeTOA0M WU OTAesSbHble PaHAOMU3UMPOBAHHbIE KAWHUYECKUE
nccnefoBaHus M cuctemMaTudeckme 063opbl MccreaoBaHWii No6oro AmMsaiHa, 3@ WCKIYEHUMEM PaHAOMU3NPOBaHHbIX
KJIMHUYECKUX UCCNEefoBaHWIA, C MPUMEHEHWEM MeTa-aHanmnsa

3 WccnepoBaHusa 6e3 nocnefoBaTeflbHOrO KOHTPOAs pedepeHCHbIM MEeTOAOM WM  UCCNnefoBaHus C pedepeHCHbIM
MEeTOAOM, He SBMAILWMMCS He3aBUCMMbIM OT MWCC/efyeMOoro MeToAa WM HepaHAOMU3MPOBAHHble CpPaBHUTEsbHblE
nccnefoBaHusl, B TOM YMCe KOrOpTHblE UCCNefoBaHus

4 HecpaBHWTENbHbIE UCCNEA0BaHWS, ONUCaHNe KIIMHUYECKOro cryyas

5 NmeeTca nuiwb 060CHOBaHWE MexaHu3Ma AeNCTBUS UM MHEHME SKCMepPTOB

Tab6muma 2. Illkana omeHku ypoBHEH noctoBepHOCTH jokazarenbeTB (YI) s meTonoB

NpoQHUIaKTUKY, Je4eHUus MU peaduiaurtanuu (IpoQUIakTUYECKUX, Je4eOHBbIX, PeadMIMTAIIMOHHBIX

BMEIIATEIHCTB)

yan PacwudpoBka

1 CucrtemaTtnyeckumit 063op PKW ¢ npymMeHeHnem meTa-aHanusa

2 OtaenbHble PKU n cuctematnyeckmne o63o0pbl nccnepnoBaHuii nioboro amsanHa, 3a uckntoveHmeMm PKU, ¢ npumeHeHunem
MeTa-aHanmsa

3 HepaHAOMMU3MpPOBaHHbIE CPpaBHUTE/bHbIE UCCIIEA0BAHMUS, B T.4. KOFOPTHbIE NCCNef0BaHns

4 HecpaBHuTenbHble UCCNEeAOBaHUs, OMUWCaAHME KIMHWUYECKOro Clyyasl WM Cepuu C/lyvyaeB, WCCNeAOoBaHUs «Chy4yamn-
KOHTPOJ1b»

5 MmeeTca nuwb o060CHOBaHWE MexaHW3Ma [AEeNCTBUS BMelwlaTeNnbCTBa (AOKIMHUYECKME WCCEeAO0BaHUSA) WU MHeHue

3KCnepToB

Ta6aumuna 3. Illkana oneHku ypoBHeH yoOemuTenbHOCTH pekoMeHmanuid (YYP) s meronos

HpO(l)I/IHaKTI/IKI/I, JUAarHoCTHUKH, JICHCHHA H pea6I/IHI/ITaHI/II/I (HpO(I)I/IJ'IaKTI/I‘-I(?CKI/IX, JUAarHoCTHYCCKHUX,

ne4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIbCTB)

YYP PacwundpoBka

A CunbHaa pekoMmeHaaumsa (Bce paccMaTpuBaeMble Kputepmn 3@PeKTUBHOCTN (MCXOAbl) ABASIOTCS BaXXHbIMKU, BCE
nccneaoBaHMs UMEKT BbICOKOE WAW YAOBNETBOPUTENIbHOE MEeTOAOSOMMYECKOe KayecTBO, WX BbiBOAbI MO
WHTEPECYIOLLMM UCXoAaM SBSIOTCS COracoBaHHbIMMN)

B YcnoBHasa pekoMeHaaumsa (He BCce paccMaTpuBaeMble Kputepumn 3bdeKTUBHOCTM (MCXOAbl) ABNSIOTCA BaXHbIMU,
He BCe MCCNefOoBaHWsS WMMEKT BbICOKOE WM YAOBNETBOPUTENbHOE METOAOSIOrMYeckoe KayecTBO U/Min ux
BbIBOAbI MO MHTEPECYOLUM UCXOAaM He SIBASITCS COrlaCoBaHHbIMM)

C Cnabasa pekomeHaauns (OTCYTCTBME AOKa3aTenbCTB HaA/exallero Kayecresa (Bce paccMaTpuBaeMble KpUTepum

3Cb¢)EKTVIBHOCTM (VICXO,D,bI) ABNAKTCA HEBaXHbIMKU, BCe WUCCNeAOoBaHUA WMMEKT HU3Koe MeToAosiornyeckoe
Ka4yecCcTBO U UX BbIBOAbI MO MHTEPECYOLWMM NCXOAaM HE ABNAKOTCA COFJ'IaCOBaHHbIMM)

HOpﬂ)]OK O00HOBJIEHUSI KIMHHUYECKUX peKOMeHI[aHHﬁ.



MexaHu3m OOHOBIIGHHUS KIMHMYECKUX PEKOMEHJAIMN TpelycMaTpuBaeT WX CHCTEMaTHYECKYIO
aKTyaJlu3alfio0 — He peXe 4YeM OJWH pa3 B TPHU TOjAa, a TAK)KE MPHU TOSIBICHHH HOBBIX JAaHHBIX C
MO3WIIMU  JI0Ka3aTeIbHON MEIUIIMHBI TI0 BOMPOCAM JMATHOCTHKHW, JICUCHUs, NPODUIAKTUKA U
peaduIuTaly KOHKPETHBIX 3a00JIeBaHUM, HAJTUINH 000CHOBAHHBIX JIOTIOTHCHUI/3aMeUaHU K paHee

yTrBep)kaA€HHBIM KP, HO He vame 1 pasa B 6 mecsiies.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

1. TIlpukaz MunucrepcrBa 3npaBooxpaHenuss P® "OO0 yrBepxknenuun Ilopsimka oxazaHus
MEIUIIMTHCKON MOMOIIY OOJIBHBIM C BPOXKJIECHHBIMU U (MJIM) HACIEACTBEHHBIMU 3a00JI€BaHUSIMU" OT
15 Hos16pst 2012 . N 917n).

2. Ilpukaz MunznpaBa Poccun ot 09.11.2012 N 791 «OO6 ytBepxkaenun Cranmapra

CIIELIMAJIM3UPOBAHHON MEAULIMHCKOM ITIOMOIIM IETAM IIpU MyKoronucaxapunose Il tunay»



Ipuaoxkenue b. AJropurMbl JeiicTBUA Bpaya
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Ipuwioxenue B. Unpopmanus 1/ manmeHTa

Cunapom XaHnrtepa

Cunnmpom Xanrtepa wimu mykononucaxapumo3 Il (MIIC 1I) - omna w3 cambix dYacTeix ¢opMm
myxkomnonucaxapuno3oB (MIIC). Brepseie 3a0oneBanne ObUIO OMUCAHO KaHAICKUM BpadoM Yapiabzom
XantepoM B 1917 rony y nBoux OparbeB. MIIC II sBnsiercs ouyeHb MHOTOJUMKHUM 3a00JIEBAHHEM,

BKJTIOYAIOIIEE KaK OUYCHb TSHKEIIbIE, TaK U 0oJiee JieTKre (hopMbl OOJIC3HHU.

K coxanenuto, BbUIEUUTH JJaHHOE 3a00J€BaHHE HEBO3MOXKHO, HO CYIIECTBYET MHOXKECTBO IMOIXOOB
NOJICPKUBAIOILIEH Teparuu, MO3BOJISIFOIINX CYIIECTBEHHO YAYUYIIUTh Kau€CTBO KU3HU ManueHToB. C
2006 roma momy4ws NPUMEHEHHWE IMpernapar, KOTOPbIM MO3BOJISIET 3aMEMINTh MNPOrPECCUPOBAHUE
00JIe3HU, CMATUNUTh HEKOTOPHIE U3 ero mpossieHuil. [lomumo mpenapara HeoOXoAMMO HE 3a0bIBaTh, O
CUMIITOMATUYECKON Teparuu, (GU3noTepanuu, peadWiIuTallid U TMO3UTHBHOM OTHOIIEHUH K >KU3HH

YJIEHOB CEMbBMU.
Ilamocenes

[Ipu Bcex Mykomonucaxapuao3ax HapyliaeTcss oOMeH (pacuierienre) ruko3amuHormkanos (IAlN) —
0COOBIX CTPYKTYPHBIX KOMIOHEHTOB COCIUHUTENbHOU TKaHU. ['Al'- 3TO JyIMHHBIE LETIOYKH MOJICKYII
caxapa, KOTOpbI€ COEIUHSIOTCS € O€IKaMU M CIYyXKaT BaKHbIM CTPOMTEIbHBIM MAaTEpHaIOM IS
KOCTEH, XPSIIEH, KOXKH, CYyXOKHIIMM, KIIAIIAHOB CEpJlla U MHOTUX JIpyrux TkaHeu. [Al’ comepxarcs B
BSA3KOW CHHOBHMAJIBHOM KUIKOCTH, KOTOpas yBIAXKHAET CYCTaBbl, BXOAAT B COCTaB KJIAMAHOB Cep/lla,
CYCTaBOB M CyXOXWIMi. B HOpMe IMpoMCXOIUT MOCTOSHHBIN Hpouecc 00pazoBaHusa «HOBBIX» ['Al' n
pacuierieHue «ctapbix». g mpornecca pacuiersienuss u nepepadorku Al HeoOxonuma rpynna
0co0bIX 6enkoB-(hepmeHToB. [t Toro uro6s! pacmenuts [Al" hepmenTs paboTaroT 1o odepeau, Apyr
3a IPYrOM U pacuIeIuIsoT 1My Mosiekyny ['AlT Ha wactu. VY mauuentoB ¢ MIIC orcyTcTByeT
dbepmenT (0coOmIit st kaxaoro tTumna MIIC), koTopslit HEOOXOAUM JIJIsl paCUICIIIICHUS ONPEICICHHOTO
I'AT.

VY manuentoB ¢ MIIC II tuma mpoucxomuT HapyiieHHe paboThl 0co00ro (epMeHTa, Ha3bIBAEMOTO
uaypoHar-2-cynab(daraza, KOTopblil HeoOxoaumM it paciersienus: asyx I'Al" — nepmarancynbdara u
renapancyiabpara B 0COOBIX CTpPyKTypax KieTok - jm3ocoMbix. Ilpu MIIC II depment nubo

MNOJHOCTBIO OTCYTCTBYCT, 1100 CHIIKEHA €r0 aKTUBHOCT.

Hepacmiernniennbie nepmarancyiabdar v remapancyiabdar camu 1no cede He TOKCHYHbI, HO TOCTENEHHO

HaKaIlJIMBasACh B KJICTKAX, BBI3bIBAIOT HAPYIICHHA X pa6OTBI.

TsokecTh 3a0o0NieBaHUs OMNpPEAENAETCS CTENEHbIO AKTUBHOCTH (pepMeHTa HIypoHaT-Ccyib(darasbl.
NccnenoBanus nokaszanu, 4yTo npu 0osee Jerkux gpopmax 00ie3HU, aKTUBHBINA (DEPMEHT MPUCYTCTBYET
B OpraHu3Me B HeOoibIIOM KojuuecTBe. K cokajgeHMio B HacTosee BpeMs HeT crocoba
CIPOTHO3UPOBATh, TSKEIOM WM Jerkod Oynaer Oone3Hb. @opma 3abosieBaHUS yCTaHABIUBACTCS

KIIMHUYCCKH BPa4OM I10 COBOKYITHOCTU CUMIITOMOB U 6BICTpOTC IMpOrpeCCUupoOBaHusd 3a00JICBaHUS.

MIIC II ouens peaxoe 3aboneBanue. [1o olleHKaM crienuaaucToOB €ro yactora npuonusurenasHo 1: 100

000 - 1: 150 000 HOBOPOKIEHHBIX.



HacaenoBanue cunapoma Xanrepa

Cungpom XaHTepa UMEET PELECCUBHBIM X-CUEIUICHHBIA TUI HACIEAOBAaHMS. JTO O3HAYAET, YTO I'EH
3a0oneBaHusi HaxogUTCss Ha X-xpomocoMme. YToObI TOHATH, Kak 3a00JeBaHUE HAaCIEIyeTcs,
HEOOXOAMMO TOSICHUTh OCHOBHBIE MOHSTHUS T€HETUKU. Y Ka)XJIO0ro 4elloBeKa MMEET JBOMHOW Habop
T€HOB, OJMH U3 KOTOPBIX OH ITOJIy4aeT OT MarepH, APyroM- ot orua. X U1 Y XpOMOCOMBI OIPEIAEHSIOT
IOJT YeJIoBeKa. My»XYHHBI UMEIOT OJIHY X XPOMOCOMY, ITOJTYYEHHYIO OT MAaTepy U OAHY Y XPOMOCOMY
OT OTIA. Y KCHIIUH B HAJTUYUU JIB€ X XpPOMOCOMBI 0T MarepH u ot otia. T.o. MIIC II 6oneroT ToiabpKko
MaJBbYMKH, @ JIEBOYKM 3a HCKIIOYEHUEM PEAKUX Ka3yMCTUUYECKUX CIyyaeB HHUKOIZIA HE HUMEIOT
cumnToMbl 3aboneBanud. Ecnu sxenuuna sisisiercss Hocutenem MIIC I, to cymectByer 50%-HbIi
PHCK, 9TO OHa TepeaacT 3abojieBaHHe cBoeMy ChiHY BMecTe ¢ TeHoM MIIC II, maxomsmemcs Ha X-
xpomocome. OHaKo, eciid peOeHOK MOTYUYHUT «3I0POBYIO» X-XpOMOCOMY, 3a00JIeBaHUSI HE BO3HUKHET.
Taxxe cymectByeT 50 % BEpOSITHOCTb, UTO J10Yb KEHIIUHBI-HOCUTEJIbHHULIBI TAKXKe Oy/leT HOCUTENIEM
3a0osieBaHus ¥ B OyyIIeM CMOXET nepenaTh 0o1e3Hb BHYKY. Hocurensimu 3a00neBaHus TakKe MOTYT
OBITh M CECTPBl MaTepH, MOITOMY OYCHb BAKHO YTOUHHUTH SIBISICTCS JM MaTh peOEHKAa HOCHUTEIEM

0O0Ie3HHU U npu HGO6XOI[I/IMOCTI/I - O6CJ'IGI[OB&TB POACTBCHHMUIL ) KCHCKOT'O I10JIa B CEMbBC MATCPHU.

B cnywyae noaTrBepxkaeHHsS HOCHUTEIbCTBA 3a00JI€BaHUSI BO3MOMKHO IPOBEJCHHE MpPEHATalIbHON
JIMAarHOCTHKU — T.€. Ha PaHHUX CPOKax OEpPEeMEHHOCTH OIpedeNuTh, OyAeT Ju peOeHOK OOoJeH WIu

3JI0POB.

Cnez[yeT TAKXKC OTMETUTHL, 4YTO MaThb MAOWCHTA B PAAC CIYy4aCB MOXCET HE ABJIATHCA HOCHUTCICM

3a00JIeBaHUs U PHUCK ITOBTOPHOTO POXKACHUA B CCMbC IMMAallCHTA MUHUMAaIbLHBIN.

Hns onpenenenust HocutenbcTBa MIIC II ucnonsizyercs JIHK-ananu3. OmnpenesieHue akTUBHOCTHU

(bepMeHTa HEC BCETIa ABJIACTCA JOCTOBEPHBIM MCTOI0OM.

Bce cembu ¢ MIIC 11 pomkHbl 00s3aTENbHO MPOUTH MEAMKO-TEHETUYECKOE KOHCYJIBTHUPOBAHUE U
MOJIyYHTh MOJHYI0O UHPOPMAIIMIO OT Bpada-TeHETUKa O PHUCKE TMOBTOPHOTO MPOSBIEHUS JAaHHOTO
3a00JIeBaHMS B CEMbE WM OOCYAMTH JPYIHME BOIPOCHI, CBA3aHHBIE C HACIEAOBaHHEM 3aboneBaHus. B

Poccun Meauko-reHeThueckre KOHCYAbTallui paboTatoT B KaXk/10M PETHOHE.
Kak ycranaBiauBalwT 1uarnos?

Bpaun Ha OCHOBaHMM KIMHMYECKUX CHMIITOMOB MOTYT 3alo/I03pUTh OO0JIe3Hb. 3aTeM MpPOBOIAATCS
J1a00paTOpHBIC TECThI M MHCTPYMEHTadbHOE HccienoBanue. [lockonpky pasaeie Tunbl MIIC oueHb
MOXOKM TI0 CBOMM KJIMHUYECKUM MPOSBICHUAM, HEOOXOAMMO MOATBEPAUTH TUArHO3 C TOMOIIBIO
naboparopHbix MeToA0B. Ha nmepBom sTane npoBonuTcs onpeneneHue ypoBHs skckpeunu Al B moue,
KOTOpBI Bhie y mnanueHToB ¢ MIIC, weM y 300poBbIX Jrofeld. BTopeiM 3Tanom mpoBOAMTCS
U3MEpPEHUN aKTHUBHOCTH (pepMeHTa maypoHaT-cylb(darasbl B KJIETKaX KPOBH, MATHAX BBICYNICHHOMN
KPOBU WM KYJIbType KOXKHBIX (uOpobnmactoB. B nanbheiliiem pexkomenayercs nposenenue JIHK
JUArHOCTUKHU (€ClIM aKTUBHOCTH ()epMeHTa Oblla CHUXKEHa) y peOeHKa, a 3areM Yy Marepu, A

YTOUYHCHUA ABJIACTCA JIM OHA HOCUTCIEM 00JIE3HN.

Knunnyeckue nposiBjieHusi CHHAPOMa XaHTepa



CreneHb BBIPAXKEHHOCTU KIMHUYECKUX MPOSIBICHUN MpU CHUHApPOME XaHTepa pa3iaudHa. M3BeCTHbI
KpaiiHe TspKenble GopMbl 3a00JI€BaHUsI, KOTOPbIE MPOSBISAIOTCS YK€ B PAaHHEM JIETCTBE, U JOBOJIBHO
nerkue, Msarkue Gopmbsl 6one3HH. B HEKOTOPBIX ciydasx HajdudMe CHUHIpOMa XaHTepa He BIMUSIET Ha
MPOJOHKUTEIIBHOCTD JKU3HU TMAlMEeHTa, HO Ka4eCTBO JKU3HH, O€3yCIOBHO, CTPaJIaeT MPHU Bcex Popmax

OO0JIE3HHU.

OcHoBHas 3amada Bpaded, OMU3KMX M CaMOTO TAIlMeHTa CHeNlaTh KU3Hb MPHU CHHApPOME XaHTepa
MaKCHMaJIbHO KOM(OPTHOM, CHHU3UTh PHUCK TSKEIBIX OCIOKHCHHH, 3aMEIJIUTh IMPOTPECCHPOBAHUE

6OJI€3HI/I, CMATYUTH OCHOBHBIE CUMIITOMEI 3a00JIEBaHUS.

Jlanee ommcaHbl BO3MOXKHBIE MPOOJIEMBI, KOTOPbIE MOTYT BO3HHUKHYTH Y MAIMEHTOB C CHHAPOMOM
Xantepa. OnmHako ¢ ydeToM OONbLION BapuabeIbHOCTH KIMHUYECKHX MPOSBICHUNH, OHU MOTYT

BCTPCUATHCA AAJICKO HC Y KAXKAO0I'0 IMAlIMCHTA JaXKC B OI[HOﬁ CCMBC.

HeoOxoaumo nmoHMMark, 4YT0 CUHAPOM XaHTepa — MPOorpeccupyrolee MylbTUCUCTEMHOE 3a00IeBaHIE
U 1po0JieMbl MMAalMEHTOB HE OIPAaHUYMBAIOTCS MOPAKEHUEM CKEJIeTa U CYyCTaBOB - CTPAJaeT HEepBHAas

CUCTEMa, OpPTaH 3peHus, CIyXa, CepACUHO-COCYIUCTasi U OPOHXO-JIETOUHAsI CHCTEMBbI
Pannee pazBurue, poct

Hetu ¢ TsoxenpiMu OpMaMu CHHAPOMOM XaHTepa KakK MPaBUIIO POXKAAIOTCS KPYHMHBIMHU U JI0 2 JIeT
MpUOABIIAIOT B POCTE U Bece ObIcTpee, ueM OObIYHBbIC AeTH. B Gomnee crapieM Bo3pacTe NnpuOaBka
MacCO-pOCTOBBIX MOKa3aTesnei npuocranaBiuBaercs, u namueHTel ¢ MIIC 11 umeror Oonee HU3KUIMA O
CPaBHEHUIO CO 370pPOBBIMHU CBEpCTHHKaMu pocT. [Ipu Oonee nerkux (opmax pocT MOXKET ObITh B

HOpME.
YMCTBEHHOE pa3BUTHE

YMCTBEHHOE pa3BUTHE JIeTEH ¢ CUHAPOMOM XaHTepa 3aBUCHUT OT (opMbl 3aboneBanus. [Ipu Tsoxenom
TEYEHUH OOJIE3HN BCIIEJCTBUE HAKOIUIEHMS IVIMKO3aMUHONIMKAHOB (I'”ATOB) B rosoBHOM Mo3re B
BO3pacTe OT 2 110 4 JeT NOCTEIEHHO OTMEYAETCs 3a/iepKKa IICUXOPEUEBOr0 Pa3BUTHSA, & B OCIEICTBUU
JIETH TEPSIOT paHee MpuoOpeTeHHbIe HaBbIKUM. CTENEHb WHTEUICKTYaTbHOTO JePUIIUTA BaAPbUPYET Y
Pa3TUYHBIX MAIMEHTOB: HEKOTOPBIE MAJBYMKU C CHHAPOMOM XaHTepa CIOCOOHBI MPOU3HECTH JIHIIb
HECKOJIBKO CJIOB, IPYTME€ MOT'YT F'OBOPUTH Pa3BEPHYTHIMU MPEIIOKECHUAMU, YUTATh U PACCKa3bIBaTh
cTUXU. MHOTHE pOAUTENTN OTMEUAIOT, YTO OYEHb BAKHO 3aHUMAThCSI C PEOCHKOM KaK MOXHO OOJIbIIIe,
0COOEHHO B paHHEM BO3pacTe, 10 TOro, Kak 00Je3Hb 3aTPOHYNA MHTEIJIEKTyalbHble pyHKIMU. [laxe
Hociie yTpaTrbl peyd JIETH COXPAHSIOT CIHOCOOHOCTh K SMOIIMOHAIBHBIM MEepPeKUBAHUSIM, CIIOCOOHBI

IIOHUMAaTh CBOHUX 6J'II/13KI/IX, HUCIIBITBIBATb PAAOCTDb U OTOPUCHHUC.

VY manueHToB ¢ Jerkod (opmoii cuHApoma XaHTepa MHTEIUIEKT MOXKET OBITh B Ipenesiax HOPMBI.

Hekotopsie B3pocibie MalMeHTH UMEIOT BhICIIee 00pa30BaHNUE U BHICOKUH COIMAJIBHBIN CTaTyC.
BHemnnue ocodoeHHOCTH

Buemnuii BUJ naeHToB ¢ Tsokeaon (GopMoi cuHapomMa XaHTepa HEOObIUEH M OHU OOJIbIlie TOX0XKHU

JpyT Ha Jpyra, 4YeM Ha CBOMX POAMUTENEH M 3I0pOBBIX OpaTbeB U cectep. MI3MeHeHus: CTpOeHus JIHia



0003HAYAIOT CIEIUAIBHBIM TEPMHHOM JIUIICBOW JU3MOP(PU3M, WM OTpyOJieHHE dYepT Juma. Y
MAIMEHTOB KPYITHAs TOJI0OBA, KOPOTKAs Ies, KPyIIoe JIUIO, IMUPOKUA HOC C MTUPOKON TEPEHOCHIICH.
D710 B OOJIbIIEH CTETIEHH XapaKTepHO IS Tskeao Gopmbl Oone3nu. [lpu jgerkoit 1 mpoMekyTOUHOU
dbopme 3a0oeBaHNsS 0OCOOCHHOCTH BHEITHETO BHA CTOJb HE3HAYUTEIHHBI, YTO MOTYT OBITH BHIUMBI

TOJIBKO BpadaM, a OM3KHE U 3HAKOMBIC MOTYT UX COBCPIICHHO HC 3aMCYaTh.

[Tpu MIIC II xoxxa ToscTast v )KeCTKasl, 4TO 3aTPYAHIET 3a00p KPOBU U UCTOIb30BAHNE BHYTPUBEHHBIX

KaTETEPOB.
CkeJleT, OOPHO-ABUIaTe/IbHAS U KOCTHO- CYCTABHAS CHCTEMa

[Tpu MIIC II Tuna, kak 1 mpu BceX Ipyrux Gpopmax MyKOTIOIUCAXAPUI030B, CYIICCTBYIOT MPOOIEMBI C
dbopMHupoOBaHUEM U POCTOM KocTell. [lopakeHrne MHOTUX KOCTEH, ¢ M3BMEHEHUEM MX (OpPMbI HA3bIBAIOT
MHOXECTBEHHBIM JH30CTO30M. [Ipu TspKenoit dopme cuHapoma XaHTepa H3MEHSETCS CTPOCHHE
mo3BoHKOB. OJIMH WJIM JIBa MO3BOHKA B CEPEIWHE CIMHBI MHOTAA OBIBAIOT YILIOIICHBI OOJIBIIE, YeM
OCTaJIbHBIC U CJIETKA CMEIIECHbI. Takoe CMEIeHHE MO3BOHKOB MOXET ObITh MPUYMHON P UCKPUBIICHUS
MO3BOHOYHUKA (KH(]o3, ckomno3). OOBIYHO TPU JAaHHOM 3a00JI€BaHMHM WCKPHUBJICHHE TMO3BOHOYHUKA
HEOOJIBIIIOE M PENIKO HYXKTACTCS B XHPYPTHUECCKOM JiedeHNU. Eciu MCKpUBJIEHNE MO3BOHOYHUKA WU

CKOJIMO3 MIPOTPeCCUpyeT, TO TpedyeTcs onepaTuBHOE JICUCHHUE.

Camble cepbe3HbIC, OMACHBIE W IKU3HEYTpOXKaIoIIMe TMpoOieMbl CBs3aHbl C jaeopmanuein u
OCOOCHHOCTSIMU CTpOEHHMs LIeiiHoro otaena. Ecnu cnvHHON MO3r OyneT claBieH WU MOBPEXIEH
(weiiHas MuesonaTHsl), HapylIlaeTcsl WHHEpPBallMs BCEX YacTel Tena, YTO NPUBEIET K ClIabocTu
KOHEYHOCTeH  (mapesbl), HapyLIEHUSIM  XOAbOBbI, KOHTPOJIA HAJ  Ta30BbIMU  (YHKUUIMHU

(Mouencnyckanue u nedexarus), a UHOTAA 1aXKe JTbIXaHUS.

TyronogBUHOCTh CyCTaBOB XapakTepHa Mg Bcex (opMm MykononucaxapunozoB. C romamu
TYTONOABMXHOCTh CYCTaBOB MOXKET MPOrPEeCcCCUpPOBaTh U CTAaTh MpUUMHOMN Ooneil. U3-3a orpanuydenus
MOJIBIPKHOCTH CYCTaBOB U OCOOCHHOCTEW CTPOEHUS MEJKMX KOCTEW KUCTH, MalbI[bl PyK CTAHOBATCS
KECTKUMH W  HUCKPUBIAIOTCS, (OpMHpYs TaK Ha3blBAEMYK «KOTTHCTYIO KHCTB». M3-3a
TYTOMOABM)XHOCTH KPYITHBIX CYCTaBOB U OCOOEHHOCTEH CTPOEHHSI KOCTEH MaIlMeHThl XOAST C CIIETKa
COTHYTBIMU KOJICHSIMH U OellpamMu. Y HEKOTOPBIX MAIIMEHTOB Pa3BUBAETCS X-00pa3HOE MCKPHUBIICHHE
HIWOKHUX KOHEYHOCTEW (BanbrycHas nedopmarusi). BonbIIMHCTBO Bpavyeil CUMTAIOT, YTO JaHHas
nedopMalysi HOCUT MPUCTIOCOOUTENBHBIA XapaKTep, IOMOTrasi MAllMEHTy PACIPEAENATh BEC, I0ITOMY
ONEPATHBHYI0 KOPPEKLUHIO B PAaHHEM BO3pacTe Jydllle HE NpoBoauTh. Kpome Toro, B CBSI3H C
cnaboOCThIO CBSI30YHOTO ammaparta W HapyUICHUSX CTPYKTYpPhl KOCTEW, Omepanus MOXKET ObITh

HeapPexTUBHOMU, U edopMalus uepe3 HEKOTOPOe BpeMsi BHOBb BEPHETCS.

B psne cmydaeB BO3HHMKAeT MOpa)XEHHWE TOJIOBOK OCAPEHHBIX KOCTEH (acCeNTHUYEeCKUH HEKpPO3), 9TO

MOXET MPUBOAUTDH K OOJIEBOMY CUHIPOMY U U3MEHEHMIO MOXOAKH MO TUIY "yTHHON".
Opransl AbIXaHUs

HapymeHHe JIBIXaTEJIbHOM CHUCTEMBI Yy NagucHTOB C MIIC cBs3aHO Kak ¢ 0COOCHHOCTSIMU CTpOCHUA

ckenera, Xpsuie Tpaxen u pebep, Tak U ¢ HakoreHueM ['Al’ B MArkux TKaHsX (yBEJIMUYMBAIOTCS



aICHOMBbI, CIIU3UCTHBIC, BBICTHJIAIOIINE AbIXaTCJIbHBIC myTH CTaHOBATCA PBIXJIBIMU,

rUNEepTPOPUPOBAHHBIMY, B PE3YJIBTATE YETO MTPOCBET ABIXATEIbHBIX yTEH YMEHBIIAETCS).

Tpaxes y maruenToB ¢ MIIC Gonee rubkas u MsTKasi, M3-3a HEIIPaBUIBHOTO CTPOSHUS 00pa3yIonnux e
XpAILIEBBIX KOJEL, KPpOME TOro, OHa CYXaeTcs H3-3a CKomieHus ciau3u. Ilpouecc apixanus y
nanuenToB ¢ MIIC napymieH. BaxxHo nmoHumMarb, 4To HEAOCTATOYHOE CHAOKEHUE TKaHEeW KUCIOpOIOM
(rumokcus) BIMsIeT Ha (PYHKIMIO BCEX OPraHOB, MOATOMY YAYUIIIEHUE JbIXaTeIbHOU (PyHKIIMMU — O/HA

H3 IICPBOOUCPCIHBIX 3a1a4.

[IpoGnembl ¢ AbIXxaHHEM yCyTryOlseT U3MEHEHHOE CTPOCHHE TPYAHON KJIETKHU: BCIEICTBUE HAPYIICHUS
COWICHEHMsS] MEXIy peOpamMu U TPYAMHOW TpydHas KIETKa <OKECTKas» M HE MOXET JBHUTaThCs
cBOOOJHO, HE IMO3BOJIAA JIETKUM HaOpaTh Oousblioil o0beM Bozayxa. [IpoOnema ycyryoOmnsiercs emie u
TEM, YTO YBEJIMYEHHbIE MEUYEHb U CEJIE3E€HKA «IOKUMAIOT» AHapparMy M 3aTPyIHSIOT HOPMAJIbHYIO
AKCKYPCHIO JIETKHX. DTU O0COOCHHOCTU MPHUBOJAT K TOMY, UTO MAIMEHTHI XYK€ MEPEHOCIT UHPEKINUU

BCPXHUX JbIXATCIbHBIX HYTeﬁ " JICTKUX.

[lepBbIMU cUMNITOMaMU HapyLIEHUH (PYHKIIMU BEPXHUX ABIXaTE€IbHBIX MYTEeH MOTYT CIYXUTh HOUHOU
Xparl, IIyMHOE JbIXaHue, OOCTPYKTUBHOE HOYHOE arHOe (KPaTKOBPEMEHHBIE, 10 HECKOJIBKUX CEKYH]I
3a/IepKKU JbIXaHUS BO BPEMsI HOYHOTO CHA). Takue MposiBIEHMsSI TOJKHBI HACTOPAKUBATh, TaK KaK B
JAJbHEUIIIEM MOTYT IPOrPECCUPOBaTh U NMPUBOAUTH K PAa3BUTHIO OCJIIOKHEHHUW CO CTOPOHBI JPYTHX

opraHoB (ceprle, TOJIOBHOW MO3T).

[Manmentsr ¢ MIIC CkJIOHHBI K pa3BUTHIO OTUTOB, PUHUTOB U BOCHAJEHUIO JIETKUX, MO3TOMY
aHTUOAKTEPUANIbHYIO TEpanuio CleJyeT HauWHaTh YXKE€ HAa paHHUX CTaausx 3a0o0JeBaHUs.

HeCOMHeHHO, HY>XHO KOHCYJIBTHUPOBATHCA CO ClICHHUAINCTAMU, 4 HC 3aHUMATbCA CaMOJICHCHUCM.

HecmoTpst Ha peakocTh U TsKeCThb 3a00JIEBaHMs, CIAEAYET MOMHUTh, YTO BAKIMHAIUS MAl[MEHTaM C
MIIC obs3arenbHa, Tak Kak IOMOTaeT MPEI0TBPATUTh Pa3BUTHA 3a00JIEBaHUM, OPAKAIOUIUX JIETKHE,

B TOM YHCJIC BAXKHO HE MPOMYCTUTh BaKIIMHAIIMIO TTPOTUB ITHEBMOKOKKOBOW MH(EKITHH.
PoroBas mosiocTh 1 3y0bl

VY namuentoB ¢ MIIC II 3yObl MOKpBITBI XPYNKOW 3Maliblo, YTO MPHUBOAUT K OBICTPOMY pPa3BUTHIO

kapueca. O4eHb Ba)KHO TIHIATEJIBHO YXAKHUBATh 32 3y0OaMU U PETYJISIPHO UX YUCTHUTb.
CepaeuHo-cocyaucrasi cucrema

[Ipaktuuecku y Bcex mauumeHtoB ¢ MIIC II nabmiomaercss  M3MEHEHMsI CO CTOPOHBI KJIamaHHOTO

anmapara (YIJIOTHEHHE CTBOPOK M XOP/ KJIAIaHOB).

[Ipu ocmoTpe mManMeHTOB C CHUHAPOMOM XaHTepa Bpad MOXKET OOpaTUTh BHUMAaHHE Ha HalIUuue
«rymoB» B cepaue. Kak mpaBmiio, 3To CB3aHO C MOPAKEHUEM KJIAlaHOB: MOBPEXKJICHHBIN KilaraH
3aKpBIBACTCS HEIUIOTHO, TMPH COKPAIIEHUU cepAla HeOONbIIOe KOIWYECTBO KPOBU JBUTACTCS B
0oOpaTHOM HAampaBJICHHWM, YTO W BBI3BIBAET IIIyM, KOTOPBIM CIBIIIMT Bpad. Yaie BCero mopa)xaroTcs

AOpPTAJIBHBIA U MUTPAJIBHBIN KJIallaHbl.



HopaxceHI/Ie JEIrKuX, O KOTOPOM HAIIMCAHO BBIIIC, TAKXKEC MOXCT CTaTb HpPI‘-II’IHOfI U3MEHEHUMN COo
CTOPOHBI Ccpala. «HpOKa‘-II/IBaHI/Ie» KpOBU HYCPE3 HU3MCHCHHBLIC JICTKUC, IIPUBOAUT K IICPCIPY3KE

IIpaBbIX OTACIIOB CCpAla 1 Pa3BUBACTCA IIPABOCTOPOHHAA CCPACTHAA HCAOCTATOUYHOCTD.

HpI/I TSKEJION (1)0pMe chuHapoma XaHTepa BCICACTBUC HAKOIIJICHUA IJIMKO3aMHWHOITIMKAHOB

HEIOCPEACTBEHHO B CEPJCYHON MBIIIIE MOXKET PA3BUTHCS KAPAUOMHUONIATHS.
bpromHas nmoJsiocTs

[Ipn cuHppome XaHTepa TI€4eHb W CEJE3€HKA yBEIWYEHbl M3-3a HakoruieHuss [Al
(remaTtocruieHOMeTanus1). YBEIMUEHUE NMeYeHN OOBIYHO HE MPUBOAUT K HAPYLICHUIO €€ (PYHKIMH, HO
MOXET BJIMATH HA MEPEHOCHMOCTh TOW WJIM HWHOM MWLM, a TakXke YCYryOJisTh JbIXaTelbHbIE

poOJIeMBI.

[Tpu Mykomonucaxapuao3ax, Kak MpaBUiIo, )KUBOT YBEIMYEH B 00bEME 3a CUET TeNaToCIICHOMETaluu
U cnaboCTU MPSMBIX MBI KUBOTA. Takyke 4acTO BO3HUKAIOT COYETAHHBbIC WJIM W30JMPOBAHHBIC
IpbDKM  (IyMOYHAs, IaxoBas, MaXOBO-MOIIOHOYHOM M cpenHed JuHUM kuBoTa). Kak mpasuio,
MJIAHOBOTO ONEPATUBHOTO JICUCHMS] TPEOYIOT MaXOBbI€ T'PHIKHU, OAHAKO TPHDKM MOTYT BO3HUKHYTH
BHOBB. [lymouyHble TpPhDKHM HEOONBIIMX pa3MepoB OOBIYHO HE TPEOYIOT OINEpPaTUBHOTO JICUEHHSI.
Pemenue o0 HEOOXONMMOCTH OINEpaluu JOJKHO HPUHUMATHCS COBMECTHO C JIEUallUM BpPAYOM:

ITOKa3aHUEM K CpO‘IHOﬁ onepanyu CIYXUT YINCMJIICHUC I'PBIXKCBOI'O BbIITTYHMBAHM .

V¥ nanuentoB ¢ MIIC 11 Hepenko HabmogaeTCs HEYCTOMYUBBIN CTYI (3aropsl WK auapes). [Ipuduna
3TOr0 J0 KOHIIA HEMOHsATHAa. BO3MOXHO, HapyliaeTrcsi (yHKIMs BEreTaTUBHON HEPBHOW CHUCTEMBI,
nockosbkKy ['Al’ HakamaMBarOTCA B HEPBHBIX KIETKaX KUIIEYHHKA. J(Mapes MoOXeT ucue3arb ¢
BO3pacTOM, HO BO BpeMs MpreMa aHTUOMOTHKOB MOXKET TIOABIIATHCS BHOBB. ECiu uapest BO3HUKIIA U3-
3a MpuemMa aHTHUOMOTHKOB, Bpauyd MOTYT Ha3HAYUTh Mpenaparbl, CIOCOOCTBYIOIIME HOpMaIu3alluu
MUKpO(MIOphl KullleyHUKa. Eciu mainueHT mao ABUTaeTcs, TO MOTYT Pa3BUThCS 3amopbl. B sTom

cinydae 3(pPEKTUBHO YBEIIMUCHHUE B PAIIMOHE KOJIUYCCTBA IPYOOH MU (KICTIATKH).
HepBHas cucrema

3anepxkka U perpecc ncuxoMotopHoro pazutus npu MIIC II cBsizaHo ¢ HemocpenCTBEHHBIM
HakoruieHueM ['Al' B kierkax Mosra. Takyke CBOIO JIENTYy BHOCSAT HEaJeKBaTHAs BEHTWIALMUSA U
TUIOKCHS TOJIOBHOTO MO3Ta, MOBBIIMICHHE BHYTPUUEPEITHOTO JABJICHUS BCJIEACTBHE THIpoledaTni,
HapylIeHUE TO3HABATEIbHBIX CIMOCOOHOCTEH BCIIEACTBUE CHIDKCHMSI 3pE€HUS W cliyXa. [po3HBIM
ocnoxkHeHueM mpu Tsokensix Gopmax MIIC II sBnsieTcst HapylieHne UPKYJISLIUU CIIMHHOMO3TOBOM
KUAKOCTU C pa3BUTHEM ruiaporedannu. B 3ToM ciydae manueHTsl KalyloTcsl Ha TOJIOBHbIE 00U, Y
neTeil obOpamaroT Ha ceOsd BHUMaHUE OECIOKOMCTBO, PBOTa, 3ajepkka pa3Butus. HeobOxomuma
KOHCYNBTAIUSl Bpada HEUPOXUPYpra JJiA PEIICHHUs BOMpOoca O HEOOXOAMMOCTH ONEPATUBHOTO WIIU

MCIAUKAMCHTO3HOI'O JICHCHUHN JAHHOI'O OCJIIOXKXHCHUA.

Ecnu Bo3HMKAaOT momo3peHUss Ha ruapouedannio, TO HEOOXOAUMO TPOBECTH KOMITBIOTEPHYIO

tomorpaputo uiu MPT. Ocmorpa miasHoro naHa BpavyoM-O(TaIbMOJIOIOM HEJOCTATOYHO ISt



MOCTAaHOBKU JWarHosa, T.K. ruaporedanus y aereit ¢ MIIC II moxkeT mpoTekaTh u 0€3 3aCTOWHBIX

W3MEHEHUH Ha IT1a3HOM JHE.

OmnepatuBHOE JeueHre THAPOIehaTHUH 3aKII0YAETCS B TOM, YTO B )KEITyJOYKHA TOJIOBHOTO MO3Ta BBOJST
TOHKYIO TPyOKy (LLIlyHTa), KOTOpasi OTKauYMBAET JIMUIIHIOIO KUJIKOCTh B OPIOIIHYIO MOJOCThb. Y TaKOTO
IIYHTa €CTh UyBCTBUTEIBHBIM K JaBICHUIO KJalaH, KOTOPbIA TIO3BOJSET  OTKAuYMBATh
1epeOpOCIUHATIBHYIO KUAKOCTh, KOT/Ia JaBJIEHWE CIIMHHOMO3TOBOM >KHIKOCTH CTAHOBUTCS CIUIIKOM

BBICOKHM.

He menee rpos3nbiM ocnoxknenuem MIIC saBnsiercsi ciaBiaeHHE CIMHHOTO MO3ra B IMO3BOHOYHOM
KaHaje W3-3a YTOJIIEHUS OO0OJOUYEeK CIMHHOTO MO3ra C HECTaOMJIBHOCTBHIO ITO3BOHKOB, dHalle- B
BepxHenieiHoMm otaene. CaaBiaeHUe NPUBOAUT K TXKEIBIM HEBPOJIOTMYECKUM OCJIOKHEHHUSM, YaCTO
HEOOpAaTUMBIM — HAPYIICHUH TMOXOJKH, OTPAHUYCHHUE JIBYKCHUN KOHEYHOCTSIMU, TEPSIETCS KOHTPOJb
HaJ MOYCHCITyCKaHWeM U jaedekarued, HapymaeTcs JbIXxaHue. PaHHee XHUpPypruyeckoe

BMCHIATCIILCTBO NMCCT PCUIAOIICC 3HAYCHUC B YCTPAHCHUHM CTCHO34a.

Eme onHMM OCHOXXHEHHMEM CO CTOPOHBI HEPBHOM CHCTEMBbI MOXET OBbITh KapIajbHbIM CHHIPOM
(3amsICTHBIN CHUHIIPOM, TYHHEIBHBIM CUHIIPOM) — pacipocTpaHeHHas mpoliema y manueHtoB ¢ MIIC.
HepBbl npoxonsr yepes 3amsicTbe MEXKIY 3aMACTHBIMU KOCTSMH U CBSI3KAMM. Y TOJIIEHHE CBSA30K 3a
cuer HakoruieHus: Al oka3piBaeT naBiieHHe Ha HEpBbL. lIposBiIeHMEM 3TOrO0 CUHApPOMA MOTYT OBITH

00JIb 1 OHEMEHUE MNaJblOCB PYK U TPYAHOCTH C 3aXBATOM IIPCIMCTOB.

I.[J'ISI AUArHOCTUKU HU3MCPAKOT CKOPOCTH IIPOBCACHHUA HCPBHOI'O HMMITYJIBCAa B 00J1aCTH KHCTH. DTO

IpocTasd nmpoucaypa, rmo3BOJIA0Iad YCTAHOBUTL HAJTUINC UM OTCYTCTBUC ITOBPCKICHUS HCPBOB.

Hekotopsle HapyllleHUs HEPBHOM CUCTEMBI (IBUTaTENIbHBIE PACCTPOMCTBA) SIBJISAIOTCA BTOPUUHBIMU U B

0O0JIbIIIEH CTETIEHU CBA3aHBI C MOPAKEHUEM CKEJIETA.
Opran 3peHus

Haxoruienune T'AI MMPOUCXOJUT BO MHOI'MX TKAHAX, B TOM YHUCIIC U B POTOBHUIC, ITOITOMY MOMXKCET
Ha6HIOI[aTBC$I ¢C IIOMYTHCHHC. OI[HI/IM U3 TIPHU3HAKOB H3MCHCHHA POIOBHUILI ABJIACTCA
HCIICPCHOCHUMOCTD SAPKOT'O CBETA, TAK KaK ITIOMYTHCHHEC BbI3bIBACT HCIIPABUIIBHOC ITPEJIOMJICHUC CBCTA.
B stom cJIydac MOTYT TIOMOYb COJIHCHHBIC OYKH. Ecan IMOMYTHCHHC POTOBUILI TSKCIIOC - YXYAIIACTCA

3peHue, 0COOEHHO TIPH TYCKIIOM CBETE.

Otnoxenne A" B ceTuaTke MOXET MPUBECTH K MoTepe nepudepuyeckoro 3peHuss U HUKTAIONUH
(«xkypuHoOil cienote»). PeOeHOK MOXET myrarbcsi U OTKa3bIBaThCSl XOAWTb B TEMHOE BpPEMs CYTOK.
XKenarenbHO OCTaBIATh HOYHUK BKJIIOUYEHHBIM B CHallbHE W Kopujope. MHorma mMoryT BO3HUKATh
poOJIeMbI CO 3pEHHEM, BhI3BAaHHBIC M3MEHEHUSMH B CETUaTKE IVIa3a WM IIAyKOMOMW (ITOBBIIICHHBIM
BHYTPHUIVIa3HBIM JABIEHUEM), TTIOITOMY PETYISPHbIE OCMOTPBI BPadyOoM-0()TaaIbMOIOTOM HEOOXOAUMBI.
C noMomibi0 CHENHATbHBIX HCCIEI0BAaHUN Bpad-opTaIbMOJIOT TOMOXKET OIpeNeauTh, H3-3a Yero

MPOUCXOJNT YXYALICHUE 3PEHUS.

Opran cayxa



[Ipu Mykomonucaxapumao3ax TyrOyXOCTh MOXKET ObITh HEHpOCEHCOpHas (CBs3aHHAs C HapylIeHUEM
YyBCTBUTENIBHBIX (BOJIOCKOBBIX) KIIETOK B YJIMTKE), KOHAYKTHBHas (CBs3aHHas C HapylIeHUEM
3BYKOMPOBOJAIIMX IMyTeil) win cMemaHHas (komOuHanusi nByx Tumnos). [lpu cunnpome Xantepa
TYTOYXOCTb, 4Yallle HOCUT CMEIIAaHHBIA XapakTep W Mporpeccupyer ¢ Bo3pacToM. Pasznuuaror 3
CTETIEHU TYTOyXOCTH — JIETKYIO, YMEPEHHYI0 M TsDKelIyro. B 3aBUCMMOCTH OT THNA U TSXKECTH
NOpaXXEHUsI CllyXa NPUMEHSIOT pa3lInyHble MOAXOoAbl K Koppekuuu. KpaiiHe BakHO, Kak MOXKHO
paHbIlle 3aMETUTh MPU3HAKKA CHIDKEHHUS CIyXa, Tak Kak 0e3 KOPPEeKIUU TYyroyxoCTh MEIIaeT
HOPMaJILHOMY Pa3BUTHIO M OOy4YeHHIO0 TaIrueHTOB. DakTopoM, yCyryOmsiolMM HapyIICHHE CIIyXa,

ABJISIFOTCS 4aCThle NH(EKIMU CPETHETO yXa (OTHUTHI).
Jleyenne, HaO/II0eHHE U IIJIAHOBBIE 00C/1€10BAHNSA

Bpauamu sxcniepraMu U3 pasHbIX CTpaH ObUIM CO3/IaHbl PEKOMEHAAIMH 110 HAOIIOEHUIO, TUAarHOCTHUKE

n nedennto nauueHToB ¢ MIIC I tTuna. B maHHOM paznesne Mbl KpaTKO PacCKaXKeM O HHUX.
Habnrooenue, nianoevie 006c1€006aHUA U MeCHIbl

st Toro, 4yTtoOBbl OIICHWBATh COCTOSHUE MAalMeHTa, dPQPEKT MPOoBOIUMON (HEPMEHTHOU Teparuu,
¢uznorepanuu CyLIECTBYIOT pPa3JIMYHbIE TECThl M IMIKadbl. (OueHb BaXXHO HE OTKAa3bIBAThCS OT
IOPOBEJEHUSI 3TUX MCCIEAOBAHMM, TMOTOMY YTO OHHM IIOMOTalOT BpadyaM OOBEKTUBHO OLIEHUBATH
COCTOSIHUE MalleHTa, 000CHOBaTh JICUEHUE WJIM BBECTH M3MEHEHHS B MPOrpaMMbl peaOUIUTALIUU U

a0wIMTanuu.

CaMbIM U3BECTHBIM SIBJIsIETCS 6 MUHYTHBIN TecT X0ab0bl. CyTh 3TOrO T€CTa OYEHb MPOCTasi- OLEHUTD
BBIHOCIIMBOCTH ManueHTa. [lanuenty npemiaratoT  XOAUTh MO JJIMHHOMY Kopuaopy 6 muHyT. Tect
OIICHUBAETCS KOJMYECTBOM MPOMJEHHBIX IIaroB 3a 3To0 Bpems. Korma mnpoBoawid mepBbie
KJIIMHUYECKHUE UCIbITaHus npenapara st jgedeHuss MIIC pa3sHbIX TMIOB, HCCIIENOBATENH OLICHUBAIN
ATOT MOKa3areiab J0 U TMOcie Hadaja (epMEHTHOM Tepanmuu W CpPaBHUBAIU C TPYNION MAIMEHTOB,
nosy4aBmmx Iuiane6o. MIMEHHO 3TOT TecT mokaszan, 4To (epMeHTHas 3aMeCTUTENbHAas Teparus

yiryqdmacT BbIHOCJIMBOCTD ITAIUCHTOB U UX ABUTATCIIbHYIO AKTUBHOCTD.

YtoObl OLIEHUTh CTENEHb OIPAHUYEHUS JIbIXaHUS, Bpad MOKET MIPOBECTHU JIETOUHbIE (PYHKIIMOHAJIbHbIE
TecThl. Jlerounsle pyHKIIMOHATBHBIE TECTHI ONPENEIAIOT, KAKOH MaKCUMaJIbHbIH 00bEM BO3IyXa MOKET
BIOXHYTh IALIUEHT, U HACKOJIBKO OBICTPO MPOMCXOAHUT Ia3000MEH. OTH TECThl MOTYT BBISIBUTb
3a00J1€BaHUs JIETKUX, ONPENEIUTh CTENEHb IMOPAKEHUS U OLEHUTH 3(PPEKTUBHOCTD JieueHus. TecTbl
OOBIYHO BBIMIOJHSIOTCS C MCHOJBb30BAHUEM CHEIHaIbHOTO o0opynoBaHus. Bo Bpems uccienoBaHus
HY’KHO 10 KOMaHJI€ BJbIXaTb, 3aJI€pP’KUBATh BO3AYX, BbLAbIXaTh. MccienoBanue (QyHKLIUU JETKUX HE

MIPECTABISAIOT PUCKA 3/I0POBBIO.

BriciymmBanue (aycKyibTaius) cep/ia J0/DKHO ObITh 0053aTeIbHBIM U PETY/ISPHBIM UCCIIC0BAHUEM
IUIA TAIMeHTOB C MYKOIOJIUCcaxapuao3aMu. BakHBIM METOIOM U3yudeHUs cepila sBISETCS
yABTpa3ByKoBOM — axokapauorpadus (Oxo-KI'), xotopas Oe3omacHa, Oe300ne3HEHHA W
BbICOKOMH(OopMaTHBHA. COBPEMEHHBIE MPUOOPHI TO3BOJISIOT MOJYYUTh OJHO-, IBYX- U TPEXMEPHOC
M300paXeHNe Cepjla, ONpPeAeTUTh CKOPOCTh KPOBOTOKA W JABICHHE B PA3IUYHBIX €ro OTAesax,

OIpEENIUTh HalpaBieHUuEe U TypOYyJIEHTHbIN XxapakTtep KpoBoToka. Ix0-KI' pexomMeHayloT mpoBOIUTH



Mo TOKa3aHWsIM, HO He pexe | paza B roa. DTO HCCIEAOBAaHME HEOOXOAMMO, YTOOBI OOHAPYKHUTH
mo0bie TIpoOemMbl ¢ cepaieM (yBeIMYEHUE pa3MEpOB, HapyUIEHHWE COKpPATUTEIbHON (YHKIIHH,

MOpa)KEHUE KJIaraHoB).

HeoOxoaumo peryssipHo (Ba pa3a B T0J) MPOBOAMTH MPOBEPKY ClyXa, JIJs TOro 4TtoObl cpazy ke

HayaTh JICYCHUE U MAKCUMAJIbHO COXPAHUTh BOBMOKHOCTh YUUTHCS U 0OIIATHCS.
Maenumnas pezonancnas momoepaghus

MPT 1no3BoHOYHUKA JOHKHA MPOBOJUTCS €XKETOAHO, C OCOOCHHBIM (DOKYCOM Ha 00JAacTH, B KOTOPBIX
MOXET Pa3BUBATHCS KOMIIPECCHUS CIIMHHOIO MO3ra - WIEWHBIW, TPYAHOU, TPYAONOSICHAYHBIA OTIEIIbI.

[Tarmentsl ¢ cuHIpoMOM XaHTepa JOJDKHBI HaOIIOAAThCS y XHpypra-oproreaa, 4YToObl
KOHTPOJMPOBAaTh COCTOSIHUE IIEMHOTO OT/AeNia ITO3BOHOYHMKA. BaXHO OLIEHMBaTh pe3yibTarhl
HCCIIEIOBAHUN B JWHAMUKE, IO3TOMY BCE CHUMKHU CJIEAYET XPAaHUTh U NPENOCTABILITH IIPU KaXKJIOM
CIEyIOIIEM HCCeNoBaHuU BpadaMm. KoMmbproTepHyio Tomorpaduio MO3BOHOYHUKA TMPOBOIAT, Kak

HPABHJIO MEPE]T TUIAHUPYEMBIM OTIEPATUBHBIM JICUCHUEM.
Penmeenocpagus

Peurren WEWHOTO U TPYAO-TIOICHUYHOIO OTHEJIOB IMO3BOHOYHMKA B JIBYX HPOEKIUAX CIEAYET
MPOBOJIUTh Kakible 1-3 roma. ITo MccleqoBaHWE MPOBECTU TEXHUYECKH ObIBaeT mpoire, yem MPT,

KpOME TOTO peHTreHorpadus gaet 0obiie HHHOPMAIIUUA O CTPOSHUHN TTO3BOHKOB.
Cumnmomamuueckoe neuenue

OcHoBHas Oejib CUMITOMATUYCCKOr0 JICHCHHA - CKOPPCKTHPOBATHL BbI3BAHHBIC 3a00JIeBaHUEM

HN3MCHCHHMHA.
Ckenem u OI’ZOpHO-aGI/lZClme]ZbHaﬂ cucmema KOCmHo- cycmaesras cucmemda

Baxxno HaiiTu GanaHc MeXAy BO3MOKHOCTBIO UTh MAaKCHUMAaJIbHO IMOJIHOM KU3HBIO U HE JOMYCKATh
OCJIO’KHEHUH 3a00s1eBaHMsl, CBSI3aHHBIMU ¢ 0COOEHHOCTAMHU CTpoeHUs ckeneta. C OAHOM CTOPOHBI, HE
CeyeT Ype3MEPHO OTPAHUYMBATH M OINEKaTh MAIMEHTA, HO BAaXXHO MOMHUTb, YTO HEKOTOPHIE BUJIbI
(u3nuecKoll aKTUBHOCTH, TAaKME€ KaK KyBBIPKAHHE, CTOMKA Ha TOJIOBE M HBIPSIHHME JIOJKHBI OBITh
MOJIHOCTHIO UCKIIIOUEHBI U3-3a HECTAOMJIBHOCTH LIEHHOTO oTnena. Pa3pemiaiorcs nerkue mpblkKU, HO
HEJb3d JIOMYCKAaTh CaMOCTOSITENIbHBIE TPBDKKA Ha 00€ HOTH, MOTOMY YTO CHUCTEMa OMOpHhI H
KOOpJMHALIUA JIBMOKEHMM Yy TAlMEHTOB HE COBCEM pa3BUTa. PoauTeNsIM IIKOJBbHUKOB HYXHO

00s13aTeIbHO COOOIIUTH 00 ITOM YUUTENIO (PU3KYIBTYPHI.

[TaniueHnTsl ¢ cuHApOMOM XaHTepa AOKHBI BECTH TMOJABIKHBIN 00pa3 >KU3HU, IS TOJACPKAHUS
(YHKIIMOHMPOBAHUSI CYCTAaBOB M YJIy4YlIEHUS OOIIEro COCTOSHUS 340pOBbs. Bpad-pusnorepareBt

MOXKCT IMOCOBCTOBATL PA3JIMYHLBIC KOM6I/IHaI_[I/II/I CKECIHECBHBIX ynpamHeHI/Iﬁ.

WNHtencuBHas Tepanus Uil YIy4YIIEHUS [OABMKHOCTH CyCTAaBOB M IIO3BOHOYHMKA, A TAKXKE UL
YKPEIUIEHUs] CIIMHHOW W OpIOIIHOM MYCKYJIAaTypbl PEKOMEHJOBaHa Jid BCEX NalueHTOB. UTOObI

YMEHBIIUTH OCJIEICTBUS TUTIEPIIOP103a, HEOOXOIMMO YKPEIUIATh BCE TPYIIbI TPYIHON MYCKYIaTyphl,



IIpyu 3TOM HYXHO IPOBOAUTH TCPAINIO, HAIIPABICHHYIO W Ha Pa3BUTHUC ITOACHUYHO-KPCCTIIOBOIO
oTAaciaa. H€O6X0,I[I/IMO CJICOUTH 3a TEM, YTOOBI MMagUCHT HC IICPCHAIIPATAJICA U HE yCTaBaJl YpPC3MCPHO,
IIO3TOMY PCKOMCHAYCTCA TIONATCIbHO HM3YUYUTH Cro (bnanecme COCTOAHHMEC H COOTBCTCTBCHHO

MIPOBOANTH TEPATTHIO.

P OOUTCIIM PCKOMCHAYCTCA IIPOBOAWTL TAKHC 3aHATHUA J0MaA, COUCTAsd AKTUBHBIC W IIACCHBHBIC

yrpaxHeHus. KoMIieke 3aHATHi JOJKEH BKIIOYATh:
- YIpa>KHEHMsI Ha BbIPAOOTKY OCaHKU M UyBCTBA PaBHOBECHS;
- YOPaKHEHHMS HA PACTSKEHUE;

- BOIHBLIC TIIPOOCAYpPBI MW 3aHATHA CIIOPTOM B BOIC, 0COOEHHO JJI - IMOXKMIJIBIX IMAaIlUCHTOB.

Paccnabnsiromuii Maccax U MOJABOIHBIN Maccak OKa3bIBalOT BEChMa OJIAaronpusTHOE JEHCTBUE.
OTtnenbHOrO BHUMaHUS TPeOYyIOT 1ehOpMUPOBAHHBIEC CTYITHU U KHCTH.

UToOBI moaAepKuBaTh MOABIKHOCTH CTYITHEH HEOOXOAWMO IPOBOIWTH THMMHACTHKY, JYYIle BCETO
JoMa WIM BO BpeMs wurp. s CHATHS Ype3MEepHOro MBIIMIEYHOTO HampsoKeHUs HeoOxoauma
oproneanveckasi 00yBb, CTEJIIBKUA M BKJIAJBIIIN, KOTOPHIE BBHIMOIHSAIOT O KUBAIONIYIO (DYHKITUIO, B

HCKOTOPBIX CIy4dasaXx - OPTC3bI. BaHHO‘IKI/I, MacCCaxK HOTI' TaKiKC H606XO,Z[I/IMBI.
BaxHO BBINOIHATH YHPAKHCHUS HAa PACTAKKY MBIIIL] Sa,Z[Heﬁ IMOBCPXHOCTHU Geﬂpa " T'OJICHU.

JIist yaydiieHusT MEJNKOW MOTOPUKHM KHUCTEH PyK PEKOMEHJO0BaHA WHTCHCUBHAs THUMHACTHKA IS
najablleB W JAJIONICK, KOTOPYIO POAMTENM MOTYT MPOBOAWTH Jaoma. Jlydine Bcero BBECTH €€ B
MOBCEHEBHBIE JIOMAIIIHUE PUTYyaJIbl, HAIPUMEP, BO BpPEMs €/1bl 3a CTOJIOM. Vrphbl ¢ yyacTuem jgaaoHen
U TaiblieB OYEHb IO AyIIe JETSAIM, HO BO BpeMs YIMPaXKHEHHM Ha PACTSKEHUE MOTYT IMOSBUTHCA
Xao0bl HA OOJIb U HETIPUATHBIE CUMIITOMBI. B TaHHOM ciTydae XOpOIIO TTOMOTAlOT TeIjIble BAHHOYKH
Ui pyK, TOAYIIEYKH C TPOTPETHIMU 3epHAMU WM MXOM, TOP(HOM, KOTOpBbIE MAUEHT ACPKHUT B PyKax

BO BpEMs UTD.

[Tocie MHTEHCUBHBIX 3aHATUIN AIEKTPOTEPANHSI, PyIHONH MaccaK, BOJAHBIA Maccax, Tepamusi JIe4eOHOU

I'pA3bIO, 3aHATUSA HAa BOAHBIX TPCHAXKCPAX CHUMAIOT 00 1 IMPHUHOCAIT oOJyerueHue.

[Ipu mpoBeneHnn BceX aKTUBHBIX BHJIOB TEpaluu CleayeT oOpamiarh 0co00e BHUMAaHUE Ha PUTM

JIBIXaHUS M 1aBaTh I0CTATOYHOE KOJIMYECTBO MEPEPHIBOB JJIs OT/IbIXa M BOCCTAHOBJICHHUS IbIXaHUSI.
Xupypeuueckoe neuenue

CyliecTBylOT pa3jiuyHble MHEHUST O HEOOXOAMMOCTH XUPYpPruyeckoro BmemarenbcTBa. Ho
ONEPATUBHOE BMEIIATEICTBO HECET OMNPENEIICHHbIE PHUCKM M IPOBOJUTH UX CJIEAYET B CIydasx
ocTpoit HeoOxommmocTH. OmHy u3 Oonpmmx crnoxkHocred npu MIIC mpencraBnser mpoBeAcHHUE
anecte3uu. Untybanus y moneit ¢ MIIC tpebyer onpeneieHHOro HaBbIKa U JIOJKHA BBITOJIHATHCS
ONBITHBIM BpadoM. HecTaOWiIbHOCTH IWIEWHOrO OTAENa IO03BOHOYHMKA Yy mnanueHtoB ¢ MIIC

YBCIMYUBACT PUCK TPABMATHYCCKOT'O ITOBPCIKICHUA, B TOM 4YHCIIC LICHOT'O oTaciIa CIIMHHOIroO Mo3ra,



IIPU BEJICHUHM aHECTE3WH, TaK KaK MHOTHE aHEeCTE3HOJOTHUSCKHE TTOCOOUS CBA3aHbI ¢ MAaKCHMAaIbHBIM
pasrubanuem meu. B 3Tom ciydae Hy)KHO IPUHUMATh CIICIIHAIBHBIE MEPBI TIPEIOCTOPOKHOCTH. Ecim
MAIKUEeHT ToNal B KPUTUUECKOM COCTOSTHUU B OOJIBHUILY, HEOOXOIUMO COOOIIUTH aHECTE3UOJIOTY, YTO
BO3MOXKHBI TTPOOJIEMBI ¢ MIee M WHTyOarmen. JprxarenpHble MyTH, KaK MPaBUI0, CYKEHBI, TTOATOMY
MOYKET TOTPEOOBAThCS SHIO0TpaxealbHas TpyOKka MeHbIero nuamerpa. CaMa ycTaHOBKA TaKOM TpyOKu
- OYEHb TPYIHBIN MPOIIECC, U BO3MOXKHO MOTPEOYETCS MCIOJIb30BaHNE T'MOKOTO OPOHXOCKOIA, YTOOBI

ceNaTh 3TO aKKypaTHo.

HectaOunpHOCTh MIEHHOTO OT/AEa MO3BOHOUYHUKA KOPPEKTUPYETCS C MOMOILIBIO Oonepauuu (IeiHbINd
cnouaunoje3). C MoMoIibl0 KOCTHBIX (PParMEHTOB WIJIM UCKYCCTBEHHBIX MaTepuaioB (QopMupyercs

oropa, o0beIUHSIONIAs 1Ba BEPXHUX MTO3BOHKA U OCHOBAHUE Yepena.
Opean cryxa

HeﬁpoceHcopHaﬂ N KOHAYKTHBHAsl TYroyXoCTb B OOJILIITMHCTBE CJIy4acB MOT'YT KOMIICHCHUPOBATBLCA

oA00POM CITYXOBBIX almnapaToB (CIyXOBbIE UMILIAHTBL CPETHErO yXa).

Cepoeuno- cocyoucmas cucmema

B HCKOTOPLBIX CJIydasdX MOXKCT HOTpe6OBaTBC$[ XUpPYypruduccCkasa onepanusa 11 3aMCHBI ITOBPCKIACHHBIX

KJIATIaHOB.
Hnghexyuu

BaxHo, 9TOOBI OCYIIECTBISUICS XOPOIIWHA YXOJ 3a 3y0amMu, Tak KaK pa3pylIeHHbIC 3yObl MPUUUHSIOT
CWJIBHBIA TUCKOM(OPT U SABISAIOTCA odaramMud uHpexiuu. HeoOXxomuMo peryaspHO YUCTUTH 3YOBl,
UCIIOJIH30BaTh PACTBOPHI I mojockanus. Ho gaxe mpu camoi TiiarenabHOM 3a00Te 0 3y0ax, MOTyT
Pa3BUBATHCSI BOCMIAIUTEIBHBIC TTPOIECCHl. Pa3npakuTenbHOCTh, MIa4 U OECIIOKOMCTBO MHOTAA MOTYT
OBITh CIMHCTBEHHBIMH CHMIITOMaMHu IpobiaeM ¢ 3ybamm. Ilepen omepaTHBHBIM JiedeHHUEM 3yO0OB
naleHTaM, y KOTOPBIX YK€ JHarHOCTUPOBAHO TMOpaKEHHWE KIIAMaHOB cep/ia, HeoOXoauM
poUIAKTUUECKUM MPUEM aHTUOMOTUKOB TIepe ] U TOCJIE JICUCHUsI. ITO BBI3BAHO TEM, YTO HEKOTOPHIE
OakTepry U3 POTOBOM MOJOCTH MOTYT MPOHUKHYTH B KPOBOTOK M BBI3BaTh HMH(MEKITMOHHBIN MPOIIECC Ha
nopaxeHHOM Kkianane. Ecinu HeoOxonuMo ynanenue 3y0a moji aHecTe3uel, 3TO JOIKHO OBITh CACIaHO
B OONBHUIIE, & HE B CTOMATOJOTHYECKOW TMONHMKIMHHUKE, IO HAOMIOACHHEM OIBITHOTO Bpadva-

AHCCTC3UOJIOTa-pCaHnuMarojiora u Bpada-croMarojora.

Jleuennie OPBU y nanuenToB ¢ MIIC nydiiie Takke MpoBOIXUTH MO/ MPUCTAIbHBIM BHUMAaHUEM Bpaya.
Cnenyer mOMHHUTH 00 OCOOEHHOCTSX NPHUMEHEHHsS CTaHAAPTHBIX IMpEenaparoB y H3TOH TpyHIlbl
nanveHToB.  Hampumep, Takue JieKapcTBa KAaK AHTUTHCTAMUHHBIE MPENapaTrbl MOTYT CYILIUTh
CIIM3UCTYIO, JIeJIasi €€ TOJILIE, IPOTUBOOTEUYHBIE MM COCYIOCYKUBAIOIINE CPEACTBA MOTYT HOBBICUTH

KPOBsAHOC OaBJICHUC U CY3UTh KPOBCHOCHBIC COCYbI, YTO HCKEJIIATCIIbHO IIPpHU MIIC.

N3-3a ocobeHHOCTEN CTPOEHUS TIO3BOHOYHMKA U TPYIHOM KIETKH, MallMeHTaM ¢ CHHAPOMOM XaHTepa
CIIO)KHEE CIpaBUThCS C WHQEKLIUEeH, eclii OHAa 3aTparuBaeT JIETKWE, MOATOMY Bpayd Jaxe Mpu

HE3HAYUTENIbHON MH(EKIIMN MOTYT Ha3HauyaThb aHTUOUOTHKHU.
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UtoObsl HOpMaANHM30BaTh IUPKYISAIUIO BO3AyXa B JIETKUX, DPEKOMEHAYETCS MPOBOAWTH WIPHI C
MBUIBHBIMHU ITY3BIPSIMH, BaTOM, COJOMHMHKAMU JJIsi HAIUTKOB, OyMaXHbIMU TaKeTaMu U APYTrUMU
npeIMeTaMH, TPEeOYIOUIMMHU aKTUBU3AIMU pPa0OThl JIbIXaTeJIbHOW CHUCTEMBL. BO3MOXHBI HUIpBHI C
BO3AYIIHBIMH IIapamMu Wi msdamu. s meredt mocrapiie Wid MOAPOCTKOB MOXKHO pa3paboTaTh
3apsAAKy Ha PaACTSHKEHUE MYCKYJIOB TPYIHOW KIETKH, KOTOPYH) POIAUTEIH CMOTYT IPOBOAUTH

CaMOCTOATCIIHLHO.

[TaccuBHBIE ympaxHEHUs Ui TPYOHOM KIETKM IPUMEHSIOTCA JUISI TAUOMEHTOB C OCTPBIMU
UH(QEKIUSAMU JbIXaTeNIbHBIX MyTE€H WM JUIsl TallMeHTOB, KOTOPbIE HE MOTYT CaMOCTOSTEIbHO
JBUTATbCS. YNpaKHEHUsi mnomorarT Ooniee dpdexTuBHOMY oTAeneHuto ciu3u. K HUM OTHOCSTCS

MOTATUBAHUS, PACTSDKCHHUS, TOTPSIXUBAHUSI, MACCAXK U BUOPALIHH.
[[uemomepanus

CHeI_[I/IaHBHaH AUCTa HE CMOXCET HNPCAOTBPATUTH HAKOILJICHHC FAF, TaK KaK OHW CHHTE3UPYIOTCA B
KJICTKAaX, 4 HC IMOCTYIIaroT C HHIHeﬁ. HO3TOMy OTPpAaHHUYCHUS B JUCTC Y MMAIITMUCHTOB C MIIC ne HY>KHBI,

OHHU OOJI2)KHBI ITUTAThCA OOBIYHO B COOTBETCTBHH C BO3paCTHbIMHA HOTpe6HOCT$IMI/I.
BS’pOC]laﬂ IHCU3Hb

[TanmenTam ¢ msarkoi popMoit 3a00eBaHMs HEOOXOAMMO HAYYUTHCS OBITh HE3aBUCUMBIMU OT CBOUX
cemei. [logpocTKy u B3pOCIIOMYy HENb3s 3aMBIKaThesl B ceOe. HyKHBI JIpy3bs, 0OIICHHUE W HABBIKU

CaMOCTOSITSIIbHOMN JKU3HU.

[TockonbKy ManMeHThl ¢ MIATKOM (DOpMOI CHHApPOMA MMEIOT HOPMAJbHBINH WHTEJUIEKT, HEOOXOIUMO

MIPWIOKUTH BCE YCHITHS, YTOOBI OHU TTOJIYYHIIN XOpoIliee 00pa3oBaHHeE.

[Monpoctku ¢ nerkoit ¢dopmoit cuHapoMa XaHTepa MNPOXOAST HOPMAJbHbIE CTAIUU IOJIOBOTO
co3peBaHMs. Y TakWX MAlMEHTOB MOTYT ObITh JeTH. Bce mouepu MyXUMHBI C CHHIPOMOM XaHTepa
OyIyT HOCHUTEJSIMU 3a00JI€BaHUsI, HO €T0 CHIHOBBS OyAyT MOJBEPKEHBI 3a00JIEBAHUIO TOJIBKO B Cyyae,

€CJI MaTh SABJIIETCSI HOCUTEIIEM.
I'me B Poccuu 3aHUMAIOTCH IMATHOCTHKOM M JIeUeHHEeM

B kaxxgoM M3 permoHOB OINpeAeNieHbl JeueOHbIE YUPEKICHUS, B KOTOPBIX MALMEHTHI MONYyYaroT U

MaTOr€HETHUYECKOE JICUEHUE U MPOXOJAT BCE HEOOXOAUMBbIE UCCIIEIOBAHMSL.
OobumecrBennbie opranusanuu 1 ¢pouasl Poccnu

MIIC Il Tuma BXOAWT B MepedyeHb opdaHHBIX 3a00I€BaHUM, TEUCHUE KOTOPBIX MPOBOAUTCS 3a CUET
cpenctB rocyaapctsa. [lomMoub manuMeHTam MOJNYYHMTh JIEYEHUE, IMOBBICUTh HWH()POPMUPOBAHHOCTH
oOmecTBa 0 pelKuxX OOJEe3HAX, a TaKKe JOOMBATHCS MPOJIBHIKEHUS 3aKOHOJATENIbHBIX WHULIMATUB B

oOmactu opdaHHBIX 3a00JIEBaHUI MOTYT OOIIIECTBEHHBIE OPTaHU3ALINN.

IHomomb ceMbH



KoneuHno, MHOTOE 3aBUCHUT OT Bpaua, CKOJIBKO OH 3HAET Mpo Balie 3a00ieBaHUe, KaK MPaBUILHO OH
HA3HAYMJI JICUCHHE U KaK XOPOIIO OH OOBSICHWJI BaM NMPUHIMILI Tepanuu. He 3a0biBaiiTe - 0T cemMbu
3aBUCUT YCTEX JICUEHUS HE B MEHbINEH crerneHu. HyxHO cobOmiogarh pekoMeHAAIMU, HU TIPU KaKUX
YCIOBHUSX HE TEPATh HAACKIY W CAMOMY CTaThb DJKCIEPTOM B CBOeM 3abojieBaHuU. YwWraiiTe
JuTEpaTypy, OOIIAaTecCh C CEMbsIMU, HE CTECHSMTECh 3aaaBaTh BOMpOChl. M paxke eciu Bbl HE
nobenure OO0JIE3Hb TMOJHOCTBIO, W3MEHUTH JKU3Hb K JIY4IIEMY, CJAeJIaTb POJHOTO BaM dYeJOBEKa

CYACTIIMBBLIM B BalllnX cUjax!

3a00TUTBCS O MAlMEHTE C TSDKEJIbIM 3a00JieBaHMEM — OYEHb TpyAHAs 3ajgada. Pomurenu Toxe
HYKJIAI0TCSI B MOJHOLIEHHOM OTJIbIXE, a 3TO HE Bceraa noiydaercs. Eciiu B ceMbe pacTyT U Jpyrue
JIETH, OHU Takke TPeOyroT BHUMaHUs poauTenei. MHorue poauTenu OOpamaroTcs 3a MOMOIIBI0 K
BOJIOHTEpAM WJIM COLMadbHbIM paboTHukaMm. Eciu B BameM ropojge CymecTBYIOT TakKOro poja

noJIIePIkKKa, 00s3aTEIHHO BOCIIOJIB3YUTECH EH.

[Marimentsr ¢ MIICII MoryT moMo4b CBOMM POJICTBEHHHMKAM, MPOCTO COOOIIUB UM O HEOOXOAMMOCTH
OpOoWTH AMAarHocTuky. Eciau nuarHo3 OyaeT yCTaHOBIIEH PaHO — O Hadajla HeoOpaTUMbIX U3MEHEHUMN
BHYTPEHHHUX OpPraHOB, JieueHue Oyzner ropasno >dpdextuBHee. TectupoBaHue Takke HEOOXOIUMO st
BBISIBIICHUS HOCUTEIHHUI OOJIE3HH, TOCKOJIBKY OHM HMMEIOT BBICOKMM PHUCK Tepenayd 3a00JIeBaHUS
CBOMM CBIHOBBSIM U JOJDKHBI UMETh 3Ty MH(popManuio. Jleyamuidi Bpau Uiy Bpay-reHETHK HE MMEEeT
npaBa pasrianiarh MEAUIMHCKYI0 HHPOPMAIUIO, TO3TOMY Cy/1b0a POIHBIX — LEIMKOM B pyKax CaMUX

MAIMEHTOB.

POIIHBIG 6paTb}I N CCCTPbI, BCC POACTBCHHHUKH IIO MaTepHHCKOﬁ JIMHUW — 041U, TCTH U IBOIOPOIHBLIC

OpaThsi U CECTPBI JOKHBI ObITh MPOMHGOPMUPOBAHBI O HEOOXOAUMOCTH TECTUPOBAHUS.

HpOBeIIeHI/Ie MOJICKYJIIDHO-TCHCTUYCCKOTO aHaJIn3d, HaIlpaBJICHHOIO Ha BbISABJICHUC CeMeMHoM

MyTauuu resa IDS noka3aHo ciaeayrommum poACTBEHHUKAM MTAlUEHTA:

e MaTh
e Oparbs U CECTpPhI

e CBOJHBIC OpaThsi U CECTPHI 110 MATEPH

e JICTH JIOUYEPEU

e OpaThs U CECTPBI MATEPH

e JIETH CECTEp

e JICTH TUIEMSIHHUI]

e JIBOIOPOIHBIE OpaThs U CECTPHI IO MATEPUHCKOHN JINHUU
e JI0YepH BHYKOB (IIPaBHYYKH) 10 JIMHUU JT0UEpeid

e JIeTH BHyYEK (IIpaBHYKHU U MPaBHYUYKH) MO JIMHUU JAoUepen



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U

JApyrue OueHOYHbIe HHCTPYMEHTHI COCTOSIHUS
IMAIUEHTA, IPUBEJIEHHbIEC B KIIMHUYE€CKHX
PEeKOMEeH AU AX

IIpuaoxkenue I'l. Knaccupukanus mykonoamcaxapuuao3on

MMC MoaTtun CnHapom leH depMeHTHbIV aedekT Nokyc OMIM
I MMAOCIH l'ypnep IDUA Oeduunt anbda-L- 4p16.3 607014
naypoHmaasbl
MMC I lN'ypnep-Leie 607015
H/S
MMNCIS Lene 607016
II MMNC 1II XaHTepa IDS Oednunt naypoHart-2- Xq28 309900
cynbdaTasbl
III MMC IIIA CaHdununno 252900
SGSH Oednunt renapaH-N- 17g25.3
cynbdaTasbl
MMNC IIIB NAGLU Oeduunt N-auetun-a-D- 17g21.2 252920
roKO3aMUHMAA3bI
Oeduunt N-auetun-a-
roKO3aMUHMAa3bI
MMC IIIC HGSNAT Oedvunt renapaH-a- 8pl1.21 252930
rOKO3aMUHMA N-
aueTunTpaHcdepasbl
MMC IIID GNS Oedvunt N- 12q14 252940
aueTUNrtoKo3aMnH-6-
cynb@daTasbl
v MMNC IVA Mopkwno GALNS Oednunt ranakTo3aMuH-6- 16q24/3 253000
cynbdaTasbl
MMC IvB GLB1 Oedvunt B-ranakrosmaasbl 3p21.33 253010
VI MMC VI MapoTo-Jlamun ARSB Oedwnunt N- 5q14.1 253200
aueTunranakTo3amMuH-4-
cynbdaTasbl
VII MMC VII Cnas GUSB Oedwnunt B-rnokypoHnaasbl 7q21.11 253220
IX MMC IX HepnoctaTo4yHOCTb HYAL1 Oedununt rmanypoHungasbl 3p21.31 601492
rmanypoHuaasbl

Hpunoxenue I'2. BoipameHHOCTh KiInHUYecKux nposiiaenuiit MIIC 11 B
Pa3HOM BO3pacTe

Cucrema CuMnToM detn Moapoctkn/
B3poOC/ble
CepaeyHo-cocyaucras KapavomuonaTtus + +
YTonuweHne CTBOpPOK KflanaHoB +++ +++
LUHC HapviweHue noseaneHuns ++4 ++




LlepBukanbHasa muenonatms + +
M'mapouedanus ++ ++
3ajepXKKa 1 OTCTaBaHWE B pa3BUTUMU +++ ++
Cynoporu + 4+
HapylweHwne rnotaHus + +
MuweBaputenbHas Onapes + +
cucrema
FenaTtocnneHomeranus +++ +++
OpraH cnyxa TyroyxocTb ++ ++
Peunansupyownii cpeagHnn otut ++ ++
OpraH 3peHus OncTpodus ceTyaTkm + +
CkeneTHo- HectabunbHOCTb aTnaHTo- + +
MbilleYyHas OKLMMNUTaNIbHOrO COYJSIEHEHUS
TYHHEeNbHbIN KapnasbHblA CUHAPOM ++ ++
pybble yepTbl Anua +++ ++
Owvcnnasuna TBC ++ ++
MHOXeCTBEHHbI AN30CTO3 + +
pbxuK +++ ++
KoHTpakTypbl cycTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[ObixaTenbHas O6CTpYyKTUBHOE anHo3 BO CHe +++ +++
PecTpukTuBHoe 3abonesaHne nerkmnx + +
O6CTpyKUMST  BEPXHWUX  AbIXaTesbHbIX +++ +++
nyTewn
Cneunanb- [epmaTaH cynbdaT B Mo4e " M
Hble nabopaTopHble TeCTbl
lenapaH cynbdaT B MoYe ™ M
MaypoHuaasa Wl Wl
O6uwme Al B Moye 1M "M

IHpuiaoxkenne I'3. Hacrora nposenenus oociaenopanus y nauueHToB ¢ MIIC 11

THIIA
NccneposaHus [MepBoHavanbHas Kaxable 3 Kaxable 6 Kaxable 12 OavH pa3s
oueHka Mec Mec Mec B 2 roga
NMpuem Bpavya-reHeTuka X X

MoaTBepXxaeHune aunarHosa X




AHaMHe3 60one3Hun X
KnuHuueckuni ocmotp | X
TepanesTa

PocT, Bec, OKpy>HOCTb roJ1oBbI X
BbIHOC/IMBOCTb! X
OcMOTp Bpadya-HeBpoJsiora X
OcMoOTp Bpaua-Helpoxupypra X
KoMmnbloTepHas ToMorpadbus unm X
MPT ronosHoro mo3sra
SnekTpoaHuedanorpamMma X
CTumynaunoHHaa DHMID X
OcmMoTp Bpaua- X
OTOpMHOJIapUHrosnora

OcMmoTp Bpaua-cypaonora X
AyanomeTtpus X
OcMoTp Bpauva-odTanbMosnora X
OueHKa oCTpOTbl 3peHus X
OdTanbMmockonus X
MccneposaHue porosuubl X

OcMOTp Bpaya-nysibMOHoOJOra

Nno NoKasaHusaM

OnpegeneHne QyHKUMW BHELLIHEro X
AblxaHusa (OBA)
KapavopecnupaTopHbIi X
MOHMTOPUHI

OcMOTp Bpada-kapauonora X
dnekTpokapauorpamMma X
Oxokapauorpadus X
OcMoTp Bpaya-oproneaa X
PeHTreHorpacdun ckenerta X
Y3W opraHoB 6ptOLLHON NOSIOCTU X

OcMmoTp Bpaua-
c¢unsmorepaneBTa

Mo noka3zaHusm

NMpuemM Bpauya no neuyebHOM
chunskynbType

Mo nokaszaHusam

OcMOTp Bpaya-cToMartosiora

Mo nokaszaHusm

JNNa6opaTtopHble nccnegoBaHus

Onpepenenune A

BuoxnmMmnyeckuii aHanms Kposu (
ANT, ACT, obwuin wn npsiMon
6mMnnpy6buH, XOJIECTEPVIH,
TpUranuepuabl)




1-Ins nereii crapuie 3 JieT; pacCTOsIHUE, MPOUJIEHHOE 3a 6 MUHYT (IIPEANOYTUTEIbHBIM SBISETCS TOT
KE MPOMEKYTOK BPEMEHHM, YTO MU B MPEABIAYLIMX TECTax 3TOro MalleHTa); YHUCIO CTYNEeHEM,
MPOMAECHHBIX BBEpX 3a 3 MHHYTHL. OrneHuBaroTcsa mnokasarenu carypauuun SpO2, Y/, YCC mo m

MOCJIC HArPy3KH.

Ipuiaoxkenne I'4. Tect 6 MmunyTHOI X0Ab061 (6MWT)

Ha3Banue Ha pycckoM si3bIKe: TECT 6-MHUHYTHOM XOJbObI
OpurunansHoe Ha3zBaHue (ecau ecth): The six minute walking test (6MWT)

Ncrounuk (opunmanbHbll callT pa3paboTuukoB, myOnukanus ¢ Banuanuei): Laboratories, A. T. S.
C.o0.P.S. f. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am J Respir Crit
Care Med 166(1): 111-117.

Tun (mog4epKHyTH):

IIKaaa OUEHKH

WHJIEKC

BOIPOCHUK

npyroe

Ha3nauenue: ormnpezaeneHne BBIHOCIUBOCTH MALIMEHTOB C 1€JIbIO OLIEHKH 3(PPEKTUBHOCTU TEpAIUU

CO,Z[Cp)KaHI/Ie (Hla6.HOH)Z B tecte onieHuBaeTcs IUMCTAHIIMUS B MCTpax, HpOfII[CHH&)I INaluCHTOM 3a 6

MUHYT 0e3 BBIHY>XKICHHBIX OCTAHOBOK.

Kitou (uHTEpmperarnusi): MPOBOAUTCS CpaBHEHHE C pe3yibTaTraMHu TeCTa, MPOBEACHHOTO paHee (10

Hayaja Tepanuu, Ha GOHEe Teparuu 1 T1)
6MWT — tect 6-MunyTHOI X01b0b1 (6 minutes walking test, 6MWT)

Cnenyer MOMHUTH, YTO JJI IAHHOTO TE€CTa MMEIOTCS CIEAYIolUe a0CONIOTHBIE MPOTUBOMOKA3AHUS:
HecTaOWJIbHAsT CTEHOKapAMs HampsbkeHHs W MHGApKT MHOKapaa, AAaBHOCThIO 10 1 Mecsia.
OtHocuTenbHBIMU TIpoTHUBOMNIOKA3aHusIMHU sBJstoTCa: UCC Bbime 120/MUH B MOKOE, CHCTOJIMYECKOE
AJl >180 mm.pT.cT. u nuacronudeckoe AJ[ > 100 mm.pT.cT. CTaOuiabHas CTEHOKApJUs HE SIBISETCS
aOCOJIOTHBIM TPOTHUBOIOKA3aHUEM JJisi MPOBEJEHUS TECTa, OJHAKO €ro CJeAyeT MNPOBOJIUTH C

OCTOPOXKHOCTBIO, HA (I)OHe nprueMa aHTHAHT'MHAJBbHBIX IMPCIIApaTOB I10 IMOKA3aHUsM.

Ecnu HaqUuCHT HaAXOOUTCsA Ha MMOCTOSIHHOM KHCJ’IOpOI[HOfI MOAACPIKKE, CKOPOCTh IMOAa4YW KHCJIOpOJda
IpHu IPOBCACHHNHN TCCTA JOJDKHA COXPAHATHCA B COOTBCTCTBHUMA C MPCANNCAHUCM Bpadd, HA3HAYUBIICTO

Y KOHTPOJIMPYIOIETo TePaIHuio.



[IpoBenenue Tecta HEOOXOAUMO HEMEIJICHHO TIPEKPATUTH B CITy4yae TOSBICHUS:

1. bonu B rpynu;

2. HenepeHOCHUMOM OJIBIIIKHY;

3. Kpamnu B HOrax;

4. Pe3kol HEyCTOMYMBOCTH M TOIIATHIBAHUSI TIPU XOHOE;
5. Upe3aMepHOro nOTOOTACIEHHUS;

6. Pe3koro nsMeHeHus iBeTa KOXKHBIX TTOKPOBOB (OJI€THOCTH).

6MWT npoBoguTcs B MOMELIEHUH, XOPOILIO 3HAKOMOM ITAIllUEHTY, UMEIOIIEM JOCTATOYHO JITMHHBIN
KOPHJIOP C TBEPABIM MOKPBITUEM. [[TMHA MPOXOAUMOTrO MyTH JOJIKHA COCTaBIATh HE MeHee 30 MeTpoB

C paBMeTKOﬁ KaXXJbIC 3 MCTpPA, a4 TAKIKC TOUKaAMU HOBOpOTOB/p&BBOpOTOB.

[TanpeHT momy4yaeT HHCTPYKIIMIO O HEOOXOAMMOCTH UATH C MAaKCUMAJIbHO BO3MOXKHOM CKOPOCTHIO (HO

He 0exarb) B TeUeHHE 6 MUHYT.

B tecte oneHuBaeTcs quUCTaHIUS B METpax, MPOWIEHHAs MAMEHTOM 32 6 MUHYT 0€3 BBIHYKJIEHHBIX

OCTaHOBOK.

Ipuioxkenne I'S. 3a00p Onomarepuasia 1y JUATHOCTHUKH B NIATHAX KPOBH
KpoBb cobupaeTcsi Ha CTaHAapTHYK KapTouky-punbTp
( N2 903), koTOpasi nMpUMEHsIeTCs ANa  CKPUHUHra

HOBOPOXAEHHbIX B Poccuiickorn depepaunmn nnu F —
AHaNOrMYHyo AN5 NOMyYeHUss CyXOoro nsiTHa kposu. KpoBb

MOXET 6bITb, Kak KanunnapHas (M3 nanbua, NATKKM), Tak u

BEHO3Has. BeHoO3Has KpoBb cobupaetcs B MNpobupKy,

aKKypaTHO MnepeMelLMBaeTcst U 3aTeM 6bICTPO C MOMOLLbIO

NUNETKM HaHOCUTCS Ha dunbTp no 25-50 MKN KpPOBM Ha T R Y | N ——
Kaxxayl BblaeneHHyt obnactb. Heobxoammo xopowo
nponuTatb BblAeNEHHY0 06nacTte Ha dwunbTpe (puc. 1).
MpeanoututenbHo cobupaTtb obpasubl nocne eabl Yepes 40
MUHYT - 1 vac. BO3MOXHO TakXe ocCyWecTBUTb 3abop

KPOBM M HaToLlaK.

Ha kapTouke-punbTpe ob6s3aTenbHO AOMKHbI 6bITb YeTKO
ykasaHbl ®VO, keM n oTKyaa Hanpas/fieH nauumeHT, AaTa
poxaeHusa n TenedoH nevawlero spaya (PMCyHoOK 2).
O6pasel cyxoro nsTHa KPOBM BKJIAAbIBAETCS B YMCTbIN

KOHBepT, nnMbo B uucTbin daiin. KapTouka-punbTp He
[lOJI)XKHA CcomnpuKacaTbCsl C FPSA3HOW MOBEPXHOCTbID U C
obpasuamu Apyrux naumeHTos. HeobXoaMMO NpUNOXUTL K | pycyHok 1. O6pasel; NpaBUAbHOrO HAHECEHWS KPOBM Ha KapTouKy-
o6pasuam MHPOPMMPOBaHHbIE COFacHs NauMEHTa WM ero | dbuaLtp

3aKOHHbIX NMpeAcTaBUTENEN Ha NpoBeAeHVe N1abopaTopHbIX
ncecneaoBaHni

*  Kanaw 4oaxHL NOAHSCTEKS NPONUTATE KPYEKW © 00paTHoH CTOpOHR
*  He kacaiTecs oGABCTH, NPONUTAHHOM KPOBEIG
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[ cememat cupmeire. MyTaums

’ PucyHok 2.
O6pasel kKapTo4kn-bunbTpa

AJITOPUTM JeiiCTBHIi MeIMIMHCKOI0 MEPCOHAJIA NPHU B3ATHU 00pa310B KPOBH

BBIMBITh PYKH (TUTUEHUYECKUN YPOBEHD), HAIETh NIEPUATKH;

e BBIMBITH PYKH MalleHTa (MATKy peOeHkKa, B ciiydae, eCiu KpoBb OepeTcs U3 MATKH);

e TIPOTEPETh OONACTh MPOKAJIBIBAHUS CTEPWIbHON candeTkoir, cMoueHHoil 70% cmupTom,
MPOMOKHYTh CyXOM CTEpUIBHOW caldeTKoi; - TPOKOJOTh CTEPUIBLHBIM  OJHOPA30BBIM
CKapu(pUKaTOpOM;

e CHSTH IEPBYIO KAIUTIO KPOBU CTEPUIIBHBIM CyXHUM TaMIIOHOM;

e MSTKO HAJaBUTh JJIS MOJYYSHHUS BTOPOU KAIlJId KPOBH;

e MPUIOKUTH NEPIECHIUKYISIPHO TeCT-OJaHK K KaIule KPOBH U MPOMUTATh €r0 KPOBbIO HACKBO3b;

e QHAJOTMYHBIM 0O0pa30M HaHECTH Ha TecT-OnaHK 6-8 Kamenb, BUJ MATEH KPOBU JIOJKEH OBITh
OJTMHAKOBBIM C 00EMX CTOPOH.

e BBICYIIUTH TECT-OJIaHK B TOPU3OHTAIILHOM TOJOKEHUH HA YUCTOW 00€3KUPEHHON MOBEPXHOCTH HE
MeHee 4 4 6e3 MpUMEeHEHHS TEeTJIOBOM 00padOTKH U MOMAaJaHusl MPSMBIX COJTHEYHBIX JTyUeH;

e YIMAaKOBaTh TECT-OJJAHKM B UHUCTBI KOHBEPT TakuM oOOpa3oM, YTOObI TMSTHA KPOBU HE

COIPHUKACAIIUCH.
Oco0ennocTu npu HH(QY3UOHHOM Tepanun

Hekotopble manueHTsl MOTYT MOJy4aTh WH(Y3UOHHYIO Teparvio, MepeTuBaHue KOMITIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIMSHHE Ha pe3yabTarbl TecToB. Hampumep, npu nepenMBaHuU IIa3Mbl KPOBU
MOTYT OBITh TOJYYEHBI JIO)KHO-OTPHUIIATENbHbIE PE3YyNbTaThl, TaK Kak oIlpeaenseMble (epMEeHTHI
HaXOMATCs B IJIa3Me U B KJIETKaX KPOBU. PEKOMEHIyeTCsl OCYIIECTBUTD 3a00p KPOBU ISl PEPMEHTHON
u JIHK-nuarnoctuku He 9 panee yeM uepe3 6-7 nHEH mociie nepeirBaHus M1a3Mbl KpPOBU U Yepe3 7-

10 nHe# nocie nepenBaHusl KOMIIOHEHTOB KPOBH

He nomyckaercs 3a60p KpoBH



e Cpasy MocJje MPOBEACHUS MANMEHTY HH(DY3UOHHOW TEpaIuH;

e Cpasy IOCJIE 3aMEHHOTO MEepPEINBaHUS KPOBHU.
XpaHeHHe M TPAHCIOPTHUPOBKA OUoMaTepuaJia

OOpa31pl BHICYIIEHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHON Kamepe XonoauibHuKa mpu +40C
10 otrpaBku. Cpok XpaHEHHUs 10 MOMEHTA OTHPABKH HE JIOJKEH MPEBBINIATh 7 JAHEH. Eciin XpaHUTh
JONbIe W Tpu OoJee BBICOKOW TeMIEparype, TO aKTUBHOCTh (EepMEHTa Jake B HOPME MOXKET

CHWIKATHCA, UYTO IPUBCACT K JIOKHO-IIOJIOKUTCIIbHBIM PE3YyJIbTAaTaM.



