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Cnmcok cokpameHui
AJIT — anannnamuHOTpaHcdepasa,;
AP — annepruueckas peakuus;
ACT — acnmapratamuHoTpaHncdepasa ;
I'AI' — TIMKO3aMHHOTJINKAHEL,
KT — xommnbrotepHas ToMmorpadus;
MIIC — mykomnonucaxapuos;
MPT — marHuTHO-pe30HaHCHasi ToMorpadus;
CCC — ceplieuHoO - COCYUCTasi CUCTEMA;
TI'CK — TpaHCIIaHTaIllMy TEMOIOATHYECKUX CTBOJIOBBIX KJIETOK;
V31 — ynbTpa3ByKOBOE MCCIICIOBAHUE;
OB/l — GbyHKIUS BHEIIHETO JbIXaHUS;
O3T — depmeHTHas 3aMeCTUTENIbHAS TEPAIINS;
OKI' — snekrpokapauorpadus;
OHMI" — nsnekrponeiipomuorpadus;
Ox0-KI' — sxokapauorpadus;

30T — snekrposnuedanorpadpus.



TepMHuHLI U onpeneJIeHus

@depMeHTHasT 3aMECTHTENbHAs Tepanus — JIeUeHHe, 3aKIIoyarolieecs BO BBEICHUU
npenapara (peKOMOMHAHTHOrO (epMeHTa) NalHMeHTaM C HACJIEICTBEHHBIM HAapyIICHUEM
MeTaboIr3Ma.

JIuzocoMHble OOJE3HM HAKOIUIGHUS — TPYINa HACIEACTBEHHBIX MOHOTEHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HAPYLIEHUEM (PYHKIIMH JTU30COM.

Myxkononucaxapuno3sl (MIIC) - rpynmna HaciaeICTBEHHBIX Ooie3Hell 0OMeHa BEIIeCTB,
CBSI3aHHBIX C HapylleHHeM wMerabonu3ma riauko3amuHorankanoB (IAlY), mpuBogsmee k
MOpaXEHUIO OpraHoB M TKaHed. OOycloBlIeHbl JaHHbIE 3a00JEBAaHUS MYTAIUSIMH T'€HOB,

KOHTPOJUPYOIUX MPOUECC BHYTPHUIN30COMHOI'O TUAPOJIN3a MaKpOMOJICKYJI.



1. Kparkas nunpopmanus

1.1 Onpeneaenue

MIIC II tuma (60ne3up XaHTepa) - HaCIAeACTBEHHAS TU30COMHAsl OOJIE3Hb HAKOTUICHHUS, C
X-CIICTUICHHBIM PELIECCHBHBIM THUIIOM HACJEIOBaHHS, KOTOpash XapaKTEPH3yeTCs] CHUIKCHUEM
AKTHBHOCTH JIM30COMHOTO (hepMeHTa UaypoHaT-2-cynbdarassl (12S), uro cBsi3aHo ¢ MyTanuen B
rege IDS. Jlebunur ¢epMeHTa NMpUBOAUT K HAKOIUICHWIO riwnko3amuHormkanoB (I'AlY) B
JIU30COMax, MPEUMYIICCTBEHHO Temapancynbdara W JaepMaTaHcyibdaTa U TPOSBISETCS
IPOTPECCUPYIOIIMMHU  TICHXOHEBPOJIOTUYECKUMHU ~ HapylleHUus MU (TIpu  TsDKelol  opme),
MOpPaKEHUEM TMapEeHXMMATO3HBIX OPraHOB, CEPICYHO-JIETOUYHBIMU PACCTPONCTBAMHU, KOCTHBIMU

nedopmanumsamu [1-3].

1.2 DTHOJ0rUSA U IATOreHe3

[Ipuunnoit Oone3Hu sBiseTcss OeUIUT HIM OTCYTCTBUE (EepMEeHTa HUIypOHAT-2-
cynbdartaszel (12S). I'en uayponar-2-cynedarazel |IDS kaptupoBan Ha JUIMHHOM miede X-
XpOMOCOMBI, B JoKyce X(q27.1-q28. Tun nacnepoBanusi 0osie3nn XaHtepa — X-CICTUICHHBIN
peueccuBHbiid. MIIC II cTpagaroT, kKak mpaBuiio, TOJbKO MAJbUYUKH, OJTHAKO OMKUCAHO HECKOJIBKO
ciiy4yaeB 3a00JIEBaHUs Y JIEBOUYCK, KaK MIPABHUIIO, CBSI3aHHBIX C XpPOMOCOMO# maTosjorueii [1-3].

N3-3a cHMkeHHUs aKTUBHOCTH (epMEHTa MPOUCXOAUT HAKOIUIEHHWE PA3IUYHBIX THUIIOB
'AT' u pa3BuBaercs comaruyeckas MaHudecTanus B BHAE JUIEBOro JAUCMOpPHU3Ma,
renaToCIUICHOMETa Ny, TOPAKEHUsI Ccep/la, JbIXaTelbHOM CHCTEMbl, M3MEHEHHH CcKellera,
HEBPOJIOTUYECKOW CHMITOMATHKH, TeMaTOJOTHYecKre M O(TaIbMOJIOTHYECKHEe H3MEHEHUSI.
Bapuabensnocte MIIC ompenensieTcsi THIIOM HaKarjiuBaeMoOro cyocTpaTa IMpHU HEJOCTaTOYHOM
nerpagauuu  ['AI: mpu MIIC 1l Tunma npoucxoauT HaKOIUIEHHWE TrenapaHcyibdara u

nepmataHcyibdara.

1.3 DnuaeMuoJ10rust

MIIC II tuna Bctpeuaercs ¢ yactoror 1:140 000 - 1:156 000 >xHUBBIX HOBOPOXKIAECHHBIX

MabunKoB [1,4].

1.4 OcobeHHOCTH KOAMPOBAHUA 1O MEKIVHAPOAHON  CTATHCTHYECKON

kjaaccudukanuy 0ose3Heil U NpodaemM, CBA3AHHBIX €O 310POBbEM

Cornacho MKB10, 3aboneBanue oTHOcUTcA K Kiaccy [V, GoiesHsSIM SHIOKPHHHOM
CHUCTEMBI, pacCTPOWCTBY TMHTAaHWS W HapylnieHWI0 oOMeHa BemectB, E 76.1 -

Myxononucaxapuao3s Il Tuna



1.5 Knaccuduxkanus

B COOTBETCTBUU  C  JACPUIMTOM/OTCYTCTBHEM  JH30COMHBIX  (EPMEHTOB,
COOTBETCTBYIOIIUM T€HHBIM Je(PEKTaM M TSHKECTH KIMHMYECKON CHMIITOMATHKH, BBIACSISIOT 11
tunoB MIIC (mpunoxenue ['1). B Hacrosimiee BpeMsi BBIICISIOT TSKEIYI0 U YMEPEHHO-
Tsokenyro  ¢opmy MIICII, B 3aBUCMMOCTH OT CKOPOCTH IPOTPECCHUPOBAHMS TMOPAKEHUS

pas3IMYHBIX OPraHOB M cUcTeM [1].

1.6 Kiitnanueckast KapTHHa

Knunudeckast kaptuHa 601e3HU XaHTepa pasHooOpa3Ha.

Buewnuti 6u0 nayuenma: mporpeccupyloliee OTCTaBaHUE B POCTEe, Makpouedanus,
JUIEBOM AU3MOpPGU3M: IUIOCKAas MEPEHOCHUIa, IIMPOKO PACCTaBJICHHbBIE TIJIa3a, YTOJIICHHbBIE
ryObl, THIIOTIA3UPOBAHHAS HIDKHSSL YENIOCTh, MaKpOTJIOCCHS M THIIEPIUIA3usl ECEH, KOPOTKas
miesi, cruOaTeNbHble KOHTPAKTYphl KOHEYHOCTEH, TUHEPTPUXO03, XapaKTEPHbI HU3Kas JIMHUS
pocta BoJioC Ha JOYy, IJIMHHBIE TYCTbIe PECHULBI U OpoBU. TUNMHMYHO MO37HEE MPOpE3bIBAHUE
3y0O0B, 4aCTO BCTPEUAIOTCS TPHIKH PA3TUYHON JIOKATH3aUU

Kooicnvle noxposwi: nns manHoit gopmel MIIC xapakTepHO y3€IKOBO-TIAMYJIE3HOE
NOpakKeHUE KOXH, TPEHMYIIECTBEHHO B OOJIACTH JIONMIATOK, HAPYXHBIX © OOKOBBIX
NOBEepXHOCTEH Mmied U 0&xep (“Mopckas rajbka” WM «IIarpeHeBas Koxa»). ITH H3MCHEHUS
o0ycnoBieHbl oTaoxenueM sunuaoB u I'AT" B nepme [1,8].

Kocmuas cucmema: Kax npaBuino, npu TspKenoil ¢popMme, yke Ha BTOPOM TOAY JKU3HH
OTMEYaeTCcsl OTCTaBaHHE B pPOCTe€ W  (QOPMHPYETCS MHOMKECTBEHHBIH  JH30CTO3, C
TYTOIIOJIBKHOCTBIO B CYCTaBax, M3-3a BOSHUKAIONINX KOHTPakTyp. Jedopmarus kocreit yepena
— ckadouedanusi, makporedamusa. C pocrom pebeHka mporpeccupyeT Kudo3, CKOIHO3,
dopmupyeTcsi BOpOHKOOOpa3Has aedopMalus rpyIHOW KIeTkH. Bo3HukaeT m mporpeccupyer
OTpaHWYEHHUE JBIKEHHHA B CYCTaBax, IO ATOW NMPUYMHE YacTO KHCTh NePOPMHUPYETCS 1O THITY
«KOTTUCTOW Jambl». MHOTZAa BO3HHMKAIOT BajbryCHBIC aedopMani TOJICHW W TIaTOJIOTHS
Ta300€pEHHOr0 CyCTaBa.

Opeanvl  Obixanus: XapakTepHbl YacThle pPECHUpPATOpPHbIE 3a00JIEBaHUS: pPUHUTHI,
CHUHYCHTBHI; TIOBTOPHBIE OTUTHI, YaCTO MPUBOAT K MPOTPECCHPYIOMICH MOTEepe CIyXa; TOBTOPHBIC
OpOHXUTHI U OOCTPYKTHUBHBIE OPOHXWTHI, THEBMOHUHU, CUHIPOM OOCTPYKTMBHOTO arlHO? CHa
[1,5,6].

Opeanvl 3penus: TUTMEHTHAs JIETEHEpALUsl CEeTYATKH, PEIKO BCTPEYAETCS YMEPEHHOE
MIOMYTHEHHUE POTOBHUIIBI, KOTOPOE 3a4acCTyI0 MOXKET OBITh BBISBICHO TOJBKO TMPU HCCIECTOBAHUT
MPO3PAYHOCTH CpeJl C MOMOIIBIO IIEJIEBOM JIaMITbl. Y ManueHToB ¢ Tspkenon dopmort MIIC 11

4aCTO BBIABIIACTCA ,Z[I/ICTpO(I)I/ISI CCTHATKHU, IMPUBOAANIAA K HAPYIICHUIO HCpI/I(I)CpI/ILICCKOFO n



CHI)KEHHIO CYMEPEUYHOro 3peHus. Bo3MokeH OTeK AKCKa 3pUTENIbHOrO HepBa, 00YCIIOBICHHBIN
HOBBIIIICHUEM BHYTPHUYEPEITHOTO aBiieHus. Peko BcTpeuaercs riiaykoma [5,7].

Llenmpanvnas nepsHas cucmema: TpU TsoKenod (opme 3aboneBaHus 3a/epiKKa
IICUXOMOTOPHOI'O U PEYEBOro pa3BuUTus BblpakeHa ¢ 1,5-3 net. K 8 rogam paszBuBaercs Tspxenast
YMCTBEHHAs OTCTAJIOCTh. XapaKTEPHO HAJIMYKE CYA0POr (0OCOOCHHO IPH TKENIOH Gopme).

CumnTomarnueckass »SIWIENCUS pPa3BUBACTCS, KAaK NPaBWIO, MPU TSKEIOM WU
CPEIHETSDKEIIOM TeueHHH 3a00JieBaHus. Y MAIEHTOB CO C1a00 BHIPAKEHHBIMU KIMHUYECKUMHU
NpU3HAKaMU OHa BCTpedaeTcst KpaitHe peako. Cyaoporn XapakTepu3yercss MoIuMopgHOiI
KIMHUYECKOW KapTHHOM C  pa3BUTHEM  pa3HOOOpa3HbIX (OKAIBHBIX U BTOPHUYHO-
F€HEPAIM30BaHHBIX MApOKCU3MOB. PaHHMMM KIMHUYECKUMH MPOSBICHUSMU CYJIOPOXKHOTO
CHHIpPOMa MOTYT OBITh TPOCThIE a0CAaHChl C KPAaTKOBPEMEHHBIM YTHETEHHEM WJIM IOTepeit
CO3HAaHMSI U CONMYTCTBYIOIIMMH JIBUTATE€IbHBIMU WJIM BETETAaTUBHBIMU pPacCTpoiicTBaMu. Y
MNAIMEHTOB CO CJIa00 BBIPAKEHHBIMU KIMHUYECKMMH MpPHU3HAKAMHU CYAOPOXKHBIM CHHAPOM
BCTpeuaeTcss HamHoro pexe. IlosBiaenwe cymopor TpeOyeT MpPOBENEHUS  OLICHKH
HEBPOJIOTUYECKOTO cratyca. llpm mporpeccupoBanuu 3a00jieBaHHMS YacTO HAOIIONAIOTCS
reHepaI30BaHHbIE TOHUKO-KIOHUYECKHE MapOKCU3Mbl, KOTOPbIE OOBIYHO XOPOILO MOAJAIOTCS
MOHOTEpAIUM aHTUKOHBYJIbCaHTaMu. [IpoTuBOCYy0pOKHAS Tepanusi TpeOyeT WHIANBHUIYAIHHOTO
MOJIX0Ja M HMHOTJA JJIUTENBHOrO Moja0opa 03kl mpenapara. Yacto HEoOXOIuMO BeleHUe
nanueHTa Ha Oojiee HM3KUX J03aX AHTUKOHBYJIHCAHTOB B CBS3U C IUIOXOW MEPEHOCHMOCTBHIO
CTaHJAapPTHBIX /103 IPOTUBOCYAOPOKHBIX IPErapaToB.

Hepenxo dQopmupyercst cooOmiaromasicst ruaponedanus, CcrnacTHYeCKue mapa- |
TeTpanapesbl.

[Ipu3naku rugpornedanuu 3a4acTyro MOSBISIOTCS MENJICHHO M HE3aMETHO, M MOTYT
3aKJII0YaThCs B U3BMEHEHUU NIOBE/ICHUS, TOSBIEHUH I'OJIOBHOU 00JM, HAPYLICHUH 3PEHUS.

Onucanbl TakXe ciay4yau CJIABJICHHS CIIMHHOTO MO3ra, BBI3BAHHOIO YTOJIIEHUEM €ro
000JI04€K WM HeCTAaOMIILHOCTBIO aTIaHTOAKCHAIILHOTO cycTaBa. KpannoBepreOpaabHBIN CTEHO3
pa3BuBaercs y manuentoB ¢ MIIC |l BcienctBue rumoriazuu 3y0OBHIHOTO OTpocTka (2
MO3BOHKA, AaTJAHTOAKCHUAJIbHON HecTaObuibHOCTH, oTiokeHne ['Al’ B TBepaoil MO3roBOit
000JI0UKEe W 3aJHEN MPOJIOJIbHOM CBA3KE, YTO B JalbHEHIIEM HPUBOIUT K KOMIIPECCHOHHOMN
MHUEJNONAaTUM Ha JTOM YPOBHE, M KaK CIEICTBUE, Pa3BUTHUIO OymbOapHBIX HapYIIEHUH,
LHEHTPAIbHOW JbIXaTeNbHOM HEAOCTaTOYHOCTU. CHUMNTOMBI MOTYT BKJIIOYaTh HapyIIEHUE
MOXOJKH, MBIIMIEUYHYIO CJIa00CTh, HEYKIIOKECTh IPU COXPAHHBIX MOTOPHBIX HAaBBIKAX |
TUC(HYHKIIMIO MOYEBOTO TTY3BIPSI.

KapnaﬂbelzZ MOHHEbHbLI CMH@pOM — OTO 4YacTasd HCﬁpOHaTHH CAAaBJICHUSA Y TAIUCHTOB B



Bo3pacte oT 3 10 10 sner. B HawanbHOU cTaguu 3a001€BaHUs BOSHUKAIOT OHEMEHHE TIOPAKECHHOM
KHCTH, TPYAHOCTH BBITIOJIHCHHS TOHKHUX JIBMDKCHHM, CHUXEHUE UYYBCTBHUTEIHLHOCTH IaJIbIICB
KHUCTH. 3TI/I CUMIITOMBI pe;uco OTMCUYAKTCA pe6eHKOM U HC paCI_[eHI/IBaIOTCSI pOI[I/ITCJBIMI/I KakK
IIaTOJIOTHUYCCKUC. HO3)KC ITOSABJIAKOTCSA HapeCTe3I/II/I, LIyBCTBO IIOKAJIbIBAHHWS B KOHYHMKAX I1AJIBIICB
KHCTH M CO BPEMEHEM IPOIIECC MOXKET PAaCIpPOCTPAHATLCSA HA Mpearuieube U rmiedo. [lanueHTsl
4acTO HE COOOMIAI0T 0 OOJIEBBIX OLTYIICHUSX, ITOKA HE TPOUCXOIUT MOTEPS (PYHKITUH.

HaDVH_IeHI/IH TJIOTAHUA: KOHTPAKTYPhl B BUCOUHO-HUIKHCYCIIOCTHBIX CyCTaBaxX MPUBOIAT

K CHM)KEHHUIO IOJIBUKHOCTU HMKHEH UYENIOCTH, YTO OIPAaHUYMBAET CIIOCOOHOCTH OTKPBIBATh POT
U ckeBaTh. HapylleHus IJOoTaHUS OTMEYaroTCsl MPH CPEIHETSDKEIOM M TSKEIOM TEYEeHUU
3a00J1€BaHUs M CBA3aHbl ¢ (YHKIMOHUPOBAHUEM CTBOJIOBBIX OTJEJIOB I'OJOBHOro Mosra. Ilpu
HapylIeHUH HX paboThl HaONIONAIOTCA MPU3HAKM IICeBA0OYNbOapHOro win OyabO0apHOro
napanuuyed. CuMOTOMBI  JAEO0IOTUPYIOT €  pPEOKUX IONEpXMBAaHMM TBEpAOW  MHMILEH,
TUIIEpPCATMBALMY, PA3BUBAIOTCS IOCTENIEHHO M, B KOHEYHOM HUTOre, HPUBOAAT K IpyOomy
HapyWeHUI0 (YHKIMU TJIOTaHUSA WU IMOJHOMY €€ HCYe3HOBeHMI0. OTCyTCTBHE MpPaBUIBHOMN
pEeryJsiuK aKTa TJIOTaHUS MPUBOJUT K 3a0pOCy THINHM, CIIOHBI B Tpaxe M OpOHXHAIBHOE
JIepEeBO M PA3BUTHIO BTOPHUYHOW HH(GEKIUH B BUAC PEHHUIUBUPYIOIIUX AaCIUPALUOHHBIX
OpOHXUTOB M TIHEBMOHUH. OTO YyCyryojseT JAbIXaTelabHble HapyLICHUS, SBISIOLIUECS
ciencTBUeM oTiIoKeHUs 'Al" B BepXHHUX U HIDKHUX JbIXaTEJIbHBIX MYTAX.

Ilogedenueckue Hapyuienus - TUNIEPAKTUBHOCTh, PACTOPMOXKEHHOCTb, arpecCUBHOCTh U
YIPSMCTBO, KaK MPaBUIIO, UMEIOT MECTO Y B3POCIBIX MAalMEHTOB CO CPETHETSHKETION U TAXKEION
dopmamu MIIC. TIpoGiemsbl ¢ MOBeIEHWEM 3HAUUTEIHLHO BIIUSIOT HA TMOBCEIHEBHYIO >KU3Hb
NalUeHTa M €ro COUUaJbHYK ajantanuioo. [losBissice Ha BTOPOM TOAYy JKU3HU, OHH
IpojoJDKaOTCS BIUIOTH 10 8 - 12 jer. Perpecc KOTHUTMBHBIX (DYHKIMH Hapsay C TsDKETOH
noTrepeil ciyxa, paccTpONCTBOM CHAa, OCOOEHHO OOYCIOBIEHHBIM OOCTPYKTHBHBIM aIHO?,
OKa3bIBAIOT CYILIECTBEHHOE BJIMSHHE Ha NOBeJIeHUE pebeHKa U Moisoaoro B3pocioro. [lo mepe
HApacTaHUsl KOTHUTUBHOIO Je(pUIMTA K TUIEPAKTUBHOCTU U arpeCCUBHOCTU NPHCOEAUHSIOTCS
ayTUCTUYECKHE YEpThl, OTMEYAETCS IIOCTEIIEHHAs IIOTEPs HAaBBIKOB JKCIIPECCUBHOW U
UMIPECCUBHOM  peud. MeaukaMeHTo3Has  Tepamus, HampaBi€HHas Ha  KOHTPOJIb
pa3pylmIUTETILHOTO  TIOBEACHHS, dYacTo  ObiBaeT  HedddexTtuBHOW. B mampHeimem
IIPOrPECCUPOBAHNE HEHPOAETEHEPATUBHBIX U3MEHEHUM NMPUBOAUT K JEMEHIMH, IBUraTEIbHBIM
HapyLIEHUSM, YTO HUBEJIUPYET OCOOCHHOCTH TOBECHUS.

Cepoeuno-cocyoucmasn cucmema: Beneactsue ornoxenuss 'Al' ¢ panHero Bospacta

KJIamaHbl Ccep/lla YTOJIIAIOTCS, BO3HUKAeT perypruranus, aubo creHo3. B psne ciydaes



BO3MOXXHO (opMHUpOBaHUE THUNEPTPO(OUN MBIIIEYHOM TKAaHU CepAlla, YMEHbBIICHHE €€
3JaCTUYHOCTH, HAPYLIEHUE TPOBOJIUMOCTH, IOPAKEHUE KOPOHAPHBIX apTEPHil.

Yamie BcTpeyaeTcsi MATOJIOTHSl KIIANAHOB cep/ua (HeJO0CTaTOYHOCTh W/WIIM CTEHO3
MUTPAJIBHOTO, AOPTAIBHOIO, TPUKYCHUIAIBHOTO M JIETOYHOTO KiamaHoB). Mwmeer wmecto
MOPAKEHUE KOPOHAPHBIX COCY0B. MarucrpanbHbie cocyasl y nanueHToB ¢ MIIC Moryt umers
YTOJILEHHBIE CTEHKHU, HO IMPHU 3TOM OBbITh CY)KCHHBIMU WM IUJIATUPOBAaHHBIMH. B cBsi3u c
CY)KEHHEM apTepui, y TaKUX MAIMEHTOB MOSBISIOTCS KJIMHUYECKU BBIPAXKEHHAs apTepUaibHas
runepTeH3us. Bcerpedaercss pacumiupeHue BOCXOASIIEM 4YacTH aopThl, M 3HAYUTEIHHOE
YMEHbILIEHUE BJAaCTUYHOCTU CTEHOK aopThl. [lpum kapauomuonatuu (MHGUILTPATUBHON)
BBISBJISIETCS TUIEPTpodrs MUOKapJa WM Juiatanus Kamep cepaua. [lanueHTsl MOryT uMeTh
HapylleHWe pUTMa U MPOBOJAUMOCTHU cepAma. Teuenue cepaeunoit Henocrtarounoctu (CH) mpu
MIIC umeet nporpeccupyromui xapakrep. TpyTHOCTH TUArHOCTUKHU 3TOTO COCTOSIHUSI CBSI3aHBI
C Hecneuu(PUYHOCTHIO KIMHUYECKOW CHUMOTOMATHKH, OTCYTCTBHEM KalloO, XapaKTepHBIX

IMPU3HAKOB HAPYUICHUA KpOBOO6paH_IeHI/I$[ Ha paHHUX JTallax €€ pa3BUTHA.

Kenyoouno-kuwieunas cucmema: BCIEACTBUE OIPAaHUYEHUS] 0O0ObEMa JBMKEHUS HUKHEH
YEIIOCTH W 3aTPYAHCHHS Pa3KCBBIBAHUS MHUIIH, THICPTPOPUU MHUHIAIHH, MaKPOTJIOCCUHU
Pa3BUBAIOTCS HApYIICHUE aKTa TJIOTAHUS M CIIOHOTEYCHHE. BO3MOXKHA JUapesi, CBsI3aHHAs C
HakoruieHneM ['Al’ B HepBHBIX KIIETKax HHIIEBapUTeNbHOr0 TpakTa. C BO3pacToM dYacto
pazBuBatoTcs 3amopbl. C paHHUX JIET OTMEYAeTCsl TeNnaroCIUIeHOMeraaus. XapaKTepHbI

NyHoYHas U naxosas rpeoku [1,5].

2. I[I/IaI‘HOCTI/IKa, MEIUIHNHCKHE NMTOKaA3aHUA ! IIPOTUBOINOKA3AHUA K

NMPUMEHEHNI0 METOA0B TUATHOCTHKU

Huaenoz  MIIC  mun |l ycmanasnusaemcsi Ha  OCHOBAHUU — COBOKYNHOCHU
{AHAMHeCMUYecKux  OAHHbIX,  KIUHUYECKUX  OAHHBIX,  Pe3yabmamos  1aO0pamopHoco
uccne008anus (OUOXUMULECKO20 U MOJIEKYIAPHO-2EeHEMUYeCK020 aHaAIU3a).
Juggepenyuanvnans ouacnocmuxa npoeooumcsi ¢ Opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, NO3OHUMU DOPMAMU 2AH2IUOZUO0308, MYKOIUNUOO30M, HEUHPEKYUOHHBIMU
noauapmpumamu, snuguzaprvimu oucniasusmu [1,2,3, 14,16].
Ocnoguvimu omauyumenvuoimu vepmamu MIIC II muna sensiomcs: npo3pauHas po2osuya,

Hanuyue U3MeHeHUl KOJCHO20 NOKPOsa no muny «mopckot 2anvkuy [7, 8].

2.1 7)Ka100L1 1 aHAMHE3

Ilpu cobope anamueza u Hcanob pekoOMeHOO0BAHO 0Opamums SHUMAHUE HA Cledyrujue

AHCANOOBL U AHAMHEeCUYecKUue COObIMUsL:



OMAOUJeHHBIN CeMelHbIll aAHAMHE3 (CXOOHble CUMNMOMbL Y POOHbIX Opamves u
POOCMBEHHUKO8 NO MAMEPUHCKOU TUHULL);

HU3KUU pocm,

ocpybneHue uepm auya,

yacmole pecnupamopHvle 3a001e6aHUsL;

3A0epACKA NCUXOMOMOPHO20 PA38UMUs (MOJILKO 0/ MAdicenou hopmbl 601e3HU)
3a0epacKa/pecpecc NCUXULECKo20 pazeumusi (Moavko 015 madiceaou hopmvi 601e3HU)
CHUDICEHUe CTLyXa,

CHUDICEHUe 3PEeHUsL,

MHOJICECMBEHHbLI 0Uu30cmo3 (Oepopmayuu uepena, 2pyoHol KiemKuU, NO360HOYHUKA,
KOHeyHocmel),

HapyuieHue 0CanKu - Kugho3, cKoauo3;

peyuousupyrouue epuloicu (dauje 08yCmoporHuUe);

VXyOuteHue nepeHoCUMOCMU PU3UYECKUX HASPY3OK;

cnabocms 6 KOHEYHOCHISX,

MY20N008UNCHOCMb 8 CYCABAX,

MPYOHOCMU NOObEMA U3 NOJIOHCEHUS CUOSL U IEXHCA;

U3MeHeHue NoXOOKU,

He0BKOCHb MEIKOU MOMOPUKU,

HapyuieHue KOHMpoJs 34 YYHKYUAMU MaA308blX OP2AHO8,

anHo?d 60 CHe.

JKanobwr u anamnes maxorce onucanwl epaa()eﬂe (KIUHUYeCKasa KapmuHa».

2.2 du3ukajJnbHOoe 00CJIe10BaAHNE

Hpu ocmompe Heobx00UMo 06pamumb G6HUMAHUE HA OCHOBHbLE KIUHUYECKUE NPOABIEHUA

MIIC In:

2pyovle uepmul 1uYda,

HU3KOPOCIOCMb,

Tlogedenueckue Hapyuwenus (015 msxcenou gopmul Ooae3HU)
My20n008UNCHOCHb CYCMABOE,;

HOMYMHEHUE PO2OSUYbL;

eenamome2anus;

CHJIeHOMe2Aalusl,
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—  NAX080-MOUIOHOUHbBIE U NYNOUHbIE 2PbIHCU (08YCMOPOHHUE).
— Ilymul 6 cepoye
I1o0pobHo Oanmvie QusukarbHO20 00CNe008aHUA ONUCAHbI 6 pazoeine «KIUHUYecKas

KapmuHay.

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCAe10BAHUS

Ocnoguvie abopamophuvie memoosvl noomeepaicoenuss ouazroza MIICI exnouaiom
onpedenenue AKMUBHOCMU  (epmMeHma  UOypoHam-2-cyibghamasvl, KOAUYECMBEHHbIUL U
kauecmeennwlll ananuz I'AI’ mouu u monexynapno-eenemuueckue ucciedoganus eeqa 1DS.

. PexoMenyercst BceM MalMeHTaM ONpEAETICHUE YPOBHS TNIMKO3aMUHOTJIMKAHOB MOYHU
(KoMILIEKC HCCIEeOBAaHUN JUId JIMAarHOCTUKUA MyKomojiucaxapunoza tun II) ¢ mensio
MOATBEpXKJIeHUsl [uarno3za u ycraHosnenus: tuna MIIC u konuuectBeHHOe ompenenenue Al
Ha (poHe Tepanuu Kaxasie 6 mecsues [12,14,16].

YpoBeHb yoeauTeIbHOCTH 10Ka3aTeJIbCTB B (YpOBeHb 10CTOBEPHOCTH peKOMeHIaum — 3).
KommenTapmii: [lpu xonuuecmeennom aunanuze 8visagnsaiom nogvluienue konyenmpayuu Al ¢
Moyotl, npu nposedenuu nekmpoghopesa I'Al- nosviuennyro sxckpeyuio depmamancyivghama u
eenapaucyibgpama ¢ mowou. dmu usmenenus Haomooaiomes marodice npu MIIC I, VII munos.
Yposenwv I'Al sisnsemcs ozpacm-3asucumovim napamempom. Takace npu aeexou popme MIIC 11
koHyenmpayus I'AI" ¢ moue modicem 6bimb MUUb HESHAYUMETLHO NOBLIULEHA.

o Pexomenayercsi BceM mnanueHTaM Ui [OATBEP)KJIEHUS JHar€Hosa  OIpeneeHHe
AKTUBHOCTH WAYypoHaT-2-Cynb(dara3bl B NSATHaX KPOBH, BBICYIIEHHBIX Ha (UIBTPOBAIBLHOM
oymare (¢unptp Ne903), mmasmMe KpoBH (KOMILJIEKC MCCIEAOBAHUNA IS JUATHOCTHKHU
mykomnonucaxapuno3a tu I1) [12,14,16].

YpoBeHb YoeIUTEILHOCTH 10KA3aTeJILCTB B (YpOBeHb 10CTOBEPHOCTH peKOMEHIANH — 2).
KommenTapmii: V nayuenmos ¢ cunopomom Xanmepa nabarooaemcs CHUdMCEHUe aKmueHOCmU
uoyponam-2-cynioghama3zvl 8 Kyiemype uopobracmos, niazme Kpogu, 1ub0 8 NAMHAX KPO8U,
BbICYUIEHHbIX Ha uibmposanvHou oOymace. Heobxooumo uzmepenue axmusHocmu Opyeux
cynvamas 07151 UCKTIOYUEHUS MHOHNCECMBEHHOU CYbPamasHot He0oCMamo4HOCMU.

. Pexomenayercsi Bcem manmeHTaM co CHIDKEHHOW aKTHBHOCTBIO (DepMEHTa MPOBEACHUE
MOJIEKYJISIPHO-TEHETHYECKOTO MCCIIC0OBaHUs: BBIsIBICHHE MyTanuii B reHe IDS, xomupyromem
UuAypoHaT-2-cynb(harady ¢ Melbi0 MOATBEPKICHHS TUArHo3a Ha MOJEKYISpPHO-TeHETHYECKOM
yposue [1,12,14,16,17].

YpoBeHb YoeIUTEILHOCTH 10KA3aTeJILCTB B (YpOBeHb 10CTOBEPHOCTH peKOMEHAANHH — 2).
KommenTapmii: Buisisnenue cemetinot mymayuu eena IDS denaem 603modicHbim 0b6ciedosanue

POOCmBeHHUKO8 npobanoa, evisagienue cemepozucomuvlx Hocumenvuuy MIIC I, a makoce
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npogedeHue NPeHamaibHou U NPeUMnIaHmayuoHHou ouaznocmukuy. bonvuwuncmeo mymayui y
nayuenmos ¢ MIIC Il moeym O6vimb 6bisiGIeHbl ¢ NOMOWbIO cekeenuposanus no Caneepy 8cex
9K30HO08 U NPUNE2AIOWUX K HUM YUACTNKO8 UHMPOHOG 2eHd, HO 8 HeDONbUIOM NPOYeHme Ciyiaes
MYymMayuio ¢ npumeHenuem cCmanoapmHuix Memooos oonapyscums He yoaemcs. [lpumepno 20%
6cex Mymayuil COCmaensalom KpynHble NepecmpouKuU 2eHd, Ymo Modcem nompebosams
npuUMeHeHUs. OONOIHUMENbHBIX, O0Jlee CIONHCHBIX MONEKYIAPHO-2eHeMU4eCKUx mecmos.

B coomsemcmeuu ¢ Ilpuxazom Munzopaséa Poccuu om 13 oxmsabops 2017 2 Ne 804n «O6
VMBEpHCOeHUY HOMEHKAAMYPbl MEOUYUHCKUX YCIy2» Hazeanue ycayau: Komniexc uccnedosanuti
0151 OuasHocmuxu mykonoaucaxapuoosza mun |1.

. Pexomennyercss Bcem nanuentam ¢ MIIC Il nmpoBeneHne OMOXMMHYECKOTO aHaIM3a
KpPOBH JUIsl onpejeseHns (QyHKIIMOHATBHOTO COCTOSHUSL TIEUEHHU, KOTOpas SBISETCS OJHUM M3
opranoB-mumieneidi npu  MIIC  (ompegenstor  ananuHamuHoTpancdepazy  (AJIT),
acmmapraramuHoTpancdepazy (ACT), oOmumii u mnpsimoit OwnmpyOmH, XonectepuH (B T.4.,
HccnenoBanne ypoBHS —XOJECTEPUHA JIMIONPOTEHHOB BBICOKOW IUIOTHOCTH B KPOBH,
HccnenoBanue ypoBHS XOJIECTEpHUHA JIMIONPOTEUHOB HU3KOM IUIoTHOCTH, MccnenoBanue
YPOBHS JIUTIOIPOTEHHOB B KPOBH ), TPUIIIHIIEpHUIbI) [2, 14,16].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCTB C (YPOBEHD JOCTOBEPHOCTH PEeKOMEHAAHH — 5).
° Pexomennyercst Bcem manuentam ¢ MIIC |l mpoBeaenue oOmiero (KIMHUYECKOTO)
aHan3a KpoBu (OOmmi (KIMHUYECKUH) aHalIM3 KpoBU pa3BepHyThii) (1 pa3 B 3 mec) mis
OIICHKH OCHOBHBIX MapaMeTPOB KPOBETBOPCHHS W BBISBICHHS BO3MOXKHBIX WH()EKIIHOHHBIX
npotieccos [2, 14,16].

YpoBenb  yOeputenbHOCTH  a0KaszareJbeTB C  (YpOBeHb  JOCTOBEPHOCTH
pexkoMeHaanum — 5).

KommeHnTapuu: 6 csiasu ¢ 6blcoOKUM puckom paseumusi UHMepKypPEeHmHbIX UH@eKyutl,
acnupayuouHol nHeemonuu y nayuenmos c¢ MIIC pexomendyemcs nposedenue OaHHO20
uccnedosanus He pesice 4 paz 6 200
o Pexomennyercsi Bcem manuentam ¢ MIIC Il mpoBenenne obiiero anaman3a MOYd JUIs
OILIGHKH COCTOSIHUSI MOYEBBIBOJISIINX MyTEH M MOYEK He peke 2 pa3 B rof [2, 14,16].

YpoBenb yoeauTeabHOCTH 10Ka3aTebeTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEH AU — 5).
KomMeHTapuu: 6 cei3u ¢ 6blcOKUM PUCKOM pA36UMUsS UHMEPKYPPEHMHbIX UH@EeKYull y

nayuenmos ¢ MIIC pexomendyemcs npogedeHue 0aHHO20 UCCIe008AHUS He pedice 2 pa3 6 200

2.4 HNHCTpYMEHTAJIbHbIE THATHOCTHYECKHE UCCICI0BAHUS

. Pexomennyercs Bcem nanuentam ¢ MIIC Il pexomenayercs nposenenue Y3U opranos

OpromHoi  monoctd  (YIBTpa3ByKOBOE  HWCCIEIOBAaHHE OPraHoOB  OPIONIHOW  IMOJIOCTH

12



(koMILIeKCHOE), YIbTPa3ByKOBOE HCCIEAOBaHUE I€YEHH, YIIbTPa3BYKOBOE HCCIIEOBAHHE
CEJIE3CHKH) C LENbI0 BBIABICHUS YBEIMUYCHUI pa3MepoB MEUYECHH U CEJIe3eHKHU (He pexke 2 pa3 B
12 mecsies)[2, 14,16].
YpoBeHDb YoenUTEeILHOCTH 10KA3aTeJILCTB B (YpoBeHb 10CTOBEPHOCTH peKoMeHAanuH — 3).
KomMeHnTapuu: sviasiaomes ymepennasn cenamome2anus uny cenamocnieHomezanus. Ha ¢pone
mepanuuy pasmepuvl NeweHu U cele3eHKU YMeHbULAOMCs.
o Pexomenayercst mpoBeleHHE PEHTTeHOrpaguu IMIEHHOTo, TPYIHOTO M IMOSCHUYHOTO
OTJIeNa MO3BOHOYHUKA, Ta300€IPEHHOI0 CyCTaBa, a TakKe PEHTreHorpaduu BEpXHUX U HUKHUX
KOHEYHOCTEH C IIEJIbI0 BBISBJIICHUS MHOXKECTBEHHOTO n3ocTo3a [2, 14,16,21].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCTB C (YPOBEHD JOCTOBEPHOCTH PeKOMEHAaHH — 5).
KommenTapuu:  gwiagnsgiomes  MHOdCeCmeeHHble  OU30Cmo3bl  cragoyeghanus,
eunonnazus 3y606euonozo ompocmka C2-no3eouKa, 00pcomomMbapmsili Kugo3 6 pe3ynvmame
NIAMUCNOHOUNUY, NOSACHUYHBIL 2unepiop0o3. Onpedensiomcs wupokue peopa, KOpoOmKue
U30cHymble KIOUUYbl, SUNONIA3USA 20JI060K NIEYe8blX Kocmel U 8apycHas O0epopmayust
njeyegulx Kocmel 6 NPOKCUMANbHBIX 0moenax, OucmaibHvle nugusbl Kocmeli npeoniedvs
cKouleHbl Opye K Opyey. 3adepxcka ¢hopmuposanus adep oxocmeneHus. Ilacmuvle xocmu
Kucmetl YKOPOUEHbl U CYHCEHbl — «3A0CMPEHbL» 8 NPOKCUMATbHBIX 0MOeNax, « CKOUEHHOCHb»
BEPMIYHCHBIX BNAOUH, O0ePOPMUPOBAHHbIE, VNIOUWeHHble 20N06KU 0eOpeHHbIX Kocmell U
8anveycHas deghopmayus uieek beopeHHbIX KOCmel.
. Pexomennyercst Bcem maumentam ¢ MIIC |l mpoBenenue anekrponelipomuorpapuu
(OHMI') (Onexrponeiipomuorpadus CTUMYJISALMOHHAS OJHOIO HEpBa, JIEKTPOMHOTpadus
CTUMYJISILLMOHHAS CPEIUHHOIO HEpBa), YTO MO3BOJSET OLEHUTHh (YHKIMOHAIBHOE COCTOSHUE
MBIIICYHBIX TKAHEH, HEPBOB U HEPBHO- MBILICYHOI nepeaayn (He pexe 1 pasza B 12 mecsiues) [2,
14,16].
YpoBeHb yoequTeabHOCTH 10Ka3aTeILCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIAHH — 5).
Kommenrapum: cmumynayuonnas IHMI noszeonsem onpederums coagienue cpeouHHO20
Hepsa oadice 00 NOABNEHUS CUMNINOMO8 U OOJIHCHA NPOBOOUMbBCS, HAYUHAs ¢ o3pacma 4-5 nem
eaHce200HO.
. PexomengoBano mnamuvertam ¢ MIIC  koHcynbramuss OTOPUHOJAPUHTHIOTA U
NPOBEJICHUE JHJIOCKOMUI HOCOTJIOTKH M ropTaHd (DHIOCKOMUYECKas 3HIOHA3abHAS PEBU3HSI
MOJIOCTH HOCa, HOCOTJIOTKH, SnudapuHT0JIAPUHT OCKOHS, OnuapruHroCKONus
BUJICORHIOCKONMUEeCcKas) (He pexe 2 pa3 B 12 mecsnes) [1, 2, 5].

YpoBeHb yoeauTebHOCTH 10Ka3aTebeTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHIAUU — 5).
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Kommenmapuu: y nayuenmos ¢ panHe2o 803pacma Ommedaromcs cunepmpogus aoeHouoos u
MUHOANUH.

o PexomMeHI0BAHO KOHCYJIbTallUsl CypAOJIOra-OTOPUHOJIAPUHIOJIONa U MPOBEACHUE
aynuometpuu (TonanbHas aynuomerpusi, PeueBas ayaunomerpus, UrpoBasi aymuomMeTpusi) BceM
nanrentam ¢ MIIC | ¢ nenbto BoisBIeHHS Tyroyxoctd. [Ipu momo3peHnn Ha CHMXKEHHE Cilyxa
HEOOXOAMMO  TpOBEACHHE  OToakycThuuecko  smuccuu  (MccrnemoBanue — BbI3BAHHOM
OTOAKyCTHUECKOM amuccuu, MccnenoBaHne O0TOAKyCTUYECKOW SMUCCHUU HAa 4YacTOTE MPOIYKTa
HCKakeHHs ) (IMMPU OTCYTCTBUH SKCCYJTATUBHOTO oTUTA (HE pexe 1 pasza B 12 mecsues)[1, 2, 5].
YpoBeHb yoenuTeabHOCTH 10Ka3aTebCcTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEH AU —b).
KommeHnTapumn: mycoyxocms pasHoti cmeneHu GblpadCeHHOCmu XapakmepHa Oas OaHHO20
3a6onesanus. OHa modicem ObIMb KOHOYKMUBHOU UNIU HEUPOCEHCOPHOU Ul HOCUMb CMeUaHHbI
xapaxkmep. Panuee evlasnenue myeoyxocmu no3eosem  YIyu4ulums KA4ecmeo  HCUHU
nayueHmos, obecneuums UM ayyuee ooujerue u ooyyetue.

° PexoMeHI0BaHO TPOBEACHUE HCCIEAOBaHUS (GYHKIMH BHemHero aeixanus (DPBJI)
MeTogoM crnupoMerpun BceM namueHtam ¢ MIIC I, cnocoOHbIM BBINONIHUTE TpeOyeMblil
JBIXATCIIbHBIA MaHEBp I OIEHKA J(P(EKTUBHOCTH IPOBOJUMON TEpanuu, KOHTPOJS 3a
COCTOSTHUEM OpPOHXOJIErOYHON CHUCTEMBI Ui OLEHKH 3()()EKTHBHOCTH MPOBOJUMON Teparuu,
KOHTPOJIS 38 COCTOSIHHEM OPOHXO0-JIErO4HOM cucTeMbl (He peke 1 pasza B 12 mecsies)[2, 14,16].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB C (YPOBEHD JOCTOBEPHOCTH PEKOMEHAAHH — 5).
KommenTapuu: ¢ coomsemcemesuu ¢ Ilpukazom Munzopaea Poccuu 13 okmsaopsa 2017 e Ne 804u
om «O6  ymeepycOeHUU  HOMEHKIAMYpPbl — MEOUYUHCKUX — VCIYe». Hccneoosanue
HeCnpoBOYUPOBAHHBIX — ObIXAMENbHLIX  00beM08 U nomokos, Droymempus  OvbIXaHus,
Hccneoosanue ovixamenbHblx 06beM08 ¢ NpUMeHeHueM 1eKapCmeeHHbIX NPEenapamos.

o PexomengoBano nmpoBeneHue peHTreHorpaduu jgerkux Bcem nanuentam ¢ MIIC |l mpu
HAJIMYUH ayCKYJIbTaTHBHBIMX M3MEHCHUH B JICTKUX M IS BBISIBIICHHS 0OCcTpyKimu [2, 14,16].
YpoBeHb yoenuTebHOCTH 10Ka3aTebeTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEH AU — 5).
o PexomenoBano nposeenue saekTposniedanorpadpuu (331 Bcem manmertam ¢ MIIC
Il a5 cBOEBpeMEHHOM AMAarHOCTHKY dnwiencun(He pexe 1 pas B 12 mecsues) [2, 14,16].
YpoBeHb yoenuteasHoCTH 10Ka3aTeabCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHAAUH — 5).
. PexomennioBano mnposeaeHue D3I ¢ BuneomoHutopuHrom namuentam ¢ MIIC I, y
KOTOPBIX OBUIH SMUJICITUYECKUE TIPUCTYTIBI B aHamHe3e [2, 14,16].

YpoBenb yoeauTeabHOCTH 10Ka3aTebeTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEH AU — 5).
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o PexomMeHn10BaHO MPOBeIeHNE TTOTUCOMHOTpadUU/KapAHOPECTTHPATOPHOTO MOHUTOPUHTA
BceM narrientam ¢ MIIC Il ¢ oGcTpyKkTHBHBIM anHO? cHa (He pexe 1 pasza B 12 mecsieB) [2,3,
14,16].

YpoBeHb yoeauTeabHOCTH 10Ka3aTebeTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEH AN — 5).
KoMMeHTapuu: 15 TUarHOCTUKU U OLIEHKH CTENCHH OOCTPYKTHBHOIO allHOY CHA MPOBOIUTCS
MOJIMCOMHOTpadUs/KapIMOPECTUPATOPHBIT MOHUTOPUHT, KOTOpas TIO3BOJISET OMPEACIUTh
XapakTep JbIXaTeIbHBIX HAPYIICHUH (MCKIFOYUTH IICHTPAJIBHBIA T€HE3, CBA3b C rHrepTpodueit
QJICHOMJIOB, CEPJICUYHON HEIOCTATOYHOCTHIO WJIM KOMIUIEKC MPUYHH), MMAaTOJOTHIO CEepACYHO-
COCYAMCTOM CUCTEMBI.

B coomsemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabps 2017 2 Ne 804u om «O6
VMBEPHCOeHUU HOMEHKAAMYPbl MEOUYUHCKUX YCayey Hem yeayeu «llonucomnozpaghusy, 6 cesasu
C ueM  B03MOJCHO UCNONb308AHUE Habopa  ycuye: Dnexmposnyegpanoepagus ¢
sudeomonumopunzom, Cymournoe MOHUMOPUPOBAHUE apmMepuaIbHo20 oasienus, Pecucmpayus
INEKMPOKAPOUOSPAMMDbI, Monumopuposanue INEKMPOKaAPOUOPaAPUUECKUX OQHHbIX,
Xonmepoeckoe — mounumopuposanue cepoeunoco pumma, Pacwugpoeka, onucanue u
uHmepnpemayus 21eKmpoKapouocpaguyeckux 0aHHvlx, INeKmpomMuocpagus HaKo#cHas (00Ha
anamomuyeckas 30Ha), Idnekmpookyroepagus, OnpedeneHue NAPYUAILHO2O  OABIEHUS

KUCI0POOA 8 MACKUX MKAHAX (OKCUMempus)).

. PexomennoBano nposenenue OKI', Oxo-KI', xonrepoBckoro monutopupoBanust OKI' u
CYTOYHOTO MOHUTOPUPOBAHMS apTepuaibHOro namieHus Bcem mnanueHTam ¢ MIIC |l nmns
olieHKH coctosiaust cepana (1-2 pasza B 12 mecsue) [2,3, 14,16].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCTB C (YPOBEHD JOCTOBEPHOCTH PeKOMEHAAHH — 5).
KommenTapuu: pecynsapnoe nposedenue IKI, Oxo-KI, xonmeposckoeo monumopuposanus
OKI', cymoyHo20 MOHUMOPUPOBAHUS APMEPUATLHO20 O0AdGNeHUs HeoOX00UMO NAYUeHmAaAM C
O0anHOoU namoozuell, mak KaKk ¢ paHHe20 803pacma y HUX Ommeyaomcs cepoeyHo-cocyoucmole
HapyueHusl.

B coomsemcmeuu ¢ Ilpukazom Munzopasea Poccuu 13 okmsabpsa 2017 e Ne 804n om «O6
YmMBepIHCcOeHUuU  HOMeHKAamypbvl — meouyunckux — ycayey: Cymounoe — MoHumopuposanue
apmepuanvHozco  oaenenus, Pecucmpayus  snexmpoxapouozpammel, Monumopuposanue
aneKmpoxapouocpaguieckux 0anHvix, Xonmeposckoe MOHUMOPUPOBAHUE CEPOedHO20 pUmmda,
Pacwugposxa, onucanue u unmepnpemayus 31eKmpoxkapouocpapuieckux OaHHbIXx,

. PexomennoBano Bcem nanuentam ¢ MIIC |l npoBenenue komneioTepHoi ToMorpaduu

W/WIM MarHuTHo-pe3oHaHcHOM Tomorpaduu (MPT) ronoBHoro mosra u HIEHHOro OTAENa
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MO3BOHOYHHUKA C IICJIBIO BBISBIICHUS KOMIIPECCHH CITMHHOIO Mo3ra M ruaporedanmuu [2, 3, 14,
16, 22].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTeabCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHAAHH — 5).
Kommentapumn: Hecmabunbhocms amianmoaxkcuaibHo20 coueHeHUst Modtcem Obimb Gbls61eHd
npu penmeeHocpaduu welHo2o omoend N0360HOYHUKA C (DYHKYUOHATbHBIMU NPOOAMU, OOHAKO
0Jis1 NOOMBEPIHCOEHUSI KOMUPECCUU CRUHHO20 MO32d 8clledcmeaue YmoaueHus e2o 000104yeK u
Gopmupyrowuxcsa anomanuii n036oHko8 mpedyemcs nposedenue MPT u/ unu KT.

B coomeemcmeuu c Ipukazom Munzopasa Poccuu 13 okmsabps 2017 2 Ne 804u om «O6
ymeepoicoeHuu  Homenkaamypol  meouyurnckux yceayey. KT (MPT) weiinoco omoena
no3eoHounuxa: MaenumHo-pe3onancuas momoepagua weu, CnuparvHas KOMNbIOMEPHAs.
momoepagus ueu.

o PexomennoBano mnanuentam ¢ MIIC |l koncynpTamus Bpaua odTanmbpMoniora u
NPOBEICHUE HCCIICAOBAHUS TEPETHET0 CErMEHTa TJla3a METOJOM OOKOBOTO OCBEIICHUS,
U3MepeHue BHyTpUriazHoro jnasiaeHUs (OPTarbMOTOHOMETPUS) U OLEHKA COCTOSHUS TJIa3HOTO
nHa (Odranbmockonusi, OcMoTp nepudepun TIa3HOTO HA C UCIONIb30BAHUEM TPEX3epPKATbHON
nuH3bl ['onbamana, buomukpodororpadus riiasHOro JHa ¢ UCIOIb30BaHUEM (PYHAYC-KaMephl) ¢

HCJIBIKO BBIABJICHHUA T'NIAYKOMbBI, U3SMCHCHUS MPO3PAYHOCTH I'Ia3HBIX CPEO U COCTOAHUA CCTHATKU

[2,3, 14,16].

YpoBeHb yoequTeabHOCTH 10Ka3aTeIbCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIAHH — 5).
Kommenrtapuu: oza nayuenmos ¢ MIIC |l nme xapakmepno  nomymmuenue pozosuyvl. YV
HEKOMOpbIX NAYUEHMOE PA36UBAEMC sl 2IAYKOMA, NUMeHmHas oucmpogus cemuyamxu. Peoko -
omeK OUCKA 3pUmeibHO20 Hepaa.

. PexomenoBano Bcem naruentam ¢ MIIC II pekoMeH0BaHO MpoBeieHre 6 MUHYTHOTO
tecta Xoab0b1 (OMTX) 2 pa3a B roa ¢ 5 neTHero Bo3pacra (He pexe 2 pa3 B 12 Mecs1eB).
YpoBeHb yoequTeabHOCTH 10Ka3aTeILCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIAHH — 5).
KommenTapuu: Tecm O6-munymroii Xxo00vOvl s611emcsi OOHUM U3 Haubolee NpPoOCmMublX U
00CMYNHBIX cNOC0608 OYEHKU BbIHOCIUBOCIU U DYHKYUOHATLHBIX B03MOICHOCHEN NAYUEHIOE C

MIIC ¢ kapouonoeuueckotl u necounou namonoeusmuil. Ipunoxcenue I'4.
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3. Jleuenne, BKJIIOYASI METUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AHETOTEePaANNIo, 00€300/IUBaAHNEe, MeAUINHCKUE IOKA3AHUS H

NMPOTHUBOINOKaA3aHUA K IPUMCHCHUIO METOA0B JICUCHHUSA
Jleuenue MIIC mun |l eéxnrouaem xax namocenemuyeckoe neyenue HazHavenue D37,
maxk u npogederue cumnmomamudeckou mepanuu. Bedenue nayuenmos ¢ MIIC mun |1
npeononazaem MyIbMUOUCYUNIUHADHBIU NOOX00 C 005A3aAMENbHbIM yuacmuem neouampos,
HeBpPO10208, OMOPUHONAPUHS0TI0208, 2eHemuUKo8, Kapouoio2oe, NYbMOHON0208,
2acmpodIHmMeEPON0208, PUUOMepPanesmos u payeli Opyeux CneyuarbHocme, UMewux onvlim 8
JleHeHUU 3MmMo20 peoKo2o 3a001e8aHUsL.

3.1 IlaToreHern4ecKkoe JeUyeHue

. PexomengoBano mnposeneHue (epMeHTHOH 3amectutenbHol Tepanuu (P3T) Bcem
narmentam ¢ MIIC Il Tuma mocsie ycTaHOBICHHS TOYHOTO JIMArHO3a C IIEbI0 3aMEICHUS
porpeccupoBaHms 3a00JIeBaHMsI, YMEHBIICHUS Pa3MEpPOB IEYEHU M CEJIE3CHKH, YIydIICHUS
GyHKIMM cepla, CHIKESHUST YpOBHS dKckpeTupyembix Al [12-15,18].

YpoBeHb yOeIUTEJIBLHOCTH 10KA3aTeJILCTB A (YPOBEHb 10CTOBEPHOCTH peKoMeHaamuu — 1).
Kommenrtapuu: /[na nposedenus @3T npu MIIC Il muna npumensrom udypcyrvgazy™* u
uoypcynvghazy bema™**.

Hoypcynvgpaza - ouuwennas pexomoOunawmuas ¢popma pepmenma udyporam-2-
cynvghamaszvl, NPOU3BOOUMAsL HA KILEMOYHOU TUHUU Yel08eKd, CNOCOOHAs obecneuums npopuis
2NUKOZUTUPOBAHUSL, AHATOSUYHDIL NPUPOOHOMY (hepMeHmy.

@D3T nossonsiem 3HAYUUMENbHO — YAYUWUMbL  COCMOAHUE NAYUEeHMO8, 000UmbCs
VMEHbUIeHUsl PA3MeEPO8 Cele3EHKU U NedeHU, Y8eluyeHus noxazameneti QYHKYuu GHeulHe2o
ovixanusi,  cuudxcenuss ypoeweu IAI’ 6 moue. Ilpenapam He npoxooum  uepes
eemamosHyepanuveckuti  bapvep  (I'DB), nosmomy He N0O36015€M  CKOPPUSUPOBANb
HespoocUYecKUue HapyUleHUs.

OO0un U3 nocieoOHUx aHanu308 MeiCcOyYHaApooHou 6azvl no cunopomy Xawmepa (HOS)
ybeoumenvbHo NPOOEeMOHCMPUPOBAT NOBbIUEHUE NPOOOIHCUMETbHOCIU U KAYeCm8d MHCUSHU
nayuenmos ¢ MIIC Il na ¢pone @3T.

@D3T nasnauaemcs NOHCUHEHHO, HENPepbieHO 6 003¢e (),5 Mme/ke 00uH pas 6 Hedeto 8 eude
BHYMPUBEHHOU UHQDY3UU NPOOOTIHCUMENLHOCIBIO 3 U ¢ MAKCUMATLHOU CKOPOCMbIO 88€0€HUsL 00
40 mn/u 6 ycnosuax cmayuouapa. Becv ob6vem npenapama meobxooumo pazeecmu 6 100 mn
pacmeopa Hampusi xaopuoa** 9 wme/mn (0,9%). Bpems 68edeHus MON*CHO NOCMENEHHO
ymeHbuums 0o 1 uaca, eciu Ha pore uH@y3ulU He PA38UBAIOMCS HEXCeNAmMeNbHbLe PEAKYULL.

HUnghyzus nposooumcs uepes nepugepuveckuti uiu yeHmpaiohslli 6eHO3HbIU OOCMYN U
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KOHMPOUPYemcs MeOUYUHCKUM NePCOHANOM.

U3-3a pucka 603HUKHOBEHUSA alllep2UdecKUx peakyuii 8 omeem Ha UHQy3u0, nayuenmam
HA3HAYAIOMCA  AGHMUSUCMAMUHHbBIE — Npenapamvl 6  COYeMmAaHuu  HCApONOHUNCATOUWUMU
HenocpeocmeenHo neped ungysuetl. Ilpu 803HUKHOBEHUN HeliCeIaAMeNbHOU PeaKyuu UHQDY3U
HYJ#CHO OCMAHOBUMb, 00 pA3PEUeHUs CUMNMOMO8 U 3amem NPOOOINCUMb UHPY3UIO CO
CKOpOCMbIO HA NOJNOBUHY MeHbUle MOoU ¢ KOmopou oHa nposoounacs. llpu pazeumuu
anaguiarmouoHol/aHaduIarmuyecKol peakyuu UH@y3uio ciedyem HemeoleHHO NPeKPamums,
Hauamv coomseemcmesyowee nedenue u Habarooenue. Cnedyem npuoeprHcUu8amvcs cOBPEMEHHbIX
cmandapmos neomaodicnou mepanuu [12,16]. cm. Hpunoscenue I'S u Ipunosrcenue I'6

Peskoe npexpawenue @31, nepepvigol 6 P31 ne dcenamenvHvl U MOSym Hpusecmu K
yxyowenuio cocmosnusi nayuenmos [20].

Tsoicenvle unu onacHvle 015 HCUSHU PeaKyuu cUnepyy8cmeumensbHOCMuU 8 CLyydsx, Ko2od
COCMOosIHUe NayueHmos He no00aemcsi KOHMPOTIO, ABIAOMCA NPOMUBONOKA3aHUEM OJis
NOBMOPHO20 NPUMeHeHUs: npenapama (OaHHble U3 UHCMPYKYUU N0 MEOUYUHCKOMY NPUMEHEHUIO
npenapama Hoypcynvpaza™*, pezc nomep JICP - 001413/08, ooobpena 07.02.2018).
Hoypcynovghazy bema™* nonyuarom u3z pekomMOUHAHMHLIX KIEMOK SUYHUKOG KUMAUCKO20
xomsuxa (CHO), 6 komopvie nepenecena naasmuoa, Kooupyrowas oenok uz 550 amunokuciom
yenogeueckol UdypoHam-2-cyib@amasvl, GKIIOUASL CUSHATbHYIO NOCIe008aMelbHOCMb U3 25
amuHoxuciom. Imom npenapam noxkaszam oaa nayuenmos cmapuie 6 nem. B 2018 200y amo
HOBOE€ leKapcmeeHHoe cpedCcmso ObLI0 3apecucmpuposano na meppumopuu P®. B nacmoswee
8peMs  cywjecmeyem — OCPAHUYEHHOe  YUCIO  NYOIuKayui,  NOCEAUEHHbIX  CPAGHEHUIO
appexmusnocmu 08yx npenapamog oaa @3T cunopoma Xanmepa u npumeHeHuro npenapama y
PA3HLIX NAYUEHTNOB.

loxazamenvnas 6aza 3¢hghexmusnocmu u 6ezonacHocmu  uoypcyavghazel bema*>
OCHOBAHA HA OAHHLIX 2X KIUHUYECKUX UCCIe008aHUll, 8 KOMOPbLIX NPUHALU ydyacmue 37
nayuenmos ¢ cunopomom Xanmepa. Imo uccneoosanue I/l ghazver NCT01301898 (31 nayuenm)
u uccreoosanue I gpazvr NCT01645189 (6 demeit mnaowe 6 nem) [10].

Ilpenapamor uoypcynvpaza™* u uoypcynvgpasa bema™** npouszeoodsmcs na pasHvix
JUHUAX Kiemok, umerom pasnvle MHH u ne sgnaiomces é3aumosamensiemvimu. Ilepexniouenue ¢
00HO020 npenapama Ha Opy2oll BO3MONACHO MOIbKO 6 CIyYae 603HUKHOBEHUS HEKOHMPOIUDYEMbIX
cepvesnbix Heaceramenvhulx senenul (HA), nosmopsowuxcs Hecmompsi HA A0eK8AMHYIO
npemeoukayuio nepeo ungysuei. Pewenue o nepesode 00NHCHO NPUHUMAMBCA MOJLKO NO

3axnouenuro epayebrHo2o koucunuyma edepanvbHozo yeHmpa.

3. 2 CuMnroMaruyeckoe JJe4eHue
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o PexoMeH10BaHO TPOBEICHUE MEAMKAMEHTO3HOW MpeMenuKaluu (aHTUTHCTAMHUHHBIMU
cpeactBamMu RO6A w/mnmu NO2B anTHnupeTukaMu) Mpu NOABICHUM MOOOYHBIX aJUIEPTUUYECKUX
peakumii npu uHy3uu. [11,12,16, 24].

YpoBenb yoeauTeabHOCTH 10Ka3aTebeTB C (YPOBEHD A10CTOBEPHOCTH PEKOMEH AN — 5).
Kommenrtapuu: V nayuenmos ¢ MIIC, nonyuarowux @31, xax u npu 6/é esedenuu 00020
0py2020 0enKo8020 Npenapama, Mo2ym pazeumuscs NnoOOuHble peakyuu (IUxopaoxda, 03HOO,
peoma, KpanueHuya, msdiceivlie peaKyutl 2UnepyyscmeumenbHOCmu ailepeudecKko20 munda),
npoucxoosuee Ui 60 8pems UH@y3uu uiu 6 medenue OHs nposedenus ungysuu. Ilpu nosenenuu
NOOOUHBIX peaKyull 80 8peMsA/nocie UHQY3uU peKoMeHOYemcs coomeemcmayloujee iederue, npu
KOMOpPOM HeoOX00UMO C1e008amb COBPEMEHHbIM CMAHOAPMAM OKA3AHUS MeOUYUHCKOLUL
noMowiu  (NpomueopeomHble Npenapamvl, AHMUSUCAMUHHbIE CPeOCmed, aHMUNUPEemuKu,
2NIIOKOKOPMUKOCIEPOUOHbLE NPEnapambl).

o Jleuenue XPOHUYECKHX 3a0oneBaHui (moBeIeHYECKUX HapYIICHUIH,
O TATILMOJIOTMYECKUX HAPYIICHHUH, OPTONEINYECKON MaTOJIOTHH, CyJOPOKHOTO cuHIpoMa, AT,
CEpJICYHON  HEAOCTATOYHOCTH, PCHHIUBUPYIOMUX  OTHUTOB, YacCTBIX  PECIUPATOPHBIX
3a0oneBanuid u aAp.) y mnamuertoB ¢ MIIC |l pekomennoBaHO NPOBOAUTH C YYETOM
JNEHCTBYIOIMX  KIMHUYECKUX PEKOMEHJIAlui, NpUHHMas BO BHHMAaHHE PE3YJIbTaThI
KOMIUIEKCHOU OILIGHKH CO CTOPOHBI BCEX OPraHOB M CHCTEM M IEPCOHATM3UPOBAHHBIC IENIH
nanuenTa [2, 12, 14,16].

YpoBeHb yoenuTebHOCTH 10Ka3aTebeTB C (YPOBEHD JIOCTOBEPHOCTH PeKOMEHIAIUH — 5).

o JleueHue MoOBEJEHUYECKUX HApPYIIEHUH MPOBOJUTCS HEBPOJIOIOM, OOBIYHO UCHOJIB3YOTCS
CellaTHBHBIE CPEJICTBA, TPAHKBHIM3ATOPHI, KOPPEKTOpHl TOBeAeHus. Buibop mpemnapara,
JIO3UPOBKA, JUIMTEIBLHOCTh Kypca ONpPENESAI0TCS MHAUMBUAYalbHO. HauMHAOT mpueM JaHHBIX
[pernapaToB MOJ TIIATEIbHBIM BpadyeOHbIM KOHTPOJEM B YCJIOBMSIX KPYIVIOCYTOUYHOTO /
JTHEBHOTO crarmonapa [2,12,14,16].

YpoBeHb yoenuteqasHOCTH J0Ka3aTebCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIAINH — 5).
o [Ipu odranbmMoIOrHYecKuX HapyLICHUSX MPOBOAMUTCA JIEUEHUE MO MOKa3aHHUsIM, Moadop
TEpalMMu OCYIIECTBISAETCS HAa OCHOBAHWM PEKOMEHJALMHM IO JIEYEHUIO COOTBETCTBYIOIUX
Ho3oJjorui [2,12, 14,16].

YpoBeHb yoeauTebHOCTH 10Ka3aTeqbeTB C (YPOBEHD JIOCTOBEPHOCTH PEKOMEH NN — D).
. Opronennueckass KOpPPEKLUs  HapyLIEHWs] OCAaHKH, KOHTPAaKTyp CYCTaBOB C
UCIIOJIb30BAHUEM HEXUPYPrHUYECKHMX METOJO0B BKJIOYAeT (DU3HONPOLEAYpPhl M JIEUYEOHYIO

(GU3KYIBTYpY, HCHOJB3YIOT OpTONenuueckue ycrtpoiicTBa. [lo mMOKa3aHUSAM OCYIIECTBIISIOT
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XUPYPIUUECKOE JICYEHUE CUHAPOMA KapNajJbHOTO KaHAJA, IPOBOJIUTCS SHAONPOTE3NPOBAHUE
Ta300eIpeHHOr0 WJIM KOJIEHHOTO CYCTaBa, KOPPUTHPYIOIIHE OCTEOTOMUHU I UCIPABICHUSI OCU
KOHeuHocTe# [2,12, 14,16].

YpoBeHb yoenuTeqbHOCTH 10Ka3aTebeTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIAINH — 5).
. [Ipn penuauMBUPYIOIIMX OTUTAX, YaCTBIX PECIHPATOPHBbIC 3a00JEBAHUSIX BEPXHUX
JIBIXaTeNbHBIX IYTeH PEKOMEHIYeTCS IMPOBEICHHE CHMIITOMATHYECKOH, aHTHOaKTepHaTbHOU
Tepamnu [2,6].

YpoBenb yoeauTebHOCTH 10Ka3aTebeTB C (YPOBEHD JI0CTOBEPHOCTH PEKOMEHIAINH — D).
. YV nauuentoB ¢ MIIC npu Hamuuuu SHUAJENTUYECKHUX MPUCTYIIOB PEKOMEHIOBAHO
UCIIOJIb30BAaHUE IPENapaToB M CXEM JICYEHHUS, HA OCHOBAaHUU PEKOMEHAAIMH IO JIEUECHUIO
snmencui [2,12,14,16].

YpoBeHb yoenuTebHOCTH 10Ka3aTesibcTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIAINH — 5).
o PekoMeHi0BaHO yyacTHe MYJNbTHIMCUUIUIMHAPDHOW KOMaHbl B BEJIEHUU CEPJACHHOMN
HenocTarouHocTH y maruentos ¢ MIIC 11 [2,12,14,16].

YpoBeHb yoenuTeJbHOCTH 10Ka3aTesIbeTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMeHIauu — 5).
. [Ipu neuenun aprepuanbHOi runepronnu y nanueHtoB ¢ MIIC Il pexomenmoBaHo
Ha3HaUYE€HHE aHTUTMIIEPTEH3UBHON T€paluy B COOTBETCTBUU C KIMHUYECKUMU PEKOMEHIALUSIMU
10 apTepuaibHON TunepTen3uun[2,12,14,16].

YpoBeHb yoenuTebHOCTH 10Ka3aTebeTB C (YPOBEHD JIOCTOBEPHOCTH PEKOMEHAauu — 5).
Kommenrapum: [lpumenenue nexapcmeennwvix npenapamos y Oemeti off label — 6ne
3ape2ucmpupo8anHHbIX 8 UHCMPYKYUU TeKAPCMBEHH020 CPeOCmed NOKA3AHULL OCYUieCmeisiemcs
no peweHuro 8payedHOU Komuccuu, ¢ paspeutenuss JIOKAnbHO20 2Mu4ecko20 Komumema
MEOUYUHCKOU Opeanusayuu (npu HAIUYuu), ¢ ycioeuem NOONUCAHHO20 UHDOPMUPOBAHHO20
coanacus

. PexomennoBano mnaunmentam ¢ MIIC Il ¢ HapymeHMsIMM MOTOPHKHM JKEITyAOYHO-
KHUIIEYHOTO TpakTa WCIOIb30BaHUWE CIAOUTENBHOTO, CTUMYIUPYIOUIETO MEPUCTAIbTUKY
KUIICYHKKa, HanpuMmep npenapat Jlaktymno3za** mo 15-45 mn B cytku [2].

YpoBenb yoeauTeabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 5)

. PexomeHna0BaHoO Mpu XPOHWUYECKON HelpomaTwueckoil 00y Ha3HauYeHUE MpPernapaTos,
BO3/ICHCTBYIONINX Ha IEHTPAIbHBIE MEXaHW3MbI (GopMHpoBaHUs xXpoHmYeckord Oomum: NO3
AHTUKOHBYJIBCAHTOB (71032 MOAOUPAETCS MHAWBUIYAIbHO, MPUMEHSIOTCS BHE WHCTPYKLHU IO
peleHr0 BpauyeOHONW KOMHCCHH), AHTHCMPECCAHTOB (MPUMEHSIIOTCS BHE HMHCTPYKIHH TIO
pelieHuto BpaueOHoi komuccun) [2,12].

YposBeHb yoenurenabHocTu pekoMenanuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB 5)
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KommenTapuu: [lonoscumenvnoeo sgpgexma papmakomepanuu Xponuyeckou 6oau y
nayuenmos ¢ MIIC moodcHo 0obumbcsa npu yuéme NpuHUMAeMblX NAYUEHMOM Npenapamos u
pezyIspHOM MoHumopunze 6ezonacnHocmu naedenus. Ilpu nevenuu 0Ooneeoco cumopoma y
nayuenma ciedyem ucnoib306ams HauMeHee UHBA3UBHDIL CNOCOD.

Ilpumenenue nexapcmeennvix npenapamos y oemeti off label — ene 3apecucmpuposaunvix 6
UHCMPYKYUU TeKAPCMBEHHO20 CPeOCmBAd NOKA3AHUL OCYUeCMBIAemcs N0 peuleHuio 8paieoHou
Komuccuu, ¢ paspewenust JIokanbHo2o smuuecko20 Komumema MeOuyuHCKou opeanusayuu (npu
Hanu4uu), ¢ yciosuem NnoONUCAHHO20 UHPOPMUPOBAHHO20 co2lacus pooumenel (3aKOHHO20
npedcmasumeris) u/uiu nayuenma 6 sospacme cmapute 15 nem.

. PexomengoBano nmanuentam ¢ MIIC |l koHCynbTanuu Ciaeayromux CIEHHAIUCTOB HE
pexxe 1 paza B 3 Mecslia WM 4Yalle NPy HaJIHMYWMU MOKA3aHUN: BPadyOM-OTOPHHOJIAPUHTOIOTOM,
BpayoM-HeBposorom [2,5,14,19].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebecTB C (YPOBEHD JOCTOBEPHOCTH PEKOMEHAAHH — 5).
o PexomennoBano namuentam ¢ MIIC |l pexomeHnmyercs KOHCYIbTAIlMH CIEIYIOIIUX
CIICIAINCTOB HE peke | pasa B 6 MecsleB WM Yalle NPH HAIAYUHU TMOKA3aHWN: BpadoM-
KapIMOJIOTOM, BpayoM TpaBMarojioroM-opromneaom. [2,5,14,19].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB C (YPOBEHD JOCTOBEPHOCTH PeKOMeHaauu — 5).
. PexomennoBano nanventam ¢ MIIC Il koHcynbTanus BpauoM Xupyprom (Ipu HaJauuuu
[aToJIOTHH, TPEOYIOIIEH XUPYPruuecKoro BMeIaTenscrsa) [2,5,14,19].

YpoBeHb yoequTeabHOCTH 10Ka3aTeIbCTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHIAHH — 5).
o PexomennoBano namuentam ¢ MIIC |l koHcynpTanus BpadyoM-myJIbMOHOJIOTOM (TIpU
HAJIMYMU TIATOJIOTHU CO CTOPOHBI JIbIXaTebHOM cucTemsl) [2,5,14,18].

YpoBeHb yoenuTebHOCTH 10Ka3aTebeTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEH AU — 5).

3. 3 Xupypruueckoe JeyeHue

Xupypeuueckoe neuenue nayuenmos ¢ MIIC 1l credyem npogooums npu yuacmuu
MYTbMUOUCYUNTUHAPHOU KOMAHObL 8 COOMBEmMCmeuUu ¢ OeUCmeyIouumMu  KIUHUYECKUMU
PEKOMEHOAYUAMU.

. PexomenaoBaHo mnamueHTaM C HapylmieHHeM (QYHKUIMH KUCTEH WM € HapylIEHUEM
HEpPBHOM MNpoBOAMMOCTH 10 pe3yinbraram OHMI' pexomenayercs omnepanusi JEKOMIIPECCUN
HepBHBIX cTBOJOB (HeBponmus m nexkommpeccuss HepBa, PacceueHue crmaek M JIE€KOMIIPECCHS
CTBOJIOB HEPBHBIX CIUIETCHMIi), KOTOpas MPUBOAUT K OBICTPOMY CTOHKOMY YJIy4IIEHUIO
bynkuun [2, 16,23, 25 ].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB 4)

KOMMeHTapI/II/II yacmoma peuudueoe KapnajlbHO20 MOHKHENIbROCO cqupoma Yy nayuenmoe c
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pasauunvimu munamu MIIC neuzsecmua. I[lockonvky nosmopHas Komnpeccus MeoOuaHHo2o
Hepsa eciedcmeue pyoyesanuus Ui OMi0ACeHUS 2IUKO3AMUHOLTIUKAHO8 803MOIHCHA, HE0OX0OUMO
nPOOoIICAmMb HAOTI0OeHUe.

. Pexomenayercsi manuerram ¢ MIIC |l tuna mpu cooOmaromeiics ruapouedanmnu ¢
MPOTPECCUPYIONTNM YBEIHUYCHUEM JKEITYAOYKOB MO JMaHHbIM MPT u/unm moaTBepKIEHHBIM
MOBBIIIEHUEM JaBJICHUs LepeOpo-criHaNbHON xunkoctu 6oixee 250-300 cm BojgHOTrO CcTONOA
PEKOMEH/IyEeTCsl BEHTPUKYJIO-TIEPUTOHEAIbHOE IIyHTHpoBanue [2, 12,14,16,19].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 4)

o PexomMeHI0BaHO TIPOBEJCHHE XHPYPrHUECKOrO BMEIIATENbCTBA JUISl MAIUEHTOB C
JTUArHOCTHPOBAaHHBIM CTEHO30M IIEHHOro OTAeNna - JEKOMIIPECCMM CIHHHOTO MO3ra
(Jdexommpeccust TO3BOHOYHOTO KaHajla MUKPOXUPYPTrUUYecKas), YTO UMEET Pellarolee 3HaUYCHIE
B yCTpaHeHHH cTeHo3a [2, 12,14,16,19,20,25].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB C (YPOBEHD JOCTOBEPHOCTH peKoMeHaanuu — 4).
KomMmeHnTapuu: coasienue cnuHHo20 Mo32a NpU8OOUM K HeoOpamuMuvlM He8pOI02UYeCKUM
HAapyWeHUsM, onepayuro ciedyem paccmampusams oadxce y nayuenmos 0e3 HespoioudecKoll
CUMNMOMAMUKY, eClU CASUMMANbHbI OUAMemp NO360HOYHO20 KAHANA CYHCeH Oojee uem Ha
50%. Xupypeuueckoe  emewamenbcmeo — OONNHCHO — BbINOJHAMBCA — PAHbULE — PA3GUMUSL
HeB8pOI02UYeCKUX NPOAGIeHULL.

. Pexomenayercsi mpoBe/ileHUE XUPYPIHUECKO 3aMEHBI Ta300€IPEHHOT0 U KOJIEHHOTO
CycTaBa, KOPPUTHPYIOIINE OCTEOTOMUHU KOCTEeH KOHEYHOCTEH IMPHU BBIPAKEHHOM HapYIICHUH
(GYHKIIMM KOHEYHOCTH OOYCJIOBJICHHOU AedopMaIlieil uiu apTpo3oMm, IIpu OTCYTCTBUH (] dhexTa
0T KOHCEepBaTHBHO# Tepanuu [2, 12,14,16,20, 22, 23].

YpoBeHb yoequTebHOCTH 10Ka3aTeILCTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHIAHH — 5).

4. MeanuuHcKas peaﬁl/IHHTaHHH, MEIUINHCKHUC NTOKA3aHUA U

NMPOTHUBONOKAa3aHUA K IPUMECHCHUIO METO10B peaﬁuﬂnTaan
Crneuunduueckoit peabunuranuu mnanuentaMm ¢ MIIC Il we TpeOyercs. B xpyr
peabminTaiMoHHbIX MeponpusaTiii nmanuentam ¢ MIIC Il Moryt ObITh BKIIOYEHBI 3aHATHUS C
IICUXOJIOTOM, OTIBIX B CIIELMAJIM3UPOBAHHBIX CAaHATOPHSIX, a TAK)KE COLMAIbHAs aJanTalus C
y4acTUEM CHEIMATIUCTOB U COLIMANBHBIX PA0OTHUKOB, Kypchl Maccaxka. Crenuduieckiue MeTO/Ibl

peaOuIUTalMy MIPU HAJTMYKUK OCJIOKHEHUHN yKa3aHbl B COOTBETCTBYIOIIUX pa3jieiax.

22



5. lIpoduiaakTuka U JIUCNaHCEPHOE HAD/II0eHNe, MeTUIIUHCKUE TOKA3AHUS U

NPOTHUBONOKA3AHUSA K IPMMEHEHUIO MEeTO/10B NPOPUIAKTUKHA

. PexoMeHayeTcsl IOCIE YCTAHOBJICHUS JMArHo3a IAlUMEHTY WM ero O(HIMaIbHBIM
MPEICTAaBUTENISIM TIpreM (OCMOTp, KOHCYJIbTAIMsI) Bpada-TeHETUKA C IENBbI0 Pa3bsCHEHUM
TEHETUYECKOTO0 PHUCKA, OOCYXKIEHUS BO3MOXKHOCTEH IMPEHATAIBHOW M MPEHMIUIAHTAIlHOHHON
IFeHETHYECKOM TUarHoCTHKU 3MOpuoHa [2,16,20].

YpoBeHnb yoeauTebHOCTH 10Ka3aTebeTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHIAINH — 5)

KommenTapum [ emuszucommusie MysHcuunbl UMeiom eOUHCMEEHHYI0 MYMAHMHYI0 X-XpOMOcoMmy,
KOMOPYIO nepedarom moJabKO C80UM OOUEPSM, HO He CbIHOBbSAM.

Yuumeisas mun Hacreoosamusi Oanmoz2o 3abonesanusi (X-cyennewmwviil) O KAAHCOOU
nocneoyroujeli bepemeHHoCmu:

o ¥V JHCEHWUHBL-HOCUMENbHUYbL MYMayuu puck podxcoenust manvyuxa ¢ MIIC Il cocmaensiem
50%, puck poscoenus 0egouxu-rHocumenvruysvt mymayuu — 50%;

. v myacuunvt ¢ MIIC 1l (cemuzucomnoeo) mymayuu puck pocoenus 0esouKu-

Hocumenvruywvl mymayuu — 100%.

5.1 Mpenaraabuag guargocruka MIIC 11

. PexoMenayercst B CEMbsX, I'/I€ €CTh MAIMEHT C YCTAHOBJIECHHON MyTalMel, BbI3BAaBIICH
00ie3Hb, OOCYIUTh BO3MOXHOCTb IPOBEJIEHHUS MPEUMIUIAHTALMOHHOW  TeHEeTHYEeCKOH
JMarHOCTUKK HMOpPHOHA M TpeHaTalbHOM JMAarHOCTMKHM IIyTeM HW3MEpPEHHUsS aKTHBHOCTU
UAypoHaTCyab(aTa3bl B KJIIETKaX BOPCUH XOPUOHA, a TAaK)K€ METOJaMH MPSIMON MM KOCBEHHOU
JTHK-muaraocTuku js ceMeit ¢ u3BeCTHBIM reHotunom [1,2,16,20].

YpoBeHb yoequTeabHOCTH 10Ka3aTeILCTB C (YPOBEHB I0OCTOBEPHOCTH PEeKOMEHIaluu — 5)

6. Opranu3anus MeIMUMHCKOI MOMOIIH

6.1 IMoxka3aHus /15l TOCHUTAJIN3ANNU B METUIIMHCKYI0O OPTraHU3ALMIO:

6.1.1 Ioka3zaHus A5 JIAHOBOH rOCHUTAJIN3AINHT

— TIPOBEJCHHE IUArHOCTUKUA U JICUEHHUs, TPEOYIOIIMX KPYIJIIOCYTOYHOTO MEIUIIMHCKOTO
HaOIIOAECHUS
— COCTOsIHHE, TpeOyromee AaKTHBHOTO JICYCHUS W KPYIJIOCYTOYHOTO MEIHIIMHCKOTO

HaOmrofieHUs1  (TPBDKECEUYCHHE, OINEpPAaTUBHOE  JICYCHUE  TOPAKEHHS  CYCTaBOB,
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1)
2)
3)

4)

5)

NO3BOHOYHHUKA, CKOJHMO3, aJCHO3KTOMHS, TOH3WIIDKTOMUS, HEHPOXUpYyprudeckas
JIEKOMIIPECCUSI CHHJpOMa 3alsICTHOTO KaHaja, YCTaHOBKAa TPaHCTUMIAHMYECKOIO
JpEeHaXka IpU CPEeHEM OTUTE, Xupypruueckas koppekuus natoiaorun CCC u npyrue);
OTCYTCTBHE BO3MOKHOCTH obecneyeHus 3T B amMOyJIaTOPHBIX u
CTallMOHAPO3aMEeIAIOUINX YCIOBUSIX;

HEOOXOJUMOCTh IPOBEACHUS pa3IMUYHBIX BHUJIOB HKCIEPTH3 WM OOCIElI0BaHMS B
MEIMIUHCKONW OpraHu3aldy IMPH HEBO3MOXKHOCTH IPOBEACHUS HUX B aMOYIaTOPHBIX
YCIIOBUSX, TPEOYIONMX JIWHAMUYEeCKoro HaOmofcHus (B TOM yucie odopmieHue
3aKJII0YEHUs (e1epaTbHOr0 KOHCUINYMA).

pelieHre O 3aMeHe Tmpenapara JUisi MPOBEACHHS (PEPMEHTO3aMECTUTEILHONW TEepanuu

(unypcynbhaza** u unypcynbdasza 6era**)

6.1.2 Ioka3zauus JUJIS1 DKCTPEHHOM TOCIUTAJIN3AINNI

OCTpbIe 3a00JIeBaHUS;

000CTpEHHUsT XPOHUYECKUX OOJIC3HEH;

OTpaBIICHHUSI M TPaBMbI, COCTOSIHUS, TPEOYIOIIME MHTEHCHBHOM TEpaluu W MepeBojia B
PCAaHMMALIMOHHLBIC OTACIICHHUA HWJIW OTACJICHUA MHTEHCUBHOU TCpanurun (B TOM YHUCIIC
II0OOYHEIE pC€aKknuu, MpOUCXOAAINHUE BO IMPOLECCE I/IH(bYBI/II/I NI B TCEUYCHUEC OHA
npoBeneHus nHpy3uun O3T, nepBUKATBHBIN CTEHO3 ¢ KOMIPECCHUEH COUHHOTO MO3ra U
IpyTHe YrpoXKalolle >KU3HM OCTPhIE COCTOSHUS), a TaKXKe KpPYrJOCYyTOYHOTO
MEAMIIMHCKOTO HAOMIOJCHUH U TPOBENEHUS CIElUaIbHBIX BHUIOB O0OCIENIOBAaHUS U
JICUCHUSL.

6.2 Moka3zanus K BbIIMCKE NAUEHTA U3 CTAIMOHAPA

OTCYTCTBHE YI'pO3bl )KU3HHU ITALIUCHTA,

OTCYTCTBHUE YTPO3bI Pa3BUTHUS OCI0KHEHUH, TPeOYIOIIMX HEOTIOKHOTO JICUSHHUS;
cTabuiu3anuss COCTOSHMSI W OCHOBHBIX  KJIMHHUKO-JIADOpaTOpPHBIX  IOKazareseu
HaTOJIOTMYECKOI0 MPOLIEcca 0 OCHOBHOMY 3a00JICBaHHUIO;

OTCYTCTBHE HEOOXOJUMOCTM B TIIOCTOSHHOM BpadyeOHOM H©  KPYIVIOCYTOYHOM
MEIUIITHCKOM HaOII0IEHUH [0 OCHOBHOMY 3a00JIEBaHHUIO;

HEOOXOJUMOCTH TMepeBoja TMalleHTa B JIPYrylo OOJBHUIY WM  YYpexkICHUE

COIMAJIBHOTO 00€ECIIEUEHU
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7. lonotauTeabHAA HHPOpMALHS (B TOM YHucJie (PAKTOPHI, BJAUSIOIINE HA

HUCX0/1 3200J1eBaHNS WJIM COCTOSTHUSA)

[Ipu mpoBeneHMH HapKoO3a W HHTYOAIIMM HEOOXOJAMMO IOMHHUTH O BBICOKOM PHCKE
KOMIIPECCUU CIMHHOTO MO3Ta BCIIEJCTBHE HECTAOMIBLHOCTH AaTJIAHTOAKCHAILHOTO CYCTaBa.
KopoTtkas miesi, orpaHu4eHNEe TIOIBHYKHOCTH HMYKHEH YEIFOCTH, YBEITUUICHHE S3bIKA, BEIPAKCHHAS
runepTpoduss  aICHOMJOB W MHUHJAIMH  CO3JAal0T  NpoOJeMbl TpH  MPOBEACHUU
AQHECTE3MOJIOTUYECKOT0 TMOCOOMS, TOITOMY MPEINOYTCHHE CIIEAYyeT OTIaBaTh MECTHOMY WM
peruoHalbHOMY 00e300nuBaHuio. [lanmueHnT mnpeaBapUTEIHbHO KOHCYJIBTUPYETCS BpPadOM-
KapAHOJIOTOM, OTOPWHOJIAPHHTOJIOTOM,  aHECTE3UOJIOTOM-PEaHUMATOJIOTOM,  HEBPOJIOTOM.
OO0s3aTeNIbHO TMPOBEACHUE IIOJIHOTO KapJIHOJOTHYECKOTO O00CIeOBaHuUs, IMOJMCOMHOTpapuu
(1711 BBISIBIICHUSI CTEMEHU [IBIXATENbHBIX HapyIIEHUH), MpU HEOOXOJUMOCTH - SHAOCKOMHH
HOCOTJIOTKM W KOMITBIOTEpHOW Tomorpaduu Jerkux. OrnepaTUBHOE BMEIIATEIBCTBO C
aHeCTe3ue HeOOXOAUMO MPOBOJUTEH B KPYIMHBIX MEIUIIMHCKUAX IIEHTPaX, HMCIOIIUX OTICIICHUE
peannmanuu W uHTeHcuBHOW Tepanuu (OPUT), Tak kak wuHTYyOauus © MOCIEAYIOIIAs
9KCTyOAIMs y TAKMX MAIMEHTOB MOYKET BbI3BaTh 3aTpyauenus [2,14,20].

Habumtonenne mamueHToB MO MECTY JKMTEIbCTBA (B aMOYJIaTOPHO- MOJUKIMHUYECKHUX
YCIIOBUSAX) JOJDKHO OCYIIECTBISATHCS TIOCTOSIHHO. JlaOopaTopHbIe W HHCTPYMEHTAJIbHBIC
oOcietoBaHUsT M peKOMEHyeMasi 9acToTa WX NpOBeACHHS mpezctabieHa B Ilpumoxenue [3.
3a0oneBaHrne HMEET MYJIbBTUCUCTEMHYIO TIPUPONY U HeoOpaTHMbIE, MPOrPECCUPYIOLTHE
KIIMHUYECKHE TMPOSIBICHUS, YTO OOYCIOBIMBAET HEOOXOAMMOCTh HAONMIOJEHUS HE TOJIBKO
Y3KHUMH CHEIHAIACTAaMU (OTOPUHOJIAPUHTOJIOTaMH, XHPYPraMH-OPTONIEAaMH, 0PTATEMOJIOTAMH,
KapANOJIOTaMH, MyJTbMOHOJIOTaMH, HEBPOIIATOJIOTAMH, CTOMATOJIOTaMH ), HO u
dbusnoTepaneBTaMu, JOTONMENaMH, TCUXOJOraMH W pabOOTHUKAMU TaJUTHATUBHBIX CIIYXKO
[2,14,20].

[Tariuentsl ¢ MIIC |l 7omKHBI MOCTOSIHHO HAXOIUTHLCS 1O HabmoieHueM; 1 pa3 B 6 mec.
- MMPOXOJUTH 00CIIEeIOBaHUE B MHOTONMPO(IILHBIX CTallMOHApax. JIUTeTsHOCTh HAaXOXKICHHS B
cTalioHape / JHEBHOM cranuoHape 21-28 nueit. HeoOxomumble OCMOTpBI  Bpaueii-

CrIenuajrcToB, J'Ia60paTOpHBIC U UHCTPYMCHTAJILHBIC O6CJ'ICIIOB3HI/I$I

Kpurepuu ouieHKH KayecTBa MeIUIMHCKON MOMOLIH

Yposenn Yposennb
Kpurepun kauectBa y0eauTeIbHOC | AOCTOBEPHOCT
T™ )1
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peKoMeHIanu
i

A0KA3aTEeJIbCT
B

.| BeimonueHo onpenenenue ypoBHs u cuekrpa ['Al" moun

(TTpu MOCTaHOBKE AMArHO3a U €CJIM HE TIPOBONIIOCH B
IIpeIuecTByoNME 6 MeCsLEB

B

3

.| BeimonaeHo OIIPEACIICHUC aKTUBHOCTHU H,Z[ypOHaT-z-

cynb(aTa3bl B IJIa3Me KPOBU HIIM TISITHAX BBICYIICHHON
KPOBH H/HJIK MOJIEKYJIIPHO- TEHETUYECKOE UCCIIeI0BaHUE
(BeIsIBIEHUE MyTanuii B rene IDS (mpu nocranoBke
JTMArHo3a)

BrinonHeHo Ha3HaYeHUE PEPMEHTHOM 3aMECTUTEIHHOM
Tepanuy ¢ IPUMEHEHUEM  HIypCyinb(a3sr*™ umu
unypcynbdassl 0eta** B Buie B/B HHOY3UH €KESHEIETHHO

.| Bemmoniaenst OKI', 9x0-KI', xontepoBckoe

MoHuTopupoBanue IKI' u cyTouHoe MOHUTOPUPOBAHUE
apTepUaIbHOTO AaBJICHUS (€CI He TPOBOINIIOCH
npenuiecTpyromue 12 Mecsien)

Brimonneno 931 niist cBoeBpeMeHHON JUAarHOCTUKH
AMUJIETICUU (€CJIM HE TPOBOIMIIOCH MoceaHue 12
MECSIICB)

BrlimoHeHO omnpeienienue pa3MepoB NICYCHHU U CEIIC3EHKH
10 JIAHHBIM YJIbTPA3BYKOBOTO UCCIICIOBAHMUS (€CITU HE
MTPOBOIMIIOCH TIOCIeHUE 12 MecsIeB)

.| Beimonnena pentreHorpadusi OpraHoB rpyJHON KIETKU

(ecii He TPOBOAMIIACH TTOCIIEIHUE 12 MECSIIeB)

BrinonHneHna MarHuTHO-pe30HaHCHAasE ToMorpadus
LIEMHOT0 OTJIeN1a MO3BOHOYHUKA (€C/IM HE MPOBOIUIIOCH B
nocynenHue 24 mecsues)

BBIHOHHeHa KOMHI)IOTepHaSI TOMOI’”pa(bI/Iﬂ NJIN MAarHUuTHO-
pe3oHaHCHast ToMorpadusi TOIOBHOTO MO3Ta (€CiH He
MIPOBOIMIIOCH B TIOCJIeTHUE 24 MECSIICB)

10

BeinonHeHo onpenenenne CKoOpocTH HEPBHOM
MIPOBOJIMMOCTH 3JIEKTPOHEHPOMHOTpapHH
(cTUMYISILIMOHHOM 3JIeKTpoHepomMuorpadun) (eciu He
MIPOBOIMIIOCH TIocTeHUE 12 MecsieB)

11

BrimonneHo onpenenenre GyHKIIUU BHEIIHETO JbIXaHH
(ecyi HEe MPOBOMIIOCH TOCTeHUE 12 MecsI1IeB)

4 BeimosHeHa KapAMOPECTUPATOPHBIIT MOHUTOPUHT (€CITH He

IIPOBOANJICS ITOCIICAHHNUC 12 MCCHHCB)

Brinonnena pentrenorpadus menHoro, rpyaAHoro u
MMOSICHUYHOTO OT/IcNIa IO3BOHOYHHKA, a TAKXKE
penTreHorpadvu BEpXHUX U HIDKHUX KOHEYHOCTEH (eciun
HE MPOBOJIUJIACK NTocsieHuE 12 Mecs1ieB)

14

BrinonHeHa KoHCynbTalks Bpadya-cyp/0Jora 1 moBeJieHa
ayIMoMeTpHs (€Ciau He MPOBOAMIIACH ocaeaHue 12
MECSIICB)

Brinmonsena KOHCYJIbTallU Bpa‘-IOM-O(bTaJ'IBMOJ'IOFOM
IMPOBCACHUC UCCIICIOBAHUA IICPEAHCTO CCTMCHTA I'JIa3a
METOJ0OM OOKOBOI0 OCBCHICHUA, UBMCPCHUC
BHYTPUIJTIA3HOT'O JaBJICHUA (TOHOMeTpI/IH H IPpYyruc TCCThI,
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HGOGXOZ[I/IMBIG IJ1s1 TUAarHOCTUKHN I‘HayKOMBI) " OLICHKa
COCTOSIHUS TJ1a3HOTO JTHA (0P TATBMOCKOIHS) C IIEIIhIO
BBIABJICHUSA ITIAYKOMBI, U3BMCHCHUA IMTPO3PAYHOCTHU I'NIa3HBIX
Cpe/ ¥ COCTOSIHUS CeTYaTKH (IIPU HAJTMYUU ITaTOJIOTHH
3peHust) (eciau He MPOBOAMIICS nocieanue 12 mec.)

16

Brmonnena KOHCYJIbTallus BPAa4OM-T'€HCTUKOM IIpH
YCTAHOBJICHUHU AJHUArHo3a U INpu IJIaHUpOBaHHUN
6epeMeHHOCTI/I B CEMbBEC

BelInonHeHa KOHCYJIbTalHs BPA4OM-KapAUOJIOrOM IIpU
HAJIMYHH TIATOJIOTUHU CEPJICYHO-COCYAMCTON CUCTEMBI
(eciii He MPOBOAMJIICS TTOCJIETHUE 6 MeC.)

BrinonHeHa KOHCYNIbTalKs BpauOM-0TOJIAPUHI 0JIOTOM
(Tpu HaTMYMKU NaToJIoTUU ¢o cTopoHsl JIOP-opranos
W/WIM BEPXHUX JIbIXaTEIbHBIX MTyTeH) (eciu He
MIPOBOMIICS TIOCTIEAHNE 3 MecC.)

BelInonHena KOHCyJIbTalys Bpa4OM-HEBPOJIOIOM IIpU
HAJIMYMH TIATOJIOTUU CO CTOPOHBI IIEHTPAIbHOI HEPBHOM
CUCTEMBI (€CITM He TTPOBOJIMJICS TIOCIIeHUE 3 MecC.)

2(

BrinonHeHa KOHCYNbTalKs BPa4OM-OPTOIEOM MPH
HaJUYUH MATOJIOTUU CO CTOPOHBI OTIOPHO-BUTATEILHOTO
anmapara (eciau He MPOBOAMIICS ocIeaHne 6 Mec.)
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BrInosiHeHa KOHCYJIBTANNAS BPAYOM-XHPYProM (TIpu
HAJIMYMH TIATOJIOTUH, TPEOYIOLICH XHUPYyPrUIECKOTrO
BMEIIIATEIILCTBA)

Brimonnena KOHCYJIbTallU BPpau4OM-11YJIbMOHOJIOTOM (HpI/I
HAJIMYHU [IATOJOTUH CO CTOPOHEIL III)IX21T€JH)HOI>'I CI/ICTCMI)I)

BoinonHeH 6-Tu MUHYTHBIN TECT ¢ X0p001 (eciu He
MIPOBOJIUJIICS TTOCNIEIHHE 6 MecC.)

BrinonHen OMOXUMUYECKHUI aHATIN3 KPOBHU
(amannnamuHOTpaHcdepaza (AJIT),
acnaptaramuHoTpancdepasa (ACT), oOmmii u npssMoin
OUIMpPyOHH, X0JIECTEPUH, TPUTIIULEPUIBI) (€CITU HE
IIPOBOJMIICS B IIPEIIIECTBYIONINE 6 MECSIIEB)

Brimonnen o0mumii (KITMHUYECKHIA) aHAIM3a KPOBU (€CiH
HE IPOBOJIUJICS B MPEIIECTBYIOMNE 2 MECSIIEB)

Brimonnen o0mumii  aHanu3a Mouu (€clii He MPOBOIUIICS B
MPEANIECTBYIONINE 3 MecsIa)

[IpoBeneHO XUPYpPru4ecKOro BMEaTeNbCTBA 1JIs
MalMEHTOB C JUAarHOCTUPOBAHHBIM CTEHO30M LIEHHOIO
OTJIeJIa - IEKOMIIPECCUN CIUHHOTO MO3ra
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IIpunoxenne Al. CocraB padoueii rpynnsl mo paspadoTke U NepecMoOTpy

KJIMHUYECKUX PeKOMEeH Al

1. KyueB Cepreii UBanoBuu - un.-kopp PAMH, n.m.H., qupektop ®I'BHY "Menuko-
reHeTUYeCKU HayuHbIi HeHTp uM. akagemuka H.I1.boukosa ", IIpe3uaent Acconuanuu
MEJIUITMHCKUX TeHETUKOB (AMI).

2. MouceeB Cepreii BajeHTHHOBHY- J.M.H., 3aBeIyrONIMi Kadenpoil BHYTPEHHUX,
npodeccuoHabHBIX OoJie3Her u peBMmaronorud ®I'AOY BO Ilepswiit MIMY um. U.M.
CeuenoBa (CeueHoBckuil ynusepcurer) M3 PO.

3. Hama3zoBa-Bapanosa Jleiina CeilimypoBHa- akan. PAH, npodeccop, A.M.H., Ipe3uaeHT
Corosa mnemuarpoB Poccum; mact-npesugent EPA/UNEPSA; pykoBoautens HUU
neauatpul W oxpanel 370poBbs gereir LIKb PAH, 3aBemyromas kadenpoii
daxynpTeTcKkoil nmeanatpun neauarpuydeckoro gaxyiaprera PI'BOY BO «PHUMY nm.
H.N. ITuporosa» MunsapaBa Poccuu, IiiaBHbIM BHEIITATHBINA JETCKUN CHELUAIMCT I10
npodunaktuyeckor Mmeaunrne Munsnapasa Poccuun

4. bapanoB AJjekcaHap AJiekcaHapoBu4d- akaa. PAH, mpodeccop, a.M.H.; MOYETHBIN
npesuaeHt Coro3a neauarpoB Poccum, coBetHuk pyxoBogutens HUM nmeamarpum u
oxpanbl 310poBbsi jaerei LIKb PAH, rnaBHbIi BHEIITATHBIA CHEUUATUCT TMEAUATP
Mun3znpasa Poccun.

5. Bamakmanze Haro J[I:kymOepoBHaA- 1.M.H., TOLIEHT Kadeapsl (aKyIbTEeTCKOM
neguatpun [1® OI'BOY BO PHUMY umenn H.U. IluporoBa M3 P®, Hncruryr
neauaTpuu U oxpansl 310poBbs aerei [IKb PAH.

6. 3axapoBa Exarepuna KOpbeBHa -1.M.H., 3aBeyromas j1adoparopreil HacleICTBEHHBIX
6one3neir oOmMena PI'BHY "Meauko-reHeTHUECKUl HAaydyHBIH ILEHTP MM. aKaJeMuKa
H.I1.boukoBa", wunen Poccuiickoro o0miecTBa MEIUIIMHCKUX TEHETUKOB, YJICH
€BPOTEICKOro 00IIecTBa MO M3YYEHHUIO HACIEICTBEHHBIX Oo0Jie3HEeH OOMEHa BeIeCTB
(SSIEM).

7. JlapuonoBa Basentuna Mabunanyna- 1.m.H., DI BHY "UHCTUTYT SKCIEpUMEHTANBHOM
MEIUIUHEL",

8. Muxaiiioa Caersana BuraabeBHa -a.M.H., 3aBenyromias otaeincHuemM OIBY
«Poccutiickas Jlerckas Knuanueckas bonpauma» M3 PO.

9. Huxkutun Cepreii CepreeBuu - a.M.H., mpodeccop, mpeacenatens  «OOmecTBa

CIICUAJIMCTOB IO HEPBHO-MBIIIICYHBIM 3a00JIeBaHUSIM.
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10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

CemsauxkuHa Ajuia HukojgaeBHa- 1.M.H., T.H.C. OTJEJICHHMSA KIMHUYECKONM TCHECTHKH
OI'bY «Mockosckuit HUM nenuarpun u nerckoit xupypruu Munzapasa Poccuny, wieH
Accoumanuy MEIUIMHCKUX reHeTUKoB (AMI).

BockoOoeBa Enena FOpbeBHa - K.M.H., B.H.C. 1a00paTOpUN HACIEICTBEHHBIX OOJEe3HEN
obmena ®I'BHY "Menuko-reHeTHYeCKU HaydIHbBIN IIEHTD".

Ky3enkoBa Jlwammia MuxainoBua- a.mMm.H., OI'AY «HMULl 310poBea gerei»
MunsnpaBa Poccum, mpodeccop kadempsl mneamaTpum U JACTCKOW PEBMATOJIOTHH
OI'AOY BO IlepBbiit MOCKOBCKUI TOCYy1apCTBEHHBIH MEAUIMHCKUN YHUBEPCUTET UM.
N.M. CeuenoBa MuHuctepcTBa 31apaBooxpaHeHust Poccuiickoit ~ ®enepaunu
(CedeHoBCcKUl YHUBEPCUTET)

Baiinaxkosa I'asimna BukTropoBHa- k.0.H., BEyIUi Hay4YHbII COTPYJHUK J1JaOOpaTOpUU
HacJieACTBEeHHbIX Oone3Heil oomena GI'BHY "Menuko-renernyeckuii HaydyHbId LEHTP
uM. akagemuka H.IT.boukosa".

Jlooxkanuasze Tuna BuUKTOpOBHA- K.M.H., 3aBeIylollasi JHEBHBIM CTallUOHAPOM U
otaeneHueM naymmatuBHor MeauiuHbl [ BY3 "I'Kb Ne 64 JI3M".

MuxaiisioBa Jlwogmuia KoHcTaHTMHOBHA - JI.M.H., Tipodeccop, y4YeHBI CEKpeTaphb
OI'BY "HanumoHanbHBIM MEAMIIMHCKUN HCCIIEIOBATEIBCKUI ILEHTP TPaBMATOJIOTHU U
oproneauu umenu H.H. ITpuoposa" M3 PO.

IMoasikoBa Oubra AsexkcaHApoBHA- JETCKMM opromnen, TpaBMarosnor @OI'BY
«HauuoOHAIBHBIT ~ MEIUUMHCKANA  UCCIENOBATEIIbCKUM LEHTP TPaBMATOJOTMU U
opronenuu umenn H.H. Ilpuoposa" M3 P®.

Yaanosa Oabra BacuabeBHa- k.M.H., OO0 «Meanko-reHeTnueckuii HeHTp «I eHom»»,
npenceparens  Hwuxeropoackoro  otaeneHus POMI,  pykoBomurtens  Llentpa
meaunuHckod reHetukun OI'BOY BO «IIMMVY» Munzapasa Poccun, 1. Hipkuuit
Hosropon.

Hazapenko JIwoamuaa IlaBiaoBHa- a.M. H., npodeccop 3acmyxeHHbld Bpau PO,
PYKOBOAMTENH TAOOpaTOPHH HaciencTBeHHOM natoiorun HUM menunuHCcKol reHeTHKU
Tomckoro HUMI] PAH, wnen Poccuiickoro o0miecTBa MEAUIIMHCKAX TCHETUKOB, YJICH
accoIManuyu MEIUIIMHCKUX TEeHEeTHWKOB, WwieH EBpomeiickoro obmiecTBa MEAUITUHCKHUX
TE€HETUKOB.

Baxsoa Hpuna BeHumamumHoBHAa - J.M.H., mpodeccop, 3aBeayiomas Kadeapoin
rocrutanbHol mnenuatpuu llemmarpuueckoro ¢akynereta ®I'BOY BO VYpanbckuit

I'ocynapcTBeHHBIN METUIIMHCKUN YHUBEPCUTET
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20. IleuatnukoBa Haraabs JleonugoBHa - pykoBogutenb lLleHTpa opdaHHBIX U APYTrUx
penxux 3aboneBanuii ['bY3 «Mopo3oBckas neTckas TopojcKas KJIMHUYECKas 00IbHUIIA

JA3M».

ABTOpBI  MOATBEPXKAAIOT  OTCYTCTBHE  (PUHAHCOBOM  MOANEPKKH/KOH(IUKTA

UHTEPECOB, KOTOPBIA HEOOX0IUMO 0OHAPOIOBATb.
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Ipunoxenne A2. MeronoJsiorust pa3padoTKu KJIMHAYECKUX PeKOMeHAaluil

HaCTOSIH_II/Ie PECKOMCHAAIMN TMPCAHA3HAYCHBI IJId TNPUMCHCHHA MCAULIUWHCKUMUA
OpraHu3aIMsIMA U YUPEXKACHUSAMU (eaepaabHbIX, TEPPUTOPHAIBHBIX W MYHHUIUIIAIBHBIX
OpraHoB  YIIpaBJICHUA 3APaBOOXPAHCHUEM, CHCTEM 00s3aTEIbHOT0 U ,I[O6pOBOJ'IBHOFO
MCECOUIITUHCKOI'O CTpaxoBaHu, Apyrumu MCOAUIIMHCKUMHAU OopraHu3anusiMu Pa3JIMIHBIX
OpPTraHU3AIMOHHO-TIPABOBBIX (POPM ACSITENHLHOCTH, HAMIPABJICHHON HA OKa3aHHE MEIUIIMHCKON
IIOMOIIIH.

HaCTOSII_HI/Ie PEKOMCHAAIUN YCTaHABJIIMBAIOT BHUIEI, 00neM U HHIUKATOPBI Kady€CTBa
MeauirHckoi nomoiy nanueHTam rnpu MIIC Il u 6sutn pacemotpenst 1-2 uronst 2018 roga B
pamkax Hayuno-npaktuueckoro koHrpecca «Opdannbie 0ose3un» B MockBe.

Knunnyeckue pekoMmeHaanuu co3anbl Ha OCHOBaHUM 0030pa iutepatypsl 1992-2019 rr.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, c
UCIIOJIb30BAaHUEM CO3J[aHHBIX MPOTOKOJIOB (Scarpa M, Almassy Z, Beck M, Bodamer O, et al
Hunter Syndrome European Expert Council. Mucopolysaccharidosis type Il: 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 Il (Hunter syndrome). Pediatrics. 2008; 121: 377-86, 14.
Bradley, L., Haddow, H. & Palomaki, G. Treatment of mucopolysaccharidosis type Il (Hunter
syndrome): results from a systematic evidence review. Genet Med 2017; 19, 1187-1201)
COBPCMCHHBIX MCKIAYHAPOAHBIX KIIMHUYCCKUX peKOMeHI[aI_II/Iﬁ 10 AMArHOCTHUKEC, JCUYCHHIO H
BEJICHUIO MAIMEHTOB C META0OIMYSCKUMHU OOJIC3HIMHU.

Myxkononucaxapuao3bl OTHOCSTCS K PEIKUM HACIEJACTBEHHBIM 3a00JICBaHUSIM, YTO
HCKIIIOYaCT BO3MOXHOCTL IHPOBCACHUSA OOJIBIINX KOrOpTHBIX W PAHAOMHU3UPOBAHHBIX
KOHTPOJIUPOBAHHBIX I/ICCJ'Ie,ZLOBaHI/Iﬁ U IJi CO3OaHHusA IMPOTOKOJOB AUATHOCTUKH W TEpalliu
HCIOJIB3YIOTCA JIMIIb TEMATUYCCKUEC UCCIICAOBAHUA SKCIICPTOB, Ol'[y6J'II/IKOBaHHBI€ B IIOCJICAHUC
Ba JCCATHUIICTUA.

OI_ICHKa KadeCTBa AOKa3aTCJIIbCTB U CHJIbI peKOMeHJIaI_II/Iﬁ MMPUMCHCHUA MCIUIUHCKUX
TEXHOJIOTUN npoBoauJiaCb B COOTBCTCTBHU C YHH(I)HHHpOBaHHOﬁ I.I.IKaJ'IofI, HpHBeHeHHOﬁ B

Tabmuuax 1-3.

IleaeBasi ayIUTOPHUA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMIA:

1. Bpauu o6mieii BpaueOHON MPAKTHKHU (CeMelHbIe BpauH);
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Bpauu- nenuatpsi;
Bpauu-tepaneBTs;
Bpauu-renerukuy;
Bpauu-naboparopHbie T€éHETHKH;
Bpauu-kapauosnoru;
Bpauu-perckue kapauonoru;

Bpauu- vespoiory;

© 0o N o g Bk~ WD

Bpauun- opronenst

[uny
o

. Bpauu- oropunonapunronoru

. Bpauu-cypaomoru-oTopuHOIapUHTOJIOTH

=
N

. Bpaun- penrrenosnoru;

=
w

. Bpaun-peBmarosioru

H
o

. Bpauu supokpunonoru

=
(6]

. Bpaun ¢pyHKIMOHATBHOM TUATrHOCTHKY;

=
»

. MemuuuHcKue IICUX0JIOTH;

[
\‘

. [lcuxnarpsl

=
[00]

. Crynentsl MmenunuHcKux BY30B;

=
(o)

. OOyyaromuecs B OpJuHaType.

Ta6auma 1. Illkama oreHKM ypoBHEH m0CcTOBepHOCTH gokazatenabctB (Y1) s

MCTOA0B JUArHOCTUKH ():[I/Ial"HOCTI/I‘leCKI/IX BMeH.IaTeJ'ILCTB)

YA Pacuiu¢poska

1 Cucrematnueckre 0030pbl MCCIEAOBAaHUN C KOHTpOJIEeM pedepeHCHbIM METOIOM WU
CHCTEMaTHYECKH 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEJIOBAHUHA C
NpUMEHEHHEM MeTa-aHajn3a

2 OTnenbHbIE MCCIEOBAHUS C KOHTPOJEM pePEepeHCHBIM METOJIOM WU OTAeNbHbIE
PaHIOMHU3UPOBAHHBIE KIMHUYECKUE WCCIEAOBAaHUS U CHUCTeMaTHYecKue 0030pbl
UCCIIeIOBaHMM J1I000r0 AM3aiiHa, 32 UCKIIOUEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
WCCIIEIOBaHMIA, C TPIMEHEHNEM MeTa-aHalIn3a

3 HccnenoBanus 6e3 MOCIEAOBATENBHOTO KOHTPOIS pedepeHCHBIM METOJOM WU
UCCIICIOBAaHUST C pePEepeHCHBIM METOJIOM, HE SBISIFOIIAMCS HE3aBHUCHMBIM  OT
UCCIIEIyeMOTO METOJla MM HEPaHIOMU3WPOBAHHBIE CPABHUTEIBHBIC MCCIICTOBAHHS, B
TOM YHCJIe KOTOPTHBIE UCCIIEI0OBaHUS

4 HecpaBHuTensHbIe HCCIeI0BaHUS, ONTUCAHNE KIMHUYECKOTO Caydast

5 Wmeercs mumib 000CHOBaHHE MeXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB
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Ta6auma 2. Illkama OIEHKH YpOBHEH g0cTOBepHOCTH nokazarenbetB (YIJ1) mst
METO/JIOB MNMPOPUIAKTUKH, JICYCHHS | peadwmHutanuu  (MPOPUIAKTHYECKUX, JICUCOHBIX,

peadMIINTAIIMOHHBIX BMEIIIATEILCTR)

Y1 Pacumdposka

1 Cucremarnueckuii 0630p PKU ¢ npumeHennemM meTta-aHanmn3a

2 | Ortnenbapie PKU um cucremarmueckue 0030pbl HMCCIEAOBAaHUN JIIOOOTO am3aiiHa, 3a
uckmouenneM PKU, ¢ npumenennem mera-aHainsa

w

HepaHZ[OMI/I?;I/IpOBaHHLIC CPaBHUTCIIbHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 | HecpaBHUTENbHBIE MCCIIEIOBAHUSA, ONUCAHUE KIMHUYECKOTO CIydasl WM CEepUH CIIy4yaes,
VCCIIEIOBAHMS «CI1y4ail-KOHTPOJIb)

5 Hmeercss nuins 0OOCHOBaHME MeXaHHM3Ma HCﬁCTBHH BMEIIAaTCIIbCTBA (,Z[OKJ'H/IHI/I‘ICCKI/IG
I/ICCJICI[OBaHI/IH) HJIM MHCHHUC SKCIICPTOB

Taonamuna 3. Illkama omeHkd ypoBHeH yOeautenbHOCTH pexkomenpanuii (YVYP) s
METO/J0B TPO(DHMIAKTUKYA, IHUATHOCTHUKH, JIeUYeHUs © peabunmurtanud (MpopUIaKTUYECKHX,

JTUAarHOCTUYECKUX, JICYEOHBIX, peaOMIUTAIIMOHHBIX BMEIIATEIIbCTB)

YYP Pacmugposka

A CunpHas pexkoMeHAanusi (Bce paccMaTpuBaemble KpUTepuu IPGEKTUBHOCTH
(MCXOIBI) SABJSIFOTCS BaXXKHBIMH, BCE MCCIEIOBAHUS HMEIOT BBICOKOE WU
yIOBJIETBOPUTEIFHOE  METOJIOJIOTMYECKOE  KAaueCTBO, WX  BBIBOABI IO
WHTEPECYIOMIMM UCX0JIaM SIBJISIFOTCS COTJIACOBAaHHBIMU )

B VYcnoBHas pekoMeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3(h(HEeKTUBHOCTH
(MCXOBI) SBISIOTCS BaKHBIMH, HE BCE HCCIEOBAaHUS HMMEIOT BBICOKOE WM
yIIOBJIETBOPUTEIHFHOE METOAOJIOTHYEeCKOe KayeCcTBO W/WIM WX BBIBOJBI IO
WHTEPECYIOIINM HCX0JIaM He SIBIISIFOTCS] COTJIACOBAHHBIMM )

C Cnabas pekomeHalus (OTCYTCTBUE J0Ka3aTeNbCTB HAAJIEKAIIET0 KayecTBa (Bce
paccMaTrpuBaeMble KpUTEpUH 3PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXHBIMHU,
BCE€ MCCIIEZJOBAHNS UMEIOT HU3KOE METOO0JOTNYECKOE Ka4yeCTBO U MX BBIBOJBI IO
MHTEPECYIOIIMM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

IKOHOMHUYECKHH aHAJIN3:
AHaJ'II/I3 CTOUMOCTU HE HpOBOI[I/IJ'ICH nu Hy6J'H/IKaIII/II/I 110 @apMaKOBKOHOMI/IKG HC
aQHAJIN3UPOBAJIUCE.
MeToa BauaM3aluu peKOMEeH A ui:
° Bremnss skcnepTHas OLUEHKA;
° BHyTpeHHss 3KCIiepTHAS OLIEHKA.
Onucanue MeTO1a BAJINAU3ALNUN PEKOMEHIAMIM:
Hacrosimue pekoMeHmanuu B MPEIBAPUTEIHLHON BEpCHH OBUIM  PEIICH3UPOBAHBI
HC3aBUCUMBIMHA BKCHepTaMI/I, KOTOpBIX HOHpOCI/IJ'II/I HpOKOMMeHTI/IpOBaTB npe>1<)1e BCEro ToO,
HACKOJIBKO MHTEpIIPETalns J0KA3aTENbCTB, JIEKAIIUX B OCHOBE PEKOMEHJALNM, JOCTYIHA IS

IIOHHUMAaHMHA.
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[ToxydeHsl KOMMEHTAapHU CO CTOPOHBI Bpadell IEPBHYHOTO 3BE€HA B OTHOIICHHUHU
JIOXOTYMBOCTH M3JIOKECHUSI PEKOMEH/IAIIMI M UX OLIEHKH BaYKHOCTH PEKOMEHJIAINI KaK paboyero
WHCTPYMEHTA II0BCETHEBHOM IPAKTHUKHU.

[IpenBaputensHas Bepcust ObLIa TaKkKe HampaBieHA pPEIEH3CHTY, HEe HUMEIoIEeMy
MEIUIMHCKOTO 00pa3oBaHus, A TOIYy4eHHS KOMMEHTapUeB C TOYKH 3PEHHS IEPCICKTHB
HalUEHTOB.

KOMMGHTapI/II/I, MOJIYYCHHBIC OT OKCIICPTOB, TIIATCILHO CHUCTCMATH3UPOBAJIUCH U
oOcyxnanuch mpejaceaareneM M wieHamMu paboueil rpynmnbl. Kaxapiii myHKT obcyxmancs, U
BHOCHMBIE B pe3yJbTaTe 3TOr0 W3MEHEHUS B PEKOMEHJALUH PErHCTpUpOBaIHMCh. Ecnmm ke
W3MEHEHHsI HE BHOCHIIUCH, TO PETUCTPUPOBAINCH MPUYHMHBI OTKa3a OT BHECEHHSI N3MEHEHHI.

KoncyabTanus 4 JKcnepTHas OLEHKA:

[IpoekT pexomMeHganuii ObUT PEIEH3UPOBAH HE3ABUCUMBIMU SKCIEPTaMH, KOTOPBIX
HONPOCWIA MPOKOMMEHTHPOBATH, MPEX/IE BCETO, JOXOAYMBOCTh U TOYHOCTh MHTEPIPETALUH
JIOKa3aTeIbHOM 0a3bl, Jexalield B OCHOBE PeKOMEHJalni.

PaGouas rpynna:

I[JI?I OKOHYATEIILHOM pPECAaKIiMi WU KOHTPOJIA Ka4YeCTBa PECKOMCHAAIWH ObLIH IIOBTOPHO
NPOAHAJIM3UPOBAHBl WICHAMH padoueil Ipymmbl, KOTOpHIE MPHUIUIA K 3aKIIOYEHHUIO, YTO BCE
3aMeyaHusl 1 KOMMEHTapUH SKCIIEPTOB MPUHSATH BO BHUMaHHE, PUCK CHCTEMAaTHYECKHUX OIMIMOOK

npu pa3paboTKe peKOMEHAALNH CBeJIECH K MUHUMYMY.

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHAAH.

MexaHnu3sm  OOHOBIIEHUS  KIMHMYECKMX  PEKOMEHJAIMil  mpeaycMaTpuBaeT  UX
CHUCTEMAaTHUYECKYIO aKTyalIn3alrIi0 — HE PEKEe YEM OJUH pa3 B TPU roja, a TakyKe MpH MOSBICHUN
HOBBIX JIAHHBIX C TO3UIIMH JOKA3aTeIbHOM MEIUIIMHBI MO0 BOMPOCAM JIUATHOCTHKHU, JICUCHUS,
NpOPUIAKTUKH W peabWInuTalluid KOHKPETHBIX 3a00JIeBaHMM, HAIMYUM OOOCHOBAHHBIX

JIOTIOJTHEHMH/3aMeuanuit Kk paHee yTBepkAEHHBIM KP, HO He uaie 1 pa3a B 6 Mecs1ieB.
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Hpunoxkenue A3. CipaBo4HbIe MATEPHUAJIbI, BKJIKYAs COOTBETCTBHE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CIOCO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX MPENAapaTOB, MHCTPYKUMH MO NPUMEHEHUI0

JIEKAPCTBEHHOT'0 Mpenapara

1. [Tpuka3z MunucrepctBa 3apaBooxpanenus PO "OO0 yrBepxaenuu Ilopsaka oxazaHHS
MEIUIIMHCKON MTOMOIIN OOJILHBIM C BPOXJICHHBIMU U (WJIH) HACJIECICTBEHHBIMH 3a00JIeBaHUSIMU"
ot 15 Hos16pst 2012 r. N 917H).
2. [Ipuka3z MunucrepcTBa 3/[paBOOXpPaHEHUs] U COUMAIBHOTO pa3BuTus PD ot 16 anpens
2012 r. Ne 3661 "O06 ytBepxxaennu [lopsiaka okazaHus eAHaTpUYECcKOi ToMoH"
3. [Ipukaz Munzapasa Poccun ot 29.12.2018 Ne 951n Cranpapt cnenuain3upoBaHHON
MEIUIUHCKON TOMOIIM JeTSIM IpU MyKonoiucaxapuzaose Il Tma (quarHoCcTHKa M MHULAALUS
(bepMeHTHOI 3aMeCTUTEIBHOM Teparnun)
4. [Ipukaz Munzapasa Poccun ot 29.12.2018 Ne 950n Cranpapt cnenuain3upoBaHHON
MEIUIIUHCKON TOMOIIU AETSAM Ipu MyKonomiucaxapuaose Il Tuna (hepmeHTHast 3aMecTUTETbHAS
Tepanus)
5. [Ipukaz MunzgpaBa Poccun ot 29.12.2018 Ne 952n CranpapT nepBUYHOM MEIUKO-
CaHMTApHOI MOMOLIM JeTsM Npu MyKonoiucaxapunose Il tuna (pepmeHTHas 3aMecTUTENbHAS
Tepanusi)
6. Wnpopmarnins o IeKapCcTBEHHBIX Mpenaparax: ['ocyaapcTBEHHBIN peecTp JIeKapCTBEHHBIX

cpencts: https://grls.rosminzdrav.ru
7. ®enepanbhblif 3akoH 0T 21 HOs0ps 2011 r. Ne 323-d3 «O6 ocHOBax OXpaHbl 3/I0POBbS
rpaxknan B Poccuiickoit ®@enepanun» (Cobpanue 3akoHomaTenbcTBa Poccuiickoit denepannu,
2011 r., Ne 48, ct. 6724);
8. MexayHaponHas kiaccudukanus Ooje3Hel, TpaBM M COCTOSHHM, BIUSIOMIMX Ha
3nopoBbe (MKB — 10);
9. [Ipukaz M3 P® ot 20 nexabps 2012r. Ne 1183n OO0 yTBepKIE€HHMH HOMEHKJIATYpPbI
JOJIKHOCTEN MEIMIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX paOOTHUKOB.
10.  Ilpukaz M3 P® ot 23 uronst 2010 1. Ne 5411. Enunslii kBanuduKamoHHBIA CIIPaBOYHUK
JOJDKHOCTEH PYKOBOAMTENEH, CHELMATUCTOB M CIyXKalmmx, pasznen KsanudpukanuoHHbe
XapaKTepUCTHKHU JOKHOCTENH paOOTHUKOB B cpepe 3JpaBOOXpaHEHHUSL.
11. ®enepanpHblil 3ak0H OT 25.12.2018 Ne 489 489-03 «O BHECEHHH W3MEHEHUH B CTaThIO

40 @enepanbHoro 3akoHa "OO 00s3aTeNbHOM MEIMIIMHCKOM CTpaxoBaHMM B Poccuiickoit
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Oenepannn" u denepanpHbiii 3akoH "OO0 OCHOBaX OXpaHbI 3J0POBbS T'pakaaH B Poccuiickoi
®denepanun” 1Mo BONMPOCAM KJIMHUYECKUX PEKOMEHAAIUI.

12.  Tlpuka3 MunsnpaBa Poccun Ne 103H ot 28.02.2019 1. «O0 yTBep»KACHHH MOpSIKA U
CPOKOB pa3pabOTKM KJIMHUYECKUX PEKOMEHIALWH, WX MEepecMOTpa, TUIIOBOKH (OPMBI
KIIMHUYECKHX pEeKOMEHJalui u TpeOOBaHUW K MX CTPYKType, COCTaBy M HAy4dHOMU
000CHOBAHHOCTH BKJIIOYaeMO B KIIMHMYECKHE PEKOMEHIAIINN HH(pOpMaLIUm.

13.  Ilpukaz MunzapaBa Poccun ot 13.10.2017 N 804n "OO yTBep:KIeHHH HOMEHKIATYPHI
MEIUIUHCKUX YCIyr".

14. [Ipuka3z MunucrepcTBa Tpyaa U couraibHou 3amuTel PO ot 27 aBrycra 2019 r. n 585H
"O knaccuuKanusax U KPUTEPUAX, UCIIOJIB3YEMbIX MPU OCYIIECTBICHUU MEIUKO-COIHABbHOM
OKCHEPTHU3BI TpaXxaaH (eaeparbHBIMU TOCYIAPCTBEHHBIMHU YUPEKICHUSIMHI MEIUKO-COIIMATBLHON
akcreptusbl” (Berymaet B cuiy ¢ 1 saBaps 2020 roxa);

15. [Ipukaz MunucrepcrBa 3apaBooxpaHeHusi P® ot 14 sauBaps 2019 1. Nedu
«O0 yTBepKIEHUHU TMOpsAIKAa HAa3HAUYEHHUsS JIEKAPCTBEHHBIX IMpernapaToB, (OpPM pelenTypHBIX
0JIaHKOB Ha JIEKAPCTBEHHBIC MIPETIApaThl, TOPsIKa OPOPMIICHHS YKa3aHHBIX OJIAHKOB, HX y4eTa U
XpaHEHUs»

16. [Ipukaz MuUHHCTEPCTBO 3ApaBOOXpPAaHEHHs M COLMAIBHOro passutusa Poccuiickoit
Oenepannn «O MOpsIKE MPUMEHEHUS JEKApPCTBEHHBIX CPEICTB Y OOJIBHBIX MO YKU3HEHHBIM
nokasaHusM» oT 9 asrycra 2005 r. Ne 494

17. WudopmanronHoe mnucbMo Mun3apaBa Poccur 1o  BO3MOXKHOCTH — 3aKyIKHU
JIEKapCTBEHHOT'O npernapara 1o TOPrOBOMY HauMEHOBAHHUIO

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu).

38


https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu
https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu

Ipuioxkenune b. AJropuTmsl AeHCTBUH Bpaya

MNauweHT € ciMnToMaMy 11 Toma

OuarHocTHra

HKoHoyneTauns
npodMnsHorD
CNEUHINHCTE

Hazuzweusns ©3T =
CTRUHOHI DS

Mo HToprHr

COCTORMHA

MU = TS,
nampous x 3T

CHMNTOMETHYS0KSR TEpans

HET PasbunuTaumns

MNowazars woppekuws $3T7

39



Ipuioxenue B. Undopmanus 1/ nauueHTa

Cunapom XaHrtepa

Cunapom Xanrepa win mykonoaucaxapuao3s 11 (MIIC II) - ogaa u3 cambix 4acThix Gopm
mykomonucaxapuno3oB (MIIC). Bnepreie 3a0oseBaHue ObLIO ONMUCAHO KaHAIACKUM BPAuOM
Yapaszom Xantepom B 1917 roay y asoux OpatbeB. MIIC Il sBisercs ouyeHb MHOTOJMKUM
3a00s1eBaHNEM, BKIIIOUAOIIEee KaK OYEHb TsDKENIble, Tak U 0osiee jJerkue (opMbl OOIE3HH.

K coanenuto, BBUICUHTH JaHHOE 3a00JI€BaHNE HEBO3MOKHO, HO CYIIECTBYET MHOXKECTBO
MOJIXOJI0B TMOJAEPKUBAIOIIEH Tepanuy, MO3BOJISIOIIUX CYIIECTBEHHO YIYYIIUTh KauecTBO
*u3Hu nanueHTtoB. C 2006 roga mosydywsl NPUMEHEHHME MpenapaTr, KOTOpbIA IO3BOJISET
3aMeIINTh MPOTPECCUPOBaHUE OOJE3HH, CMATYUTh HEKOTOpbIE U3 ero nposisieHuil. [Tomumo
npenapata HeoOXomuMo He 3a0bBaTh, O CHMIITOMAaTHYeCKOW Tepamuu, (U3HOTEepanuy,
peadbunuTay U NO3UTUBHOM OTHOLIEHHUH K JKU3HU WIEHOB CEMbH.

Ilamocenes

[Tpu BCEX MYKOIIOJINCaxapua03ax HapylIaercs oOMeH (pacuenieHue)
rMKo3aMUHOTIIMKAHOB (I"AI') — 0COOBIX CTPYKTYpHBIX KOMIIOHEHTOB COEIMHUTEIBHON TKaHU.
['AT’- 370 AnuHHBIE LENOYKH MOJIEKYJ caxapa, KOTOpPbIE COEAMHSIOTCS C OeIKaMu U CiryXart
BaXHBIM CTPOUTEJIbHBIM MaTepUaoM JIsl KOCTEH, Xpsied, KOXKH, CYXOXWIMH, KIJIallaHOB
cepana U MHorux Apyrux TkaHel. ['Al' comepxarTcs B BSA3KOM CHHOBHAIBHOM IKUIKOCTH,
KOTOpasi yBJIAXKHSET CyCTaBbl, BXOJAT B COCTAaB KJIAllaHOB CEPALIA, CYyCTaBOB M CYXOXWIHHA. B
HOpME MPOUCXOJUT TOCTOSIHHBIA mpouecc oOpa3oBaHust «HOBBIX» ['Al' um pacuienieHue
«ctapbix». Jlns mponecca pacmiernsieHuss u nepepaborku AT HeoOxonuma Tpymma ocoObIX
6enkoB-pepmenToB. s Toro yTo6s! pacuenuts AT epMeHTH paboTarOT MO OYepear, APYT
3a OpYrOM M pacUIeIUIAIOT UIMHHYK0 Moisekyny I'AI'  nHa wactu. ¥V mamuentoB ¢ MIIC
OTCYTCTBYET dbepmenT (ocobbiii mmst kaxaoro tuma MIIC), koTopelii HeoOXOoauM ISt
paciemienus onpeaenennoro Al

V¥ mnamuentoB ¢ MIIC II Tuna mpoucxoauT HapylieHHe paboTel ocoboro ¢epMeHTa,
Ha3bIBAEMOT0 HIYypoHaT-2-cynb(aTa3a, KOTOPEIA HeoOXoauM i pacuierieHus 1Byx [Al —
nepMmaTtaHcyiabdaTa u renapaHcyibdara B 0COOBIX CTPYKTYpax KJIETOK - Tu30combiX. [Ipu MIIC
II hbepmeHT MO0 MOTHOCTHIO OTCYTCTBYET, JIMOO CHUYKEHA €T0 aKTUBHOCTb.

Hepacmerniennsle nepMaTancyiabghaT U renapaHcynb@ar camu 1o cede He TOKCHYHBI, HO

IMOCTCIICHHO HAKAIIJIMBASACh B KJICTKAX, BBI3bIBAKOT HAPYIICHUA UX paGOTBI.
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TsokecTh 3a00J€BaHUs ONpEIENAeTCS CTENEHbI0 AaKTUBHOCTU (pepMeHTa HOypoHAat-
cynbdarasbl. MccnenoBanus mokasanu, yTo mpu Oosee jerkux ¢opmax O0JIe3HH, aKTUBHBIN
(depMeHT TPUCYTCTBYET B OpraHu3Me B HEOOIBIIOM KoJuuecTBe. K cokalieHHIo B HacTosiiee
BpeMs HET crnocoba CIpOrHO3UpOBaTh, TSOKENOW WM Jerko Oymer Oonesns. dopma
3a00J1€BaHUsl YCTAHABIMBACTCS KIMHUYECKH BPAyoOM I10 COBOKYIIHOCTH CUMIITOMOB M OBICTpOTE
porpeccupoBaHus 3a00J1€BaHMsL.

MIIC II ouens pexnkoe 3aboneBanue. Ilo oOlIEHKaM CHEUATUCTOB €ro 4Yacrora
npubmmzutensho 1: 100 000 - 1: 150 000 HOBOPOXKIEHHBIX.

HacsenoBanue cunapoma XaHrepa

CungpoM XaHTepa HMMEET pPELECCUBHBIM X-CUEIUICHHBIM THUII HAcleAOBaHUA. OJTO
03HA4aeT, YTo T'eH 3a0oseBaHus HaxoauTca Ha X-xpomocoMe. UToObI MOHATh, Kak 3a00j1eBaHue
HacJIeyeTcsl, HEOOXO0UMO MOSICHUTh OCHOBHBIE IIOHSTHS F€HETUKH. Y KaXKIO0ro YeJIOBEKAa UMEET
JIBOMHOM HaOOp IreHOB, OAMH M3 KOTOPBIX OH NOJydYaeT OT MaTepH, Apyrou- ot otua. X u Y
XPOMOCOMBI OIIPENEISIIOT I0J Yea0BeKa. My 4HMHbI UMEIOT 0JHY X XPOMOCOMY, IOJYyYEHHYIO
OT MAaTePH U OJIHY Y XPOMOCOMY OT OTHA. Y >KEHIIUH B HAJIUYUU JIBE X XPOMOCOMBI OT MaTepu
u ot otma. T.o. MIIC II GoneroT TOIBKO MalbUMKH, a JCBOYKH 32 HCKIIOYEHHUEM PEIKHX
Ka3yHCTHYECKUX CIy4yaeB HUKOIJIa HE HMEIOT CHUMIITOMBI 3aboseBaHus. Eciau jkeHIuHa
apnsierca HocuteneM MIIC 11, To cymectByer 50%-HbIi pHCK, YTO OHa mepenact 3abojaeBaHHe
cBoeMy cbiHy BMecTe ¢ reHoM MIIC II, Haxonsmemcs Ha X-xpomocome. OHaKoO, eciu peOeHOK
MOJIYYUT <«3I0POBYIO» X-XpOMOCOMY, 3a00jieBaHMsI HE BO3HHKHET. Taike cymectByeT 50 %
BEPOATHOCTb, YTO JOYb >KEHIIMHBI-HOCUTEIBHMIIBI TAK)KEe OyJIET HOCHUTENIeM 3a00JieBaHUs U B
OyaymeM cMOXeT rnepenarbh O0one3Hb BHYKY. Hocutensmu 3a0oneBaHMs Takke MOTYT OBITh U
CecTpbl MaTepH, MOITOMY OYEHb BaXKHO YTOUYHHTbH SIBJISETCS JIM MaTh peOCHKa HOCUTENeM
00J1€3HU ¥ PU HEOOXOAUMOCTH - 00CIIe10BaTh POACTBEHHHUI] KEHCKOTO 10J1a B CEMbE MaTEpH.

B cnyuae mnoaTBepiKIeHMST HOCUTENbCTBA 3a00JIEBaHMSI BO3MOXHO IPOBEJICHUE
IpeHaTaJbHON JMAarHOCTUKM — T.€. Ha PaHHUX CPOKaxX OCpEeMEHHOCTH ONpeNieiuTh, OylIeT Ju
peGeHOoK GOJIeH MU 3/I0POB.

Crnenyer Takxke OTMETUTh, uTo MaTh pedenka ¢ MIIC II B psane cioyyaeB MOXKET He
ABIIATHCS HOCUTENIEM 3a00JIeBaHUSI M PUCK MOBTOPHOI'O POXKJIEHUS B CEMbE OOJBHOIO pedeHKa
MHUHUMAJIbHBIN.

Jia onpenenenuss HocutenbcrBa MIIC II ncnonb3yercs JIHK-ananus. Onpenenenue
AKTUBHOCTH (pepMEHTa HE BCET/1a ABJISETCS JOCTOBEPHBIM METOIOM.

Bce cempu ¢ MIIC 11 gomxHBl 00s3aTEIBbHO TIPOWTH MEIUKO-TEHETUYECKOE

KOHCYJIbTUPOBAHUC W TIOJYYUTH IIOJHYIO I/IH(bOpMaI_[I/IIO oT Bpada-reHeTuka 0 pHUCKE
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MOBTOPHOTO MPOSBIEHUS JAHHOTO 3a00JieBaHUS B CEMbE WJIM OOCYAMTH ApPYrue BOMPOCHI,
CBs3aHHbIE C HaclieZjoBaHueM 3a0onieBaHus. B Poccum Menuko-reHeTmdyeckue KOHCYJbTalluU
paboTaroT B KaXk/10M PETHOHE.

Kak ycranaBJInBaT 1Uaruo3?

Bpaun Ha OCHOBaHHMHM KIMHUYECKMX CHMITOMOB MOTYT 3alOJI03pUTh OOJIE3Hb.
3areM mpoBOAATCS J1a0OpaTOpHbIE TECThl W HHCTPYMEHTaldbHOE HccienoBanue. Ilockoibky
pasuble Tunbl MIIC OYeHb TOXO0XH MO CBOMM KIMHHYECKUM IPOSBICHUAM, HEOOXOIMMO
HNOATBEPAUTh JUArHO3 C MOMOUIbIO JabopaTOpHBIX MeTonoB. Ha mepBoM 3Tarme mpoBOAMUTCS
onpezaeneHue ypoBHs dkckpenuu ['AI' B Mode, KOTOphIM Bhimie y namueHToB ¢ MIIC, dyem y
3JIOPOBBIX JIOZICH. BTOpBIM 3TamoM mpoBOAMTCS U3MEPEHUU aKTHUBHOCTH (pepMEHTa UAYpOHAT-
cynb(dara3bl B KJIETKaX KpPOBH, IIATHAX BBICYIICHHOW KPOBU WM KYJIbType KOXKHBIX
¢ubpobnacToB. B pampHelimem pekomeHayercs mnposenenue JIHK nuarnHoctuku (ecnm
aKTUBHOCTH (pepMeHTa Obljia CHUXKEHA) Y peOeHKa, a 3aTeM Y MaTepH, AJsi YTOUHEHUS SBISETCS
JI OHA HOCUTENeM OOJIE3HH.

Kiaunnyeckue nposiBieHusi cuHapoMa XaHrepa

CreneHp BBIPQ)KEHHOCTH KIIMHUYECKUX IMPOSBICHUN MPU CUHApPOME XaHTepa pa3lIndHa.
W3BecTHBI KpaiiHe TspKenble (OpMBbI 3a00JE€BaHUs, KOTOPBIC MPOSBISAIOTCS YyXKE€ B PaHHEM
JIETCTBE, U JOBOJBHO JIETKHE, MATKHe (opmbl O0Je3HH. B HEKOTOpBIX cCllydasx HalIudue
cuHApoMa XaHTepa HE BIUSET Ha MPOJOJDKUTENBHOCTD JKU3HH MAllMEeHTa, HO Ka4yecTBO KHU3HHU,
0e3yCIIOBHO, CTpaiaeT Mmpu Bcex ¢hopmax 0oJie3HH.

OcHoBHas 3a3j1a4a Bpaved, OJM3KAX W CaMOT0 MalMeHTa CIeNIaTh KU3Hb MPHU CHHIPOME
XaHTepa MakCUMajdbHO KOMGMOPTHOHM, CHU3UTH PUCK TSKENBIX OCIOXKHEHUH, 3aMeITUTh
porpeccupoBaHue 00JI€3HH, CMATYUTh OCHOBHBIE CUMIITOMBI 3a00JI€BaHUS.

Jlanee ommcaHbl BO3MOXHBIE TPOOIEMbI, KOTOPBIE MOTYT BO3HUKHYTH y TAIIMEHTOB C
cuHapoMoM XaHTepa. OHAKO ¢ yueToM OOJbIION BaprHabeIbHOCTH KIMHUYECKUX MPOSBICHUH,
OHHU MOTYT BCTpPEUaThCsl JAJIEKO HE y KaX/10T0 MalMeHTa JaXKe B OTHOM ceMbe.

Heo6xoanMo moHMMATh, 4TO CUHAPOM XaHTepa — MPOrPEeCcCUPYIOIIee MYIbTHCUCTEMHOE
3a0oJIeBaHre M MPOOJIEMBI TAIIMEHTOB HE OTPAaHMYUBAIOTCS IMOPAKEHUEM CKEJIETa U CYCTaBOB -
CTpajiaeT HEepBHAsl CUCTEMa, OpraH 3peHUs, CIyXa, CEpACYHO-COCYIUCTass U OpPOHXO-JIErOvYHas
CHCTEMBI

Pannee pazeumue, pocm

Jletn ¢ TspKenbIME (OpMaMH CHHIPOMOM XaHTepa Kak MPaBHIIO POKIAFOTCS KPYITHBIMH
U 0 2 5er npubaBIAIOT B pocTe U Bece ObIcTpee, ueM oObluHbIE JeTH. B Oosee crapiiem

BO3pacTe an6aBKa MacCCO-pOCTOBLIX nokasarelnei IMPUOCTAHABJIMNBACTCA, U MMALIUCHTHI C MIIC II
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UMEIOT OoJiee HU3KUH 10 CPAaBHEHMIO CO 3/10pPOBBIMU CBepcTHUKaMH pocT. [Ipu Gonee nerkux
dbopmax pocT MOXKET OBITH B HOPME.

YMcTBEHHOE pasBUTHE

YMCTBEHHOE pa3BUTHE JETEH ¢ CHHIAPOMOM XaHTepa 3aBUCHT OT (OpPMBI 3a00JICBaHMUS.
[Tpu TsxenoM TedyeHUHM OOJIE3HM BCIEICTBHE HAKOIUICHHs IiIMKo3amuHoriaukaHos (I'Al'oB) B
TOJIOBHOM MO3r€ B BO3pacTe OT 2 10 4 JEeT NOCTENEHHO OTMEYacTCs 3aleprKKa IICUXOPEYEBOro
pa3BUTHs, a B TIOCIEACTBUU JI€TH TEPAIOT paHee MNpHoOpeTeHHble HaBbIKU. CTeneHb
MHTEJUICKTYaJIbHOTO JAe(UIuTa BapbUpPyeT y Pa3IMYHBIX MAIMEHTOB: HEKOTOPHIE MaJIbUUKU C
CHUHJpOMOM XaHTepa CIIOCOOHBI MIPOU3HECTH JIMIIb HECKOJIBKO CJIOB, IPYT'H€ MOT'YT T'OBOPHUTb
pa3BEPHYTHIMM IIPEIUIOKEHUSAMH, YUTATh U PACCKA3bIBaTh CTUXU. MHOTHE POAUTEIN OTMEUAIOT,
YTO OYECHb BAXKHO 3aHUMAThCS C peOCHKOM KaK MOXHO OOJIbIlie, OCOOCHHO B PaHHEM BO3pacTe,
JI0 TOTO, Kak 00JIe3Hb 3aTPOHYJIa MHTEIUIEKTyaabHbIe QyHKIMH. J{ake mocie yTpaTsl peun AeTh
COXPAaHSIOT CHOCOOHOCTh K 3MOLIMOHAIBHBIM IEPEKUBAHUAM, CIIOCOOHBI MOHMMATh CBOMX
OJIM3KHX, UCIIBITHIBATh PAJ0CTh U OTOPUYEHHUE.

VY marnueHToB ¢ JIeTKOH (hopMoii cuHApoMa XaHTepa MHTESIUICKT MOXKET OBITh B IIPE/Ieax
HOpMbI. HekoTopele B3pocibie MalueHThl UMEIOT BhICIIEE 00pa30BaHUE U BBICOKUN COIIMANIbHBIN
CTaTyc.

BHemnne oco0eHHOCTH

BHemHuit BUJ MAlMEHTOB C TsDKeNOM ¢dopmoil cuHapoMa XaHTepa HEOOBIYEH M OHU
0oJbIIe MOXOXHU JIpYr Ha Apyra, 4eM Ha CBOUX POJUTENEH U 370pPOBBIX OpaTheB U CECTEp.
N3menenus crpoeHus mia 0003HAYalOT CIEUATbHBIM TEPMUHOM JIUIIEBON AU3MOPPU3M, WU
orpy0OieHue 4epT auua. Y NAlMEHTOB  KpYIHas ToJIoBa, KOPOTKas IIes, Kpyrjioe JHIIO,
HMIMPOKUHA HOC ¢ IIMPOKOH mepeHocuueil. 9To B OONbILIEH CTENEHU XapaKTEepHO Ul TsHKEIOoH
dbopmbl 60ne3nu. [Ipu serkoit U mpomMexyTodHou popme 3a0o0sIeBaHUsI OCOOCHHOCTH BHEIIIHETO
BUJIA CTOJIb HE3HAYUTENIbHBI, YTO MOTYT ObITh BUAMMBI TOJIBKO BpadaMm, a OJU3KHE U 3HAKOMBbIE
MOTYT UX COBEPLICHHO HE 3aMeYaTh.

ITpu MIIC II koxa TojiCTast M XKecTKas, YTO 3aTPyIHsAET 3a00p KPOBU U MCIIOJIb30BaHUE

BHYTPUBCHHBIX KaTETCPOB.

CKerem, onopHo-deuzamerbHaﬂ U KOCmHO- cycmaenasn cucmema

[Tpu MIIC II Tuma, xkak ¥ mpH Bcex APYrux (opmax MyKOIOJIHCAXapUI030B,
CYILIECTBYIOT MpOOJeMbl ¢ (OpMUPOBAHUEM M POCTOM KocTel. IlopakeHre MHOTHX KOCTeM, C
U3MEHEHHEeM HuX (OpPMbI Ha3BIBAIOT MHOXECTBEHHBIM Ju30cTo30M.  Ilpu Tsxenoir ¢opme

CUHApOMaA XaHTepa HU3MCHACTCA CTPOCHUC ITO3BOHKOB. OI[I/IH HWJIM IBa IMO3BOHKAa B CCPCANHC
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CHUHBl MHOTJAa OBIBAIOT YIUIOUIEHBI OOJbINE, YeM OCTaJbHbIE M CcJerka cMelleHbl. Takoe
CMeEIlleHHE TO3BOHKOB MOKET ObITh IPUUUHON P UCKPUBJICHUS [T03BOHOYHHUKA (KHU(}O3, CKOIHO03).
OObluHO TpH JaHHOM 3a00JIEBaHMHM HCKPHBIIEHHE II03BOHOYHHMKA HEOONBIIOE M PEIKO
HY)KJaeTcs B XHUPYPrMUECKOM JICUEHHUU. EcCiaM HCKpUBIEHHE IO3BOHOYHMKA MJIM CKOJHO3

IPOTPECCUPYET, TO TPeOyeTCs ONEepaTUBHOE JICYEHHE.

Camble cepbe3HbIe, ONIACHBIE U KU3HEYTpOKaroIue mpoliemMsl CBA3aHbl ¢ Aedopmanneil
U OCOOCHHOCTSMHU CTpOCHHUsI IMIeiHOro otnena. Ecim cnuHHOH MO3r OyneT caaBieH WU
HOBpEeX/IeH (IIeiiHas MUeJIonaTus), HapylIaeTcs HHHEepBalys BCEX YacTeil Tena, 4To IpUBEeT K
c1aboCTH KOHEYHOCTEH (Iape3bl), HapyIIeHUSIM XOAbOBI, KOHTPOJIS HaJl Ta30BBIMU (DYHKIHSIMH

(Moueuncmyckanue u aedexarus), a HHOTa JaKe JIbIXaHHsl.

TyronoaBm>xHOCTh CyCTaBOB XapakTepHa Ais Bcex (opMm Mykomosucaxapuao3os. C
roJlaMy TYTOIOJBH)KHOCTb CYCTaBOB MOXET IPOTrPecCUpOBaTh U CTaTh MpUUUHOM Ooneil. M3-3a
OTPaHUYEHUS] TOJBMKHOCTH CYCTaBOB M OCOOCHHOCTEH CTPOCHHS MEJIKHX KOCTeH KHCTH,
HAJIBIBI PYK CTAHOBSITCS )KECTKUMHU U UCKPHUBIIIOTCS, (POPMHUPYS TaK HA3bIBAEMYIO «KOTTHUCTYIO
KUCThY». M3-32 TYrOmOJBM)KHOCTH KpPYIHBIX CYCTaBOB M OCOOEHHOCTEH CTpOoeHMs KocTei
HAlMEeHThl XOJAT C CJEerKa COTHYTBIMM KOJEHSAMHM M OeapamMu. Y HEKOTOPBIX IalMEHTOB
pa3BuBaeTcsd X-00pa3HOE€ HUCKPUBJIEHHME HI)KHHUX KOHEYHOCTEH (BajbrycHas naedopmainus).
bonbminHCTBO Bpauell CUMTalOT, 4YTO JaHHas JegopMaiusi HOCUT HPUCIIOCOOUTENbHBIN
XapakTep, oMoras MalueHTy paciupeleNsaTh BEC, IOATOMY ONEPAaTUBHYIO KOPPEKIMIO B PaHHEM
BO3pacTe Jyyllle He MpoBOAUTh. Kpome Toro, B CBsA3M € CaOOCTHIO CBSI30YHOTO ammapara u
HapYyIICHUAX CTPYKTYpbI KOCTEH, onepains MOXKeT ObITh HEd(DPEKTUBHOM, U Aedopmanus yepes3

HEKOTOPOC BPEM BHOBb BCPHCTCA.

B paAC CiiydacB BO3HHUKACT IMOPAKCHUC T'OJIOBOK 6eﬂpeHHHX KOCTeH (aCCHTI/IquKI/Iﬁ
HerO3), 4TO MOXKET MNPUBOAUTH K 6OJ'I€BOMy CHHAPOMY MW H3MCHCHHIO IOXOAKH IIO THITY

"yTHHOI".

Opzanwt Ovixanus

Hapymenue npixarenbHoit cuctemsl y nanueHToB ¢ MIIC cBsizaHo kak ¢ 0COOEHHOCTSIMH
CTpOCHHUSI CKeJeTa, Xpsiield Tpaxen u pedep, Tak U ¢ HakomieHueM ['Al’ B MATKUX TKaHAX
(YBEIMUYMBAIOTCST aJE€HOMJIbI, CIM3UCThIC, BBICTUJIAIOUINE JbIXaTelIbHbIE MYTH CTAHOBSTCA
PBIXJIBIMH, TUNEPTPOPHUPOBAHHBIMU, B pE3yJbTaT€ 4YEro IMPOCBET JAbIXaTEIbHBIX MyTel

YMEHBILIAETCS).
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Tpaxes y mamuenToB ¢ MIIC Oonee ruOkas U MsTKas, U3-3a HEMPABUIHLHOTO CTPOCHHSI
0o0pa3ylolMX €€ XpSIIEBBIX KOJel, KpOME TOro, OHa CYXKaeTcsi H3-3a CKOIUIEHUS CIIU3H.
ITpouecc npixanus y nauumeHToB ¢ MIIC HapymieH. BakHO HOHMMAaTh, YTO HEJOCTATOYHOE
cHaOXEHHE TKaHEW KHCIOpOJOM (THUIIOKCHS) BIHsET Ha (YHKIHMIO BCEX OPraHOB, MO3TOMY

yIy4dllIeHUE IbIXaTeIbHON (YHKIIMU — OJIHA U3 IEPBOOYEPEIHBIX 3a/1ay.

[Ipobnembl ¢ JpIXaHWEM YCYTyOJsieT HM3MEHEHHOE CTPOSHHE TPYAHOH KIETKH:
BCJICJICTBHE HAPYIICHUS COUWICHEHUS MEXKAY peOpaMu U IPpyIMHON TpyIHAs KIETKA <OKECTKasD»
HE MOXET JBHUraTbCsi CBOOOJHO, HE IO3BOJIASA JIETKUM HaOpaTh OosbLION 00BEM BO3AyXa.
[Tpobnema ycyryOmasieTcs enie U TeM, YTO YBEIMUYEHHbIC MEUYEHb U CEJIe3€HKA I0JKHUMAIOT»
nadparmMy W 3aTPYAHSIOT HOPMAJIBHYIO 3KCKYPCHIO JIETKUX. DTH OCOOCHHOCTH TPHUBOIAT K

TOMY, YTO IMALUCHTHI XY7KC IIEPCHOCAT I/IH(beKIII/II/I BCPXHHUX AbIXATCIbHBIX HYTGﬁ " JCTrKHux.

IlepBbIMM CcHUMIITOMaMH HapylIeHUH (YHKUMU BEPXHHUX JbIXaTElIbHBIX IyT€H MOTYT
CILY’)KMTh HOYHOM Xpall, IIyMHO€ JbIXaHUE, OOCTPYKTUBHOE HOYHOE alHOE (KpaTKOBPEMEHHBIE,
JI0 HECKOJIbKUX CEKYHJ 3aJep>KKH JIbIXaHUS BO BpeMs HOYHOro cHa). Takue MposBIECHUS
JIOJDKHBI HAaCTOPaXUBaTh, TaK KaK B JaJbHEHIIEM MOTYT IIPOIrPECCUPOBATH U IPUBOAUTH K

Pa3BUTHUIO OCIIOKHEHUN CO CTOPOHBI APYTUX OPTraHOB (CEp/IIie, TOJIOBHOM MO3T).

[MarmenTtsl ¢ MIIC CKIOHHBI K Pa3BUTHIO OTUTOB, PUHUTOB U BOCHAJIECHUIO JIETKHUX,
[OTOMY aHTHOAKTEpUANbHYIO TEpalUI0 CIEAyeT HayMHaTh YK€ Ha paHHUX CTaJusix
3a0oneBanusa. HecoOMHEHHO, HYKHO KOHCYJIbTHPOBATHCS CO CIELUANINCTAMM, a HE 3aHHUMAThCS

CaMOJICYHCHHUEM.

HecmoTpst Ha peakocTs M TsDKECTh 3a00sieBaHUs, ClelyeT MOMHUTh, YTO BaKLIMHAIMS
naiueHtam ¢ MIIC o6s3arenbHa, Tak Kak MOMOTaeT MpPeJOTBPAaTUTh pa3BUTHUS 3a00JieBaHUM,
NOopaXkarolMX JIeTKMe, B TOM 4YHCJI€ BaXXHO HE MPOMYCTUTh BaKIMHALMIO TPOTUB

IMTHEBMOKOKKOBOM I/IH(l)eKI_II/II/I.

PoToBast moJioctb u 3y0bl

VY nanuentoB ¢ MIIC II 3y0bl MOKPBITEI XPYNKONH 3Malblo, YTO MPUBOJUT K OBICTPOMY

Pa3BUTHIO KapHeca. OueHb BaxXKHO THIATCIIBHO YXAaKUBATH 34 3YG3.MI/I U pEryJIdpHO UX YUCTUTD.

Cepoeuno-cocyoucmasn cucmema
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[Tpaktrueckn y Bcex marueHToB ¢ MIIC II maGmromaeTcss  WM3MEHEHHsI CO CTOPOHBI

KJIallaHHOTO arnmnapara (YIIOTHEHHE CTBOPOK U XOPJI KJIAMaHOB).

[Tpu ocMOTpe MaMEeHTOB ¢ CHHAPOMOM XaHTepa Bpau MOXKET 0OpaTHTh BHHUMaHHUE Ha
HaJlMuue «mymoB» B cepaue. Kak mpaBuio, 3TO CBA3aHO € IOPAXEHUEM KJIAIaHOB:
HOBPEXJCHHBIM KJallaH 3aKpbIBaeTCsl HEMJIOTHO, IIPU COKpALlEHUH cepAaua HeOoJbIloe
KOJINYECTBO KPOBHU JIBUTAE€TCS B OOpPAaTHOM HANpAaBICHWH, YTO M BBI3BIBAET IIIYM, KOTOPBIH

CIBIIIUT Bpad. Yale Bcero nopaxarorcs aOpTAIbHBIA U MUTPAJIBHBIN KJIAIIaHBbI.

[lopaxeHnue JIerkux, O KOTOPOM HAIMCAHO BBIIIE, TAK)KE€ MOXKET CTaTh NPUYUHON
WU3MEHEHUH CO CTOPOHBI cepaua. «IIpokaunBaHue» KpoBU Yyepe3 U3MEHEHHBIE JIETKUE, IPUBOAUT
K TIeperpy3ke IIpaBbIX OTHEIOB CepAla W pa3BUBACTCA IPABOCTOPOHHSAS CepleyHas

HEOOCTAaTOYHOCTD.

IIpn TSKEII0N bopme CHUHJIpOMA XaHrepa BCJIE/ICTBUE HAaKOILJICHUS
[JIMKO3aMHUHOIJIMKAHOB ~ HENOCPEACTBEHHO B CEpACYHOM  MBIIIE MOXET  Pa3BUTHCS

KapaAuOMHUOIIaTHA.

BprouHas moJyocrb

IIpu cuaapome XaHTepa NEUeHb M CEIE3E€HKA YBEIMUYEHBl H3-3a HakomueHus [Al
(remaTtocrieHOMeranusl). YBEIMYEHUE TIE€YeHU OOBIYHO HE MPHUBOJUT K HAPYLIEHUIO €€
(GYHKIIMM, HO MOXXET BIMATH HAa MEPEHOCMMOCTh TOM WJIM MHOM MHINM, a Takke yCyryousTh

AbIXaTCIBbHBIC l'IpO6J'IeMBI.

[Ipn mykomonucaxapuao3ax, Kak IpaBUIO, >XUBOT YBEIMYEH B 00bEME 3a CHeT
renaTroCIUICHOMETaIM M CJIa0OCTH MPSAMBIX MBI JKMBOTa. TakKe 4YacTo BO3HHMKAIOT
COYETaHHbIE WJIM N30JUPOBAHHbIE IPHDKH (ITyIIOYHas1, TaXoBas, aXOBO-MOIIOHOYHON U CpeaHel
JUHUK XkHUBoTa). Kak mpaBuio, IIaHOBOTO ONEPATUBHOTO JIEYEHUS! TPEOYIOT MaxXOBble IPBIKH,
OJIHAKO TPBIKU MOTYT BO3HUKHYTh BHOBb. [IynouHble Irpblky HEOONIBIINX pa3MepOB OOBIYHO HE
TpeOyIOT OnepaTUBHOTO JieueHus. Perienre o He0OX0AUMOCTH OTepaIiK J0KHO TPUHUMATHCS
COBMECTHO C JI€YAllUM BpayoM: IIOKa3aHUEM K CPOYHOHM OlEpaluu CIIYXKUT YLHIEMICHUE

TPBIEKEBOI'O BBITMIIYUBAHUSA.

VY mnanuentoB ¢ MIIC Il Hepenko HaGmiofaercs HEYCTOMYMBBIA CTyN (3amOpbl WU
nuapesi).  [lpyumHa 3TOro 10 KOHLA HEMOHATHA. Bo3MokHO, Hapymaercss (QyHKIUS

BEreTaTUBHOMI HCpBHOf/'I CUCTCMBI, ITIOCKOJIBKY I'AI' nakammBaroTCS B HCEPBHBIX KIJIICTKAX
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KuieyHuka. Jluapess MoxkeT umcye3aTb ¢ BO3pacTOM, HO  BO BpeMs NpHEMa aHTHOMOTHUKOB
MOJKET MOSBIATHCSA BHOBb.  EciM nuapes BO3HUKIA U3-3a IpUeMa aHTUOMOTHUKOB, BpPayl MOT'YT
HA3HAYUTh NpenapaTthl, CHOCOOCTBYIOUIME HOpPMaIM3allMd MHUKpodopsl kumeuHuka. Ecmu
NAllMeHT MAaJI0 JBHTraeTcs, TO MOTYT pa3BUTbCA 3amopbl. B 3ToM ciiydae 3(QeKTHBHO

YBEJIMUEHHUE B PAIlMOHE KOJIMYECTBA IPyO0O0il MUIK (KJIETYATKH ).

Hepenaa cucmema

3agepkka ©  perpecc mncuxoMoropHoro paszputua npu MIIC 11 cBs3zano ¢
HEeNocpeAcTBeHHbIM HakomienneM ['Al' B kierkax Mosra. Takxe CBOIO JIENTYy BHOCST
HeaJIeKBaTHasi BEHTWJISIMS W TUIIOKCHS TOJIOBHOTO MO3ra, IOBBIIICHUE BHYTPUUYEPEITHOTO
JIaBJICHUS BCJIEICTBHE TUApOIedaniy, HapylIeHHE MO3HABATEIBHBIX CIIOCOOHOCTEH BCIIEICTBUE
CHW)KEHHUS 3peHus U ciyxa. ['po3HbIM ocnoxHeHueM npu Tskenbix Gopmax MIIC II sBnsercs
HapylIeHUe IUPKYJISIUU CIIMHHOMO3TOBOHM JKUAKOCTH C pa3BUTHEM rujapouedanuun. B stom
cllydae TAIMEHTHl JKAIYIOTCS Ha TOJIOBHBIE OoyM, y JneTeil oOpamaioT Ha ceds BHHUMAaHUE
OCCIIOKOMCTBO, PBOTA, 3aJepKKa pa3BuThs. HeoOxomuma KOHCYNIBTALUS Bpada HEHPOXHPYypra
JUISL pelIeHs] BOIpoca O HEOOXOAMMOCTH OINEPAaTUBHOTO WM MEAMKAMEHTO3HOTO JICYEHUU

JaHHOT'O OCJIOXKHCHMU .

Ecnu BO3HMKAIOT NOMO3pEeHMsT Ha ruapouedanuio, TO HEOOXOAMMO IPOBECTH
KOMITbIOTEpHYI0 ToMorpaduio uiu MPT. OcmoTpa ria3Horo 1Ha OKyJIHCTOM HEAOCTATOUHO JUIS
IIOCTAaHOBKM JMarHo3a, T.K. rujapouedanus y aereit ¢ MIIC II moxer mporekaTb U 6e3

3aCTOMHLIX U3MEHEHUN Ha IJIa3HOM JIHE.

OmnepatuBHOE JieueHUe rupoledanun 3aKkiI04YaeTcss B TOM, UTO B KeJyI0UYKHU FOJIOBHOTO
MO3ra BBOJST TOHKYIO TpYyOKy (IIyHTa), KOTOpas OTKauMBAET JIMIIHIOK KHUAKOCTh B OPIOLIHYIO
MOJIOCTh. Y TaKOro IIyHTa €CTh YUyBCTBUTEJIbHBIN K JaBJICHHUIO KJIallaH, KOTOPBIA MO3BOJISET
OTKauMBaTh 11epeOpPOCIMHANBHYIO >KUJKOCTh, KOTJa JaBJICHHWE CIHUHHOMO3TOBOHN >KHIKOCTH

CTaHOBHUTCA CJIMIIKOM BBICOKHM.

He wmenee rposubiM ocinoxHenneM MIIC sBusieTcss coaBiieHME CHMHHOIO MO3Ta B
MO3BOHOYHOM KaHaje W3 3a YTONIICHHs 000J0YEeK CIMHHOTO MO3ra C HECTaOMIBbHOCTBHIO
MO3BOHKOB, 4Yalle- B BepxXHemeWHoM otaene. ChaaBiaeHWe NTPUBOAUT K  TSDHKEIBIM
HEBPOJIOTHYECKUM OCIIOKHEHHUSIM, 9aCTO HEOOPAaTUMBIM — HApPYIICHUHU TMOXOJKH, OTpaHUYEHUE

JIBUKEHUM KOHEYHOCTSIMH, TepsieTcd KOHTPOJIb HaJ MOYEHCIyCKaHueM U Jedekanue,
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HapyIlIaercs IpixaHue. PaHHee Xxupypruueckoe BMENIaTeNIbCTBO MMEET pellaroliee 3Ha4eHHe B

YCTpaHCHHUHU CTCHO3a.

Eme ogHuM OCIIOKHEHHEM CO CTOPOHBI HEPBHOM CHCTEMBI MOXKET OBITh KapHalbHBIN
CHUHJPOM (3aISICTHBIM CHHJIPOM, TYHHENBHBIH CHHAPOM) — paclpoCTpaHEHHas Hpobiema y
nanuenTos ¢ MIIC. HepBsl poXoAT 4epes 3arscTbe MeXAY 3alACTHBIMU KOCTSMHU U CBA3KaMU.
VYTonuenue cBA30K 3a cueT HakorwieHus ['Al' okaspiBaeT naBieHue Ha HepBbl. IIposBreHueM
3TOr0 CHHJpPOMAa MOTYT OBbITh 0O0Jb W OHEMEHHME NAJBIEB PYyK U TPYJHOCTH C 3aXBaTOM
IIPEIMETOB.

JUIs AMarHOCTHKH M3MEpSIIOT CKOPOCTh INPOBEJCHMS HEPBHOI'O HMMITYJIbCAa B OOJIACTH
KUCTU. DTO IMpocTas Mpoueaypa, IO3BOJISIONIAs YCTAaHOBUTh HAJIM4YUE€ WJIA OTCYTCTBHE
MOBPEXACHUS HEPBOB.

Hekoropele HapylieHUs HEpBHOW CHUCTEMBI (IBUraTelbHbIE PACCTPOWCTBA) SBISAIOTCS
BTOPUYHBIMU U B 0OJIbILECH CTENEHU CBS3aHBbI C MOPAKEHUEM CKEJIeTa.

Opzan 3penus

Hakomnnenne ['Al' mpoucxoauT BO MHOTUX TKaHSIX, B TOM YHCJIE U B POrOBULIE, IO3TOMY
MOXeT HabmoJarbes ee nomyTtHeHue. OHUM U3 NPU3HAKOB U3MEHEHUS POTOBUIIBI  SIBIISETCS
HENEPEHOCUMOCTD SIPKOTO CBETA, TAK KaK IIOMYTHEHHUE BbI3bIBACT HENPABUJIBHOE IIPEIOMIICHUE
cBeta. B aTOM ciiydyae MOTYT IOMOYb COTHEUHbIE OUKU. Eciii mOMyTHEHHE POrOBUIIBI TSHKENOE -
YXYALIAeTCs 3peHHEe, 0COOCHHO MPU TYCKIIOM CBETE.

Otnoxxenne 'AI' B ceTyaTke MOXET MPHUBECTH K MOTepe MEepUPEepUuIecKOro 3peHHs U
HUKTAJIONUHU («KypUHOH ciienore»). PeOEHOK MOXKET MyraThCsi M OTKa3bIBaThCS XOJUTh B TEMHOE
BpeMs cyTok. JKenaTrenbHO OCTaBIIsATh HOYHUK BKJIIOUEHHBIM B cHajibHe M Kopupope. MHorma
MOTYT BO3HHKaTh IMpPOOJIEMbI CO 3pEHUEM, BbI3BaHHbIE M3MEHEHHSIMH B CETUaTKE IJa3a WU
IJIAyKOMOW (IIOBBIIIEHHBIM BHYTPHUIJIa3HBIM JABICHHEM), IOATOMY pEryJspHbIE OCMOTpPHI
odranbmonora Heo6xoauMbl. C TOMOIIBIO CIEHUAIBHBIX UCCIET0BAHNN 0(TaIbMOJIOT TOMOKET
OTIpEeENNTh, U3-3a YEr0 MPOUCXOJUT YXYALLICHUE 3PEHMUSL.

Opzan cayxa

[Tpu Myxomonucaxapui03ax TYroyxoCTb MOXKET ObITh HeHpoceHCOpHas (CBsI3aHHAs C
HapyIICHUEM YyBCTBUTENBHBIX (BOJIOCKOBBIX) KJIETOK B YJIMTKE), KOHAYKTHBHAas (CBsI3aHHAs C
HapylIeHUEM 3BYKOIPOBOAALIMX ITyTeH) WM cMemaHHas (KoMOuHauus AByX THIoB). [lpu
cuHapomMe XaHTepa TYroyxocCTh, 4Yallle HOCHUT CMEIIAaHHBIM XapakTep M MPOrPECcCHpPYET C
BO3pacToM. Pasznmnuaror 3 CTeneHM TYroyxOCTH — JIETKYK), YMEPEHHYI0 M TsDKenyr. B
3aBUCUMOCTM OT THIA M TSKECTH IOPAXKEHUS CIyXa NPUMEHSIOT pa3jIM4YHbIE IMOAXOABI K

KOppCKIHH. KpaﬁHe Ba’KHO, KaK MOXHO PaHbBUIC 3aMCTUTH NIPU3HAKU CHUIKCHHUA CJIyXa, TAK KaK
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0e3 KOPPEKIIMH TYTOyXOCTh MEIIAaeT HOPMAJIbHOMY pPa3BUTHIO W OOYYEHHUIO TAIMEHTOB.
®dakTopoM, YCYryOJSIONIMM HapylICHUE CIyXa, SBISIOTCS 4YacThle MHMEKIMH CPEIHEro yxa
(oTUTHI).

JleueHne, HAOJIIOEHHE U IIAHOBLIE 00C/IeIOBAHUS

Bpauamu skcniepramMu B3 pa3HbIX CTpaH ObUIM CO3/IaHBI PEKOMEHAIUMH 110 HAOIIOICHUIO,
JIMarHoctuke u Jeuenuto nanueHtoB ¢ MIIC Il tuna. B nanHom paszzene Mbl KpaTKO pacCKaxeM
0 HUX.

Haob6noenue, nnanoeswie o6cnedosanus u mecmot

s Toro, 4ToOBI OIEHUBATH COCTOSIHHME MalMeHTa, d3G(EKT nmpoBoguMOn (pepMeHTHON
Tepanuu, (HU3NOTEpANUU CYIIECTBYIOT pa3lW4yHble TecThl M IIKalbl. (OYeHb Ba)XXHO HE
OTKa3bIBaThCS OT MPOBEICHUS JTUX HCCICIOBAHHM, TOTOMY YTO OHHM ITOMOTAIOT Bpavam
OOBEKTHBHO OIICHUBATh COCTOSHHE MaIlM€HTa, 00OCHOBATH JICUCHHE MJIM BBECTU M3MEHEHHS B
MIPOrpaMMbl peaOMIIMTAIIMN ¥ aOUITUTAIUH.

CaMbIM U3BECTHBIM SIBIsieTCS 6 MUHYTHBIM TecT XoApObl. CyThb 3TOro Tecta O4YeHb
MPOCTasi- OIEHUTh BBIHOCIMBOCTh MAlMEeHTa. [lalMeHTy mpeiaraloT — XOJIUTh MO JUTHHHOMY
Kopuopy 6 MuHYT. TecT OolleHHBAeTCS KOJMYSCTBOM IPOMICHHBIX MIaroB 3a 3To Bpems. Korma
MPOBOJMIIN TIEPBBIE KIMHUYECKHE HCIBITaHUS Tpenapara i jJedeHus MIIC pasHbIX THIIOB,
WCCJICIOBATENIM OIICHUBAIM ATOT IOKa3aTelb JI0 M IOCie Hadajia (EepMEHTHOH Tepanuu |
CpPaBHHMBAJIM C TPYMNIOW MAalMEHTOB, MONYyYaBIIMX IuTane6o. IMEHHO 3TOT TecT MoKasal, uTo
depMeHTHAsT 3aMeCTHTENbHAs Tepamus VYIydllaeT BBIHOCIMBOCTh TMAIUCHTOB M UX
JIBUTATEILHYIO aKTHBHOCTb.

UToObl OIEHUTHh CTENEHb OTPAHHYEHHUS NbIXaHUS, Bpad MOXKET IMPOBECTH JIETOYHBIE
dbyHKIIMOHAIbHBIE TecThl. Jlerounesle (QyHKIMOHANBbHBIE TECTHl  OMPENENSAIOT, KaKou
MaKCUMaJIbHBIA 00bEM BO3/JyXa MOXET BIOXHYTH MAIMECHT, U HACKOJIBKO OBICTPO MPOWCXOIUT
ra3000MeH. DTH TeCThI MOTYT BBISIBUTH 3a00JICBaHUS JISTKUX, OMPECIIUTh CTCTICHD MIOPAKEHUS 1
OolleHUTh d(PPeKTUBHOCTL JNe4eHHs. TecThl OOBIYHO BBIMONHSIOTCS C HUCHOJIB30BAHUEM
CHeIMalbHOTO Oo0OopynoBaHUs. Bo Bpems wuccliejoBaHHS HYKHO IO KOMaHJIE BJIbIXaTh,
3aJIep’KUBaTh BO3yX, BBIABIXaTh. VcciaemoBanue (YHKIMH JIETKHMX HE IMPEACTABISAIOT PHCKA
3JI0POBBIO.

BricnymmBanue (ayckynbTalus) cepjia JOJDKHO OBITh 00sS3aTeIbHBIM U PETYISPHBIM
UCCIICIOBAaHUEM JJIsl TAIMEHTOB C MYKOMOJHCaXapuao3aMHu. BakHBIM METOJIOM HW3YYCHHS
cepama SBIAETCS YIBTPa3BYKOBOM — sxokapaumorpadus (Oxo-KI'), koropas OesomacHa,
6e3005e3HeHHa U BbIcCOKOMH(popMaTuBHA. COBpeMeHHbIE TPUOOPHI O3BOJISAIOT MOIYYUTH OJHO-,

ABYX- U TPEXMCPHOC H3o6pa>1<eHHe cepana, onpeAcsMTb CKOPOCThH KPOBOTOKA W JABJICHHUC B
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pa3MyYHBIX €ro OTHAe’ax, ONpeAeNuTh HampaBieHHe U TypOyJIEHTHBIM  XapakTep
KpoBOTOKa. OXx0-KI' pekoMeHyI0T MpOBOJIUTH 110 MOKa3aHUsIM, HO HE pexe 1 pa3a B roa. ITo
UCCIICIOBAaHUE  HEOO0XOAUMO, YTOOBI OOHAPYKUTH JIFOOBIE TPOOIEMbI ¢ ceplieM (yBelIndeHue
pa3MepoB, HAPYIICHUE COKPATUTEIHHON (DYHKITUH, TOPAKESHUE KITAITAHOB).

HeoOxonumo peryinsipHo (Z1Ba pa3a B TOf) IPOBOAUTH MPOBEPKY CiIyXa, AJi TOTO YTOOBI
cpasy e HayaTh JICYeHHE U MAaKCUMaJIbHO COXPAHUTh BO3MOXHOCTh YUUTHCSI U OOIIATHCS.

Maenummnas pe3onancHas momoepagusi

MPT 1n03BOHOYHHMKA JOJDKHA MPOBOAMTCS €XKETOJAHO, C OCOOCHHBIM (POKycOM Ha
0o0yacT, B KOTOPBIX MOKET Pa3BUBAThCSl KOMIIPECCHSI CIIMHHOIO MO3Ta - IIEWHBIN, IpyaHOMH,
TPYAONOSICHUYHBIM oTnaenbl. [lanmenTsl ¢ cuHIpoMoM XaHTepa IOJKHBI HaOIIOaThCs Y
XUPYpra-opTore/a, YTo0bl KOHTPOIUPOBATH COCTOSTHUE MICHHOTO OT/ie7Ia TO3BOHOYHHKA. BaskHO
OIICHUBATH PE3yJbTAThl UCCICAOBAHUI B JUHAMHUKE, MIOSTOMY BCE€ CHUMKHU CIIEAYET XPaHUTb U
MPEIOCTABIATH MPU KAXKIOM CIEAYIOUIEM HCCle0BaHuU BpauaM. KoMnbioTepHyto ToMorpaduio
MO3BOHOYHHMKA MIPOBOJAT, KaK MPABUIIO Mepe]] INTaHUPYEMbIM OTIEPaTUBHBIM JICUCHUEM.

Penmeenoepaghus

Pentren melHOro W rpyao-MOsSCHUYHOTO OTJEIOB MO3BOHOYHUKA B JIBYX MPOCKIIUSIX
cienyeT TpOBOAUTH Kaxkible 1-3 roma. DTo wHcclneqoBaHUE NPOBECTH TEXHUYECKH OBbIBAET
npouie, yem MPT, kpome Toro pentrenorpadus maer Oojbiie HHGOPMAIMU O CTPOCHHUH
MTO3BOHKOB.

Cumnmomamuueckoe neuenue

OcHOBHast 1IeJIb CHUMIITOMATHYECKOTO JIEYEHUSI - CKOPPEKTHPOBATH BBI3BAHHBIC
3a00JIeBaHNEM U3MEHEHUSI.

Ckenem u onopHo-08u2amenbHas cucmema KOCMHo- CyCmasHas cucmema

Baxxno HaiiTu GanaHc MeXIy BO3MOXHOCTHIO JKUTh MAaKCUMAJIHHO TIOJIHOM KU3HBIO U HE
JIOTTyCKaTh OCJIOKHEHUW 3a00JI€BaHUs, CBSI3aHHBIMHU C OCOOEHHOCTSIMU CTpoeHHs ckenera. C
OJIHOM CTOPOHBI, HE CIEAyeT YpPe3MEPHO OrPaHUYMBATH M ONEKATh MallM€HTa, HO BaXHO
MOMHHTb, YTO HEKOTOPHIE BHUJIbI (PM3MUECKON aKTUBHOCTH, TaKHME KaK KyBBIpKaHHE, CTOHKa Ha
TOJIOBE M HBIPSHUE JIOJDKHBI OBITh TMOJHOCTHIO HMCKJIOUEHBI M3-32 HECTAOMJIBHOCTH IIEWHOTO
oTnaena. PaspemaroTcst JIeTKUE MPBDKKH, HO HEJB3s JIOMYCKAaTh CaMOCTOSITEbHBIC MPBDKKU Ha
00e HOTH, TOTOMY YTO CHCTEMa OIMOpPHI M KOOPAMHALWU JIBUKCHHH Yy TAIlMEHTOB HE COBCEM

pa3BuTa. PoagutensM MIKOIBLHUKOB HYXHO 00s13aTeNbHO COO6I_I_[I/ITL 00 »TOM YUYHUTCIIIO

(bU3KYIBTYPHI.
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[Tatiuentsl ¢ cuHApOoMOM XaHTEpa IOJDKHBI BECTH TOJBIKHBIA 00pa3 XWU3HH, IS
nojiep)xaHusi (YHKIMOHUPOBAHUS CYCTABOB U YIYUIIEHUs OOIIEr0 COCTOSIHUS 310POBBS.
OuU3MOTEPaNIeBT MOKET IOCOBETOBAThH PA3IMUHbIe KOMOMHAIINN €KEAHEBHBIX YIPAKHEHUH.

WuTeHcuBHas Tepanus A yJAy4LIEHHs] MOJBMKHOCTU CYCTaBOB M IIO3BOHOYHMKA, a
TaKXe JUIl YKpEIUIEHUS CIMHHOW M OpIOIIHOW MYCKYJaTypbl PEKOMEHJOBaHA s BCEX
nanueHToB. YToObl YMEHBLIUTb IMOCIEACTBUS THIIEPIOPI03a, HEOOXOAUMO YKPEIIATh BCE
IpyHIbl TPYJHOM MYCKYJIaTyphbl, IIPU 3TOM HY)KHO IPOBOJUTH TEpAIMIO, HAIIPABJICHHYIO U Ha
pa3sBUTHE MOSCHUYHO-KPECTIOBOTO OTxAena. HeoOxoauMo cieauTh 3a TeM, YTOObI MAIMeHT He
NIEPEHAIIPATAICS U HE YCTaBaJl 4PE3MEpPHO, IOITOMY PEKOMEHIYETCS TILATEIbHO HU3YYUTh €T0
(bu3nUecKoe COCTOSIHUE U COOTBETCTBEHHO MTPOBOJIUTH TEPAIIHUIO.

Popurensm pekoMeHayeTcs NpPOBOAUTH TaKWE 3aHATUS JOMa, COYETas aKTUBHBIE U
IIaCCUBHBIC yNpakHEeHUs1. KOMIUIEKC 3aHATHI TOJKEH BKIOYATh:

- yIpa’kHEeHHsI Ha BBIpaOOTKY OCAaHKU M YyBCTBA PaBHOBECHS;

- YIPaXHEHUS HA PACTSKEHUE;

- BOJHBIC TPOLEAYPHI U 3aHATHUS CIIOPTOM B BOJI€, OCOOCHHO JIJISl TIOYKUJIBIX MAllMEHTOB.
Paccnabnsronuii Maccax v MoABOHBIA Maccak OKa3bIBalOT BeCbMa OJIarONpUsITHOE IEHCTBUE.

OtaenpHOr0 BHUMaHUs TpeOYIOT 1e(pOpMUPOBAHHBIE CTYITHU U KUCTH.

UYroObl moasiep>KuUBaTh IMOABMKHOCTh CTYNHEH HEOOXOAWMO NPOBOAUTH I'MMHACTHKY,
Jyd4llle BCETO AOMa WM BO Bpems urp. Uig CHATHUS YPE3MEPHOIO MBIIIEYHOTO HaNpsKEHUS
HeoOXoauMma opToleauueckass o0yBb, CTEIbKM UM BKIAJBIIIM, KOTOPHIE BBINOJIHSIOT
NOJIEPKUBAIOLTYI0 (DYHKIIMIO, B HEKOTOPBIX ClIydasix - OpTe3bl. BaHHOUKH, MaccaX HOT Takxke
HEOOXO/IUMBI.

BakHO BBINOJHATH YNpaKHEHHMsI HA PACTSHKKY MBIIII 3aJHEW MOBEPXHOCTH Oenpa U
TOJICHH.

Jnsa  ynydimmeHuss MENKOM MOTOPUKM KHCTEM pyK pEKOMEHJIOBaHAa WHTEHCHBHAs
TMMHAacTHKa JUIsl MAIbLEB U JIAJOLIEK, KOTOPYIO POAMTENN MOTYT NMPOBOAWUTH noma. Jlydmre
BCEr0 BBECTH €€ B IIOBCEIHEBHBIE JOMAIIHUE PUTYyallbl, HAIIPUMEDP, BO BPEMsI €bl 3a CTOJIOM.
Urpsl ¢ ydacThem JIaJOHEN M MajblEB OYEHb IO IyIIE JAETSAM, HO BO BpEMs YIpPaKHEHUH Ha
pacTspKeHHUE MOTYT MOSBUTHCS )kajloObl Ha O0JIb M HENPUSTHBIE CUMIITOMBL. B nanHOM ciiydae
XOpOILIO TOMOTAl0T TEIUIbIE BAHHOUKH AJIS PYK, NOIYIIEYKH C IMPOTPETHIMU 3€PHAMU UIIU MXOM,
TOphOM, KOTOpPbIE MAIIUEHT JEP>KUT B PYKaxX BO BpPEMs UTD.

Ilocne WHTEHCUBHBIX 3aHATHI JIIEKTPOTEpamus, Py4yHOM Maccak, BOJHBIM Maccax,
Tepanusi JIe4eOHON Tpsi3bl0, 3aHATUS Ha BOJHBIX TpPEHa)Xepax CHUMAIOT OOJlb U MPUHOCAT

o0Jieruenue.

o1



ITpu npoBeneHNM BceX aKTHUBHBIX BUAOB TE€pANUU cielyeT oOpaiars 0co00e BHUMAaHUE
Ha PpUTM JbIXaHUs M JlaBaTb JIOCTaTOYHOE KOJIMYECTBO IIEPEPHIBOB Ul OTIbIXa MU
BOCCTAHOBJICHMS JIbIXaHUSI.

Xupypauueckoe neuenue

CylecTBYIOT pa3iUyHble MHEHHMSI O HEOOXOJMMOCTH XUPYPrHUECKOr0o BMEIIATEIbCTBA.
Ho omnepaTtuBHOE BMEIIATENbCTBO HECET ONPEAETICHHbIE PUCKM U IPOBOAUTH UX CIENYyeT B
ciydasix octpod HeoOxomumoctu. OmHy u3 Oonpmmx cinoxHocted mpu MIIC mpencraBiser
npoBeneHue anecresuu. Murtybamus y mogeir ¢ MIIC TpeOyeT ompeneneHHOro HaBbIKa M
JIOJDKHA BBIMOJHATECS ONBITHBIM BpauoM. HecTaOuibHOCTH IIEHHOIO OTHENa MO3BOHOYHMKA Y
nanuenToB ¢ MIIC yBennuuBaeT pUCK TPaBMaTHUYECKOTO MOBPEXJICHHS, B TOM YHCIIE HIEHHOTO
OTJiella CHMHHOI'O MO3ra, IMpH BEJCHUM AHECTe3UU, TaK KaK MHOTHE aHECTE3MOJOTMYECKUE
nocoOusi CBs3aHbl C MAaKCUMaJbHBIM pa3rubaHueM Iieu. B 3Tom ciayyae HY)XHO NPUHUMATb
crielManbHble MEpbl MPEIOCTOPOKHOCTU. EciM manueHT nonajil B KPUTUYECKOM COCTOSHUM B
00JIbHUIlY, HEOOXOIMMO COOOLIUTH aHECTE3HOJIOTY, YTO BO3MOXHBI IpOOJEeMbl ¢ lIeed u
uHTyOanuel. JlpixarenbHble MyTH, KaKk IPAaBUIIO, CYXEHBI, [103TOMY MOMKET IOTpeOOBaThCS
JHAOTpaxealibHasg TpyOka MeHbluero auaMerpa. Cama ycTaHOBKAa Takod TpPyOKH - OYEHb
TPYAHBIA IPOLIECC, U BO3MOXKHO MOTpPeOYeTCs] MCIOJIb30BaHUE I'MOKOro OpOHXOCKOIA, 4TOObI
c/lenaTh 3TO aKKypaTHO.

HecrabunpHOCTh IMIEHHOrO OT/A€da MO3BOHOYHUKA KOPPEKTUPYETCS C TOMOIIbIO
onepanuu (edHpld crioHauaoe3). C MOMOIBI0O KOCTHBIX (PParMEHTOB WM MCKYCCTBEHHBIX
MaTepuaioB (popMupyeTcs onopa, 00beUHSIONIAs 1Ba BEPXHUX MO3BOHKA U OCHOBAaHUE Yeperna.

Opean cayxa

HeiipoceHcopHass M KOHIYKTHBHAs TYroyXxocTb B OOJBIIMHCTBE CIy4aeB MOTYT
KOMITCHCHPOBATHCS MOI00POM CITYXOBBIX aImaparoB (CIyXOBbIe MMIUTAHTHI CPETHETO yXa).

Cepoeuno- cocyoucmas cucmema

B HekoTopbIX citydasx MOXeT MOTpeOoBaThbcs XUpypruyeckas omeparus Jjas 3aMeHbI
MOBPEXACHHBIX KJIAIIAHOB.

Unghexyuu

BaxxHo, 4TOOBI OCYIIIECTBIISAJICS XOPOIIHA YXOJ 3a 3y0aMu, TaK KaK pa3pylIeHHbIC 3yObl
OPUYHHSAIOT CUJIBHBIM AUCKOMQOPT U SABIAIOTCA oyaramMu uHgpekuuu. HeoOxoaumo perynspHo
YUCTUTH 3YyOBblI, MCIIOIB30BaTh PacTBOPHI JUIs mosiockanus. Ho nake mpu camoil TIIaTeabHOH
3a00Te 0 3y0ax, MOTYT pa3BHBAThCsl BOCIAJIUTENbHbIE MPOILECChl. Pa3apaKuTenbHOCTb, IJ1a4 U
0eCIOKONCTBO MHOI/Ia MOTYT OBbITh €IMHCTBEHHBIMH CHUMIITOMaMH mpobiem c¢ 3ydbamu. Ilepen

OINICPATUBHBIM JICYCHHUEM 3y60B nanueHTaM, y KOTOPBIX YXKC AJUAHOCTHUPOBAHO IIOPAKCHUC
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KJIA[TAaHOB Cep/illa, HEOOXOIUM NPO(HUIAKTHYECKUN TMpHUeM aHTHOMOTHUKOB Teped W TOcie
JiedyeHus. DTO BBI3BAHO TE€M, YTO HEKOTOpbIE OAKTEpUU U3 POTOBOU MOJIOCTH MOTYT MPOHUKHYTh
B KPOBOTOK M BbI3BaTh MH(EKIIMOHHBII MPOLIECC HA MOpaXEHHOM Kiamnane. Eciau HeoOxoaumo
ynajneHue 3yba TOJ aHecTe3ued, A3TO JODKHO OBITh CAelaHo B OONBHUIE, a HE B
CTOMATOJIOTUYECKOM MOJIMKIMHUKE, MOJ] HaOJIOIEHHEM OIBITHOIO aHECTe3Moyiora W 3yOHOro
Bpaua.

Jleuenue OPBU y nanuentoB ¢ MIIC nyumie Takke NpoOBOIUTH MOJ NPUCTAIBHBIM
BHUMaHHEM Bpaya. CiielyeT MOMHHUTb 00 OCOOCHHOCTSX MPUMEHEHUS CTaHIAPTHBIX MPETapaToB
y 3TOM rpymnmbl manueHtoB. Hampumep, Takue jekapcTBa Kak aHTUTHCTaMUHHBIE Mperaparhbl
MOTYT CYLIUTh CJIM3UCTYIO, Jejas ee TOJIIEe, MPOTUBOOTEYHBbIE WM COCYIOCYKUBAIOLIUE
CpeACTBa MOTYT TOBBICHTH KpOBSIHOE JaBJICHHE U CY3UThb KPOBEHOCHBIE COCYIBI, 4TO
HexenarensHo mpu MIIC.

W3 3a 0coOeHHOCTEH CTpPOCHHs IMO3BOHOYHUKA M TPYAHOM KJIETKH, MalUeHTaM C
CUHAPOMOM XaHTepa CJIOXKHEe CIpaBUThCS C HH(QEKIMel, eciu oHa 3aTparruBaeT JIeTKue,
MIOSTOMY Bpauu JIaXKe NP HE3HAUYNTEIIbHOW HHPEKIIMH MOTYT Ha3HaYaTh aHTHOMOTHKH.

Uro0bl HOpMaNIM30BaTh IHUPKYJISIHUIO BO3AyXa B JIETKUX, PEKOMEHIYETCS MPOBOIHUTH
UTPBI C MBUIBHBIMU TTy3BIPSIMH, BaTOH, COJJOMHHKAMH ISl HAITUTKOB, OYMa)KHBIMH ITAKETAMH H
JIPYTMMHU TpEeAMETaMU, TPEOYIOIMIMMH aKTUBU3ALUU PabOThI IbIXaTEIbHOM CUCTeMbl. BO3MOKHBI
UTPHI C BO3AYIIHBIMU IIapaMy WU Msdamu. [[s geted mocTapiie WM MOAPOCTKOB MOKHO
pa3paboTaTh 3apsIKy Ha PacTsDKEHHE MYCKYIIOB TPYJHON KIETKH, KOTOPYIO POJIUTENN CMOTYT
MPOBOJIUTH CAMOCTOSTEIIBHO.

[TaccuBHBIC yHpa)KHEHUS AJISl TPYIHON KISTKU MPUMEHSIOTCS JIJIS TTAIUEHTOB C OCTPBIMH
MH(QEKIHUSIMH JIbIXaTENbHBIX MyTeH WU IJI MalMeHTOB, KOTOPbIE HE MOTYT CaMOCTOSITENBHO
JIBUTAThCS. YTpaXHEHUs1 ToMoratoT 6oiee 3¢ exrnBHOMY oTAeneHnto ciam3u. K HuM oTHOCATCS
NOTATHBAHUS, PACTSKEHHSI, TOTPSIXUBAHMS, MacCaX U BUOPAIIHH.

BceM manmueHTaM J0JIKHA NMPOBOIUTLCHA IJIAHOBAsK BaKIII/IHaI[I/Iﬂ!

Jluemomepanus

CnenuanbHas JAMeTa HE CMOXET NpenoTBpaTuTh HakoreHue ['AlY, Tak Kak OHM
CUHTE3UPYIOTCA B KIETKaxX, a He MocTymarT ¢ nuuiei. Ilostomy orpaHuyeHus B AueTe Y
narenToB ¢ MIIC He Hy)XHbI, OHU JOJDKHBI MUTAThCsl OOBIYHO B COOTBETCTBUU C BO3PACTHBIMHU

MOTPEOHOCTSIMHU.

I'ne B Poccuu 3anMMAaroTcsl TMArHOCTHKOM H JIeYeHHEM
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B kaxmoM u3 pernoHoB ompeneseHbl Je4eOHbIe YUPEKICHUs, B KOTOPHIX MAI[UEHTHI
MOJTYYarOT ¥ TATOTEHETUYECKOE JICUCHHE U MPOXOAT BCE HEOOXOAMMBIEC UCCIICIOBAHUSI.

Oo0mecTBeHHbIe opranuzanum u ¢pouast Poccun

MIIC II Tuma BXOIWUT B MepeueHb Op¢aHHBIX 3a00JIEBaHUM, JI€YEHHE KOTOPBIX
MPOBOJUTCA 3a CUET CpeACTB rocyaapcTtBa. [lomoub nmanueHTaM MOJYYHUTH JICUEHUE, TTOBBICUTH
WH()OPMUPOBAHHOCTh OOIIECTBA O PEIKUX OOJIE3HSIX, a TaKKe JOOMBATHCS IPOJIBHIKCHHS
3aKOHOJATENFHBIX HMHHUIIMATAB B 001acTu Op(daHHBIX 3a00JIeBaHWH MOTYT OOIIECTBEHHBIE
OpraHu3aIuu.

ITomoms ceMbH

KoHeuHo, MHOTOE€ 3aBHCHUT OT Bpada, CKOJBKO OH 3HAET IO Balle 3a00JIeBaHHE, Kak
MpaBUJILHO OH Ha3HAYMWJI JICUEHHE U KaK XOpOIIO OH OOBSCHWJ BaM NPUHIMIBI Tepanuu. He
3a0bIBaiiTe - OT CEMbH 3aBUCHT YCIEX JICUCHHUS HE B MeHbIel creneHu. HyxHO coOiromarh
PEKOMEHJAallMK, HU MPU KAKUX YCJIOBHSX HE TEPSATh HANAEXKAY U CAMOMY CTaTh 3KCIEPTOM B
cBoeM 3aboneBaHuu. YuTalTe IUTEpaTypy, OOLIAWTECh C CEMbSMHU, HE CTECHSAWUTECH 3aaBaTh
BONPOCHL. M nake eciii BBl HE MOOenuTe OOJIE3HD MOJHOCTHIO, U3MEHUTH JKU3HB K JIy4IIeMY,

CACIaTh POAHOI'O BaM YCJIOBCKA CHACTIMBLIM B BallIUX cuiax!

3a00TUTHCS O MAIMEHTE C TSHKEIbIM 3a00JIeBaHUEM — OY€Hb TpyJHas 3aj1ada. Poaurenu
TO’KE HYXKJIAI0TCsl B IIOJIHOLIEHHOM OT/IbIXE, a 9TO HE BCEr/a nojyyaercs. Eciu B ceMbe pacTyT u
JIpyrue AeTH, OHU TaKkkKe TpeOyloT BHHMMaHus poauteneil. MHorue poautenu oOpaiarorcs 3a
MIOMOIIBIO K BOJIOHTEPAM WJIM COLMalbHBIM paboTHUKaM. Eciu B Baiem ropojie CymiecTByIOT

TaKoro poaa nmoaacpixka, 00s13aTeNIbHO BOCHOJ'IL3y1>1TCCL eil.

[MarmenTtsr ¢ MIICII mMoryT moModb CBOMM pOJICTBEHHHKaM, MPOCTO COOOIIKMB UM O
HE0O0X0IMMOCTH NpoiTH auarHocTuky. Ecim nuarHo3 OyzneT ycTaHOBIEH paHO — 10 Havaia
HEOOpaTHUMBIX M3MEHEHWH BHYTPEHHHX OpraHoB, JiedeHue OyaeT ropas3no 3¢QeKTHBHEE.
TectupoBaHue Takke HEOOXOIMMO ISl BBISIBICHUS HOCHUTEIbHUI] OOJIE3HH, MOCKOJIBKY OHH
UMEIOT BBICOKMH pHUCK TMepenaud 3a00JieBaHUsS CBOMM CBHIHOBBbSIM U JIOJDKHBI UMETh 3Ty
uHpopmanuio. Jleuamuii Bpau UM Bpay-T€HETHK HE UMEET IpaBa pasriiamaTh MeIUITHCKYIO
UH(POPMALINIO, TTOATOMY CYAb0a POIHBIX — IIETUKOM B pPyKax CaMHUX MallMEeHTOB.

Ponnble OpaThs U cecTphl, BCE POJACTBEHHUKH MO MATEPUHCKOM JIMHUU — NI, TETH U
JBOIOpPOJHBbIE OpaThsi M CECTPhl JOJDKHBI OBITh MPOUH(DOPMHPOBAHBI O HEOOXOAMMOCTH
TECTUPOBAHUS.

[TpoBeneHne MONEKYISIPHO-TEHETUYECKOTO aHAJIN3a, HAINPABICHHOIO HA BBIABJICHHE

ceMeitHoi MyTauuu resa IDS nmoka3aHo cineayronmm poJCTBEHHUKAM MalMeHTa:
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MaTth

Opatbs 1 cecTpsl

CBOZHBIE OpaThsl M CECTPHI [0 MaTEePH

JIETH J10Yepen

OpaThs U cecTpbl MaTepU

JIETH CecTep

JIETH TITIEMSHHHILL

JIBOIOPO/IHBIE OpaThs U CECTPHI IO MATEPUHCKOM JTHHUH
J04Yepy BHYKOB (IIPaBHYYKH) 110 JIMHUH JOYepen

JI€TH BHYYEK (MPaBHYKHU U MPABHYUYKH) [0 JIUHUU Jl0UEpeit
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Ipunoxenne I'l-I'N. llIkanbl oieHKH, BONPOCHUKHU U APYrue OLleHOYHbIE

HHCTPYMEHTBI COCTOSTHUA IMMALMMCHTA, IPUBCICHHBIC B KIMHUICCKHUX

PEKOMECHIALIUAX

IHpuaoxenune I'l. Knaccupukanusa MykonoJaucaxapmuao3oB.

[1]

Knaccn@nxaunﬂ MYKOIIOJIMCaxXaprua030B.

MIIC | TlogTun Cungpom I'en ®epmentHbii gedexr | Jlokyc | OMIM
MIIC T H I'ypaep 607014
MIIC | ebunut anpda-L-
I IDUA flet b 4p16.3 | 607015
H/S ['ypnep-1lletie UYPOHH/IA3bI
MIICIS [etie 607016
Jlebuuut uaypoHar-2-
I MIIC I Xanrtepa IDS b P Xqg28 | 309900
cynbdartaszbl
MIIC
Hedunut renapan-N- 252900
1A SGSH 17925.3
cynbdatazbl
Hedunut N-anerun-o-
D-rmroxo3aMuHIIA3BI
MIIC I1IB NAGLU 17921.2 | 252920
Hedurut N-anerui-o-
Il Candununmo TIFOKO3aMUHUIA3bl
Jedurnut renapas-o-
MIIC IIC HGSNAT TIIF0OKO3aMuHU N- 8pl1l1.21| 252930
arieTunTpanchepasbl
edhunut N-
MIIC et
D GNS aleTHITIIIOK03aMuH-6- | 12914 | 252940
cynbdarazbl
MIIC Hedbunur
v Mopkuo GALNS 16924/3 | 253000
IVA raJlakTO3aMHH-6-
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cynbdartaszbl

MIIC Hedunut B-
GLB1 3p21.33 | 253010
IVB raJlaKTO3Muaa3bl
Jedbunut N-
VI | MIIC VI Maporo-Jlamu ARSB  |anetmnranakrozamun-4-| 50q14.1 | 253200
cynb(aTtasbl
Hedunut B-
VIl |MIIC VII Cnas GUSB 7021.11 | 253220
[JIIOKYPOHU1a3bI
MIIC IX | HemoctaTo4HOCTH Hedbunur
IX HYAL1 3p21.31| 601492
THATYPOHHIa3bI THATYPOHH1a3bI
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Ipuaoxkenue ['2. Boipaxennocts, kanaudeckux nposapiaenuii MIIC |l B

Pa3”HoOM BO3pacTte

CucreMma Cumnrom Tern [ToapocTku/
B3POCIIBIE
CepneuHo- Kapanomuonarust + +
COCYIHCTAs YrTonmenune CTBOPOK it et
KJIAIIAHOB
I[THC Hapymenue nosenenus ++ ++
[lepBukanbHas MuenonaTus + +
IMuaponedanus ++ ++
3ajepKKa M OTCTaBaHUE B et it
pa3BUTUU
Cynoporu + ++
Hapyuienue rnoranus + +
[TumeBapuTensHas [napes + +
cucremMa ['enarocruieHOMeranus +++ +++
Opran ciyxa Tyroyxocrs ++ ++
PGIII/II[I/IPI/IpyIOHII/II/I ++ ++
CpPEeIHUM OTUT
Opran 3peHus Jluctpodus ceruaTku + +
CkeneTHo- HecrtabunpHoCcTh aTiaHTo-
MBIIIICYHAs OKIUIMUTAIIBHOTO + +
COUJICHEHUS
TyHHENbHBIA KapHaabHBINA t t
CUHJPOM
['pyOble uepThl Inna +++ ++
Hucnnazus ThC ++ ++
MHOXECTBEHHBIN IU30CTO3 + +
I'pbixu +++ ++
KoHTpakTypsl cycTaBoB +++ +++
Kudos ++ +
Makponedanus +++ ++
JprxarenpHas OOCTpYKTHBHOE amHO? BO . .
CHE
PectpuktuBHOE + +
3a00JIeBaHUE JIETKUX
Ob6cTpyKius BEPXHUX et et
JIBIXaTEIbHBIX MyTeH
Crnernuanb- Jlepmatan cynbdat B MoUe ™ ™
Hble J1abopaTopHeIe | ['emapan cynabdar B Moue I ™
TeCTHI Vizyponunasa Ll Ll
O6mue 'Al' B moue " "

58




Ipuaoxenue I' 3 YacTora npoBenenus oocaexosanud v nanuedros ¢ MIIC |l Tuna

Uccnenosanus

[TepBonavaibHa
s OIlEHKa

Kax el
e 3 Mmec

Kaxnpr
e 6 Mec

Kaxnrie
12 mec

OnuH pa3
B 2 roma

Ilpuem Bpaya-reHeTnka

X

X

IHoaTBep:kaeHue
JUATHO3a

AHaMHe3 00J1e3HHA

Kinunuuyeckuii ocMoTp
neguarpa

Pocr, Bec, OKpyKHOCTB
I'OJIOBBI

BeiocimBocts (6MTX)'

OcmoTp HeBpoJiora

< |

OcmoTtp Bpaua-
Hellpoxupypra

I I I e

Komnerorepnas
tomorpadust unmu MPT
TOJIOBHOT'O MO3Ta

s

KorautusHoC
tectuposanue (DQ/IQ)

DnexTpodrHIedarorpamma

CkopocTh HEpBHOM
npoBouMocTu/ IMIT

Ocmotp Bpaua-
OTOPHHOJIAPUHI0JI0TA

IHIAOCKONMUSA HOCOIJIOTKU

i

OcmoTp cypaoJiora

Aynunomerpus

Ocmotp odrTaabmoiiora

eltalls

Octporta 3peHust

OcMOTp r1a3HOTO JHA

UccnenoBanue poroBUIbI

OcMOTp MyJIbMOHOJIOTA

®BJI

lialisitdisla sl R I

Slialisitadls

HccaenoBanue
cHa/mosmcoMuorpadus/
KapAHOpecMpaTOPHbII

MOHHMTOPHMHT

s

OcMoTp Kapauosora

DneKTpoKaparuorpaMmMa

Oxokapauorpadus

OcMmoTp opTomnena

slilialle

Pentrenorpagun ckenera

VY3U opranos OproniHoi
MI0JIOCTH

s

OcMmoTp Bpaua-
(pusnorepanesTa

ST P A P P

b
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IIpuem Bpauya no
JeyeOHoii Gu3KyJIbTYpe

Ocmotp Bpaua-
CTOMATOJIOTa

JlabopaTopHble
HcCIIe10BAHNSA

Onpenenenne A’ X X

buoxumunueckuii ananus
kpoBu (AJIT, ACT, oOuuit
U IpsIMON OMITUPYOUH, X X

XOJIECTEPHH,
TPUTIIULICPHUIBI )

Jlna neteii crapmie 5 ner; paccrosHue, NpoiieHHOE 3a 6 MUHYT (IPEANOYTUTETLHBIM
SBIISIETCS. TOT K€ MPOMEKYTOK BPEMEHH, YTO U B MPEIBIAYIIUX TECTaX 3TOTO MalMeHTa); YHCIIO
CTyINEHEeH, NPONMIEHHBIX BBEPX 3a 3 MUHYTHL. OLieHUBarOTCs nokaszarenu carypauuu SpO2, Y/ /1,
YUCC no u nociie Harpy3KH.

2DQ wmm Kosddumment ymcreennoro passutusi (KYP) - crmoco6 cpaBHeHms
MHTEJJIEKTYaJIbHOTO Pa3BUTHUS, CBOMCTBEHHOTO JAHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEMH
pebeHKa MO OTHOILIEHHUIO K €r0 CBEPCTHHUKAM), C XPOHOJIOTMYECKUM BO3PacTOM ((paKTHUECKUM
BO3pacTOM peOeHKa).

KVYP paccuntsiBaeTcs AEIEHHMEM MHTEUIEKTYAJIbHOIO BO3pacTa Ha XPOHOJIOTMYECKUN U
ymHoxkenreM Ha 100 s momydenusi menoro yucia. CpenHuil Kod(pPUIMEHT yMCTBEHHOTO

Pa3BUTHSA IJIA 1000r0 BO3pacTa CHUTACTCA paBHbIM 100.
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Ipuaoxenue I'4. Tect 6 MuayTHOM X0ABb0LI (6MTX)

[28]

Crnenyer NOMHHTB, 49TO Juis TECTAa O-MHMHYTHOH XOABOBI HMEKOTCS ClENYHOIIHe
a0COJIOTHBIE IPOTHBONOKA3aHMs: ocTpass 00Jib B TPYAHOH KIETKE, JNEKOMIIEHCHUpOBaHHAas
cepieyHasi M JipIXaTejabHasi HEJOCTaTOYHOCTb, OCTpbIE 3a00JIeBaHus, JIUXOpajKa, 3abosieBaHUs
OINOPHO-JBUTATENILHOTO allapaTa NpensTCTBYIOIINE BbIITOJHEHHIO TPOObI.

K oTHOCHTENBHBIM NMPOTUBOMOKA3aHUSAM MOKHO OTHECTH BBIPAKCHHYIO OpaJUTaxHKapIHio,
BBICOKYIO apTEpHaJbHYIO THUIIEPTEH3UIO M BO3pacT pebeHka. ManplmaM TpPyJHO OCO3HATh U
VCIIOJIHUTB BCE NPaBUIIA TECTA, IO3TOMY OH PEKOMEHAO0BAH I JETEH OT 5 JIET U CTapuie.

Ecin manveHT HaxoIWUTCS Ha IOCTOSHHOM KHCIOPOJHOM NOIJEPIKKE, CKOPOCTh IMOAaydu
KHCJIOpOJia IIPU IPOBEJEHUU TeCTa JOHKHA COXPAHSTHCS B COOTBETCTBUU C MPEIIUCAHUEM
Bpaya, Ha3HAYMBILEr0 U KOHTPOJIMPYIOLIETO TEPAIIUIO.

IIpoBenenue Tecra HEOOXOAUMO HEMEUIEHHO IMPEKpPaTUTh B Cilydae BO3HUKHOBEHHUs OOJIU B
IPYAH, CWIBHOM OJBIIIKK, CYAOPOI B HOTax, TOJOBOKDPYKEHHUS, IOTEPH YCTOMYHMBOCTH,
HApaCTAOIEH c1a00CTH U IBHOM OJICTHOCTH CIIeIyeT HEMEIIICHHO PEKPATUTH TECT.

6MTX mnpoBOOUTCS B IOMEIIEHUWH, XOPOLIO 3HAKOMOM IIallUEHTYy, MMEIOLIEM JIOCTATOYHO
JUIMHHBIN KOPUAOP C TBEPABIM MOKPBITHEM. J[JIMHA POXOAMMOIO IIyTU JOJHKHA COCTABIATh HE
meHee 30 MeTpoB ¢ pa3MeTkol Kaxjble 5-10 merpa, a Takke TOYKaMHU ITOBOPOTOB/Pa3BOPOTOB.
Ha o0oux koHIax myTH HYXHO pa3METUTh Kpecjia JJis MOJTOTOBKM M OTIbIXa MAllMEHTOB.
Kpome Toro, Heo0x01MMO 1M03a00TUTHCS O HATTMYUK UCTOYHUKA KUCIOpoJa U JedudpusuiiaTopa.

Taxke nans Tecra BaM IOHAJOOUTCS TOHOMETp, Yachl C CEKYHAHOH CTPENKoi,
nyJIbCOKCUMETp U TeseoH. TecT pekoMeHyeTcsl MPOBOAUTE B YTPEHHHE Yachl MOCIE JIETKOTO
3aBTpaka. Ha mamueHTe nomkHa ObITh yOoOHas oleXkaa M MOAXOoJsAuIast 1Jid MPOTYJIKH OOYBb.
3anpernieHbl MHTEHCUBHbIE (U3MYECKHE HArpy3kd MEHee uYeM 3a JBa yaca J0 MCIbITaHMS.
JleueHne manMeHTa MPOXOJUT B OOBIYHOM pexkume. Ecnu B mMoOBceaHEBHOM kHM3HM PEeOEHOK
UCTIONB3YeT Ul XOAbOBl TPOCTh, KOCTBUIM MM XOAYHKH, CIE€IyeT OCTaBUThb MX M JUIi TecTa.
[lepen HayasioM npoObl MAMEHTY HEOOXOAMMO H3MEpPUTh apTepuajbHOE NaBJIEHHE, 4acToTa
CepJICYHBIX COKpAIllEHUH, YaCTOTa JAbIXaHUSI, TPOBECTHU MYIHCOKCUMETPHIO.

Tect 6-MUHYTHOH X0ABOBI 3aKITI0YAETCS B TOM, YTO PeOEHOK JTOJKEH 3a 6 MUHYT MTPONTH
MaKCHUMaJIbHO BO3MOXKHOE JJIsi ce0s pacCTOsHUE Ha Tpeke B KOM(OPTHOM aiisi cedsi Temrie.
3anperniaercss MepexoanTh Ha Oer WM MPBDKKH, HO MOXKHO 3aMEIJIUTBCS WM OCTaHOBUTHCS,

€CJIM BO3HUKACT TaKas HOTpe6HOCTB.
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Ilpuao:xenue I'S. OcHOBHbIE MepONpHUATHS  NPH _ OKA3AHUHM _ IIOMOLIH

NAIMEHTAM C AJJIPern4eckoy peaknyed Ha npenapart

[29]
AJtepruyeckasi peakuus (AP)
OctanoBuTh HHPY3UIO
OyeHHTD cTeNneHb aJUIePruyecKoi peakuuu
Jlerkas AP: juxopaaka, mnokpacHeHue, | Tsukenas AP: BbIpasKeHHast
CbIIb, JIETKasi KPANUBHULIA. KpanuBHHUIA, oTeK JHLa,

3aTPYAHEHHOE€ [AbIXaHHME, MPOABJICHUSA

cepevYHoii He0CTATOYHOCTH U JP.

JKapononuzkamoume, aHTHrHCTaMHHHBbIe B | JKapomoHukawmme,

BO3PACTHOI 103MPOBKe AHTHTHCTAMHHHBIE, KOPTHKOCTEPOHIBI
(1-2 Mr/Kr/cyT mo mnpeITHH30JI0HY**),
€CJH BO3HHKHET He00X0AUMOCTh —

3mzme(l)pm{**.1

HaO0ronenue 3a nanMeHTOM

HpO}IOJ’[)KaeTCﬂ peaKkuusa Ha BBEICHHUE Her P€aKIIM1 HA BBCICHUE

OcTanoBuTH HHQY3HI0 U He BO300HOBJATH | [Ipogokuts nHpy3n10 Ha HeOOIbIIOH

B 3TOT JI€Hb CKOpPOCTH

Caenywouryro uHPY3HI0 NPOBOAMTH HA HEOOJbIIOH CKOPOCTH nocJje

npeMeauKauuu (MOBTOPUTH NMPeAbIAYIIYI0 CXeMY) .

! OcnosHbIe MEPOTPHUATHS MPH OKa3aHWU TIOMOINM TAIMeHTaM C aHa(UIAKTUYECKON
peakuueil cMoTpuTe mnpuiioxkenue 1'6
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IMpuaoxenue 1'6: OcCHOBHBLIE MEpPONPUSATHS TPH OKAZAHHUM TOMOIIM

NAlMEeHTaM ¢ aHAPUIAKTHYECKON peaKknuen

[30]

1 [IpekpatuTe BHYTPUBEHHOE BBEACHHE TEPANEBTUUYECKOIO JIEKAPCTBEHHOIO
CPEICTBA, KOTOPBIM BBI3BIBACT aHA(UIAKCUIO WIIM, €CJIH TAIlMeHT Hadval

OTMECYAaTh U3BMCHCHUS B O6H.[CM CaMO4YyYBCTBUH

2 Ouenute KpoBooOpalieHHe ManueHTa (MyibC), MPOXOAUMOCTb JbIXaTebHBIX
nyTel (4acToTy JbIXaHus), NCUXMYECKOE COCTOSIHUE, YpPOBEHb CO3HAHUS,

ApTCPpHUAIBHOC JABJIICHUC, HAJIMYNEC KOXKHBIX HpOﬂBHeHHﬁ, YTOUHHUTC MACCy TCJia

3 BBenure snuHeppuH™* BHYTPUMBIIIEYHO, B IEpeAHE-O00KOBYIO IOBEPXHOCTb
Oenpa,), makcumym 0,5 mr (moxpoctkm) wim aetsMm 0,05Mi/Kr Maccel Tena
(makcumansHo 0,3 mu), HOBOpoKAeHHBbIM —0,01 Mi/kr. 3amummre Bpems,
BBEJICHHYIO /103y M, MpPU HEOOXOIUMOCTH, MOBTOpPHUTE uepe3 S5-15 MuH.

bonbmMHCTBY nanueHToB He00X0auMoO 1-2 103bl aipeHaINHa.

He pekomenayercst BBeieHHEe B 0J{HO MecTo | it u Gosiee anuHedpuHa**, Tak
Kak, oOnagas OONBIIMM COCYAOCYKMBAIOIIUM JEHCTBHEM, OH TOPMO3HUT U
coOcTBeHHOE BcacwkiBanue. [IpeamoururensHee BBOAUTH ero apooHo 1o 0,3-0,5
MJI B pa3Hble Y4acTKH Tena Kaxzasie 10-15 MuH 10 Tex mop, noka He HaCTYIUT
TepaneBTHUecKuid >PQPEeKT WU XK€ He TMOCIeIyeT pa3BUTHE BBIPAKEHHBIX

MMOOOYHBIX SIBIICHUI.

4 [TonoxkuTe ManyeHTa Ha CIIUHY €CJIM UMEETCsl PECIIMPAaTOPHBIN AUCTpece W/ 1in
pPBOTA; MOJHUMHUTE HIKHUE KOHEYHOCTH (IAllMEHT HE JIOJKEH CTOATh, CHJIETh
WIM JIBUTaThCs, TMOCKOJIBKY 3TO MOXET NPHUBECTH K BHE3alIHOM CMEpPTU B
CIIydasix Ts>KelIoM aHadUIaKTOMIHOM peakiuu).3alpoKUHbTE M MOBEPHYTH B
CTOPOHY TOJIOBY, BBIBEIUTE BIEPE] U BBEPX HUKHIOIO YENIOCTh, IPUOTKPOUTE
pOT, 3aUKCUPYHTE S3BIK, YAAIUTE CIM3b U3 BEPXHHUX JbIXaTEIbHBIX MyTeH,

€CJIM B OTOM IIOsABHJIACh HCO6XOI[I/IMOCTL.

5 [Tpu mokazaHusIX JaiiTe JOMOTHUTETBFHO KHCIOpoa (6-8 J1/MHUH) yepe3 MacKy

Wi opodapUHTeanbHyIO TPYOKY
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VYcraHoBuTe BHYTPUBEHHBIM nOCTyM. [Ipu HeoOxoammocTu OBICTPO BBEIWTE
1-2 1 0,9% pactBop Hatpust xsnopuna** (NaCl, U30TOHHUECKOTrO pacTBOpa)
(mpumepHo 5-10 mu/kr B mepBbie 5-10 MuH ans moapocTkoB u 10 MiI/Kr uis

neTen).

7 [lpy Hanmuuuu mOKazaHui, B J000€ BpeMs BBINOJIHANTE CEPACYHO-
JIETOYHYI0 PEAHMMALUIO C IIOCTOSIHHOM KOMIIpeccuel rpyaHon kinetku. Kpome
TOT0, 4acTO M PEryJIPHO KOHTPOJMPYWTE IOKa3aTeld KpPOBU IALUEHTAa,
CEpIECYHBI PUTM, IbIXaHUE U HACBIILEHUE KUCIOPOJOM.
BAXHO [ -6;10KaTOpBl YMEHBIIAIOT TepaneBTHUECKU 3¢ dekT snuHedpuna**. Eciam

MalMeHT TPUHUMAET -aapeHOOJOKATOphl, Ha3HAYaroT IIFOKaron™*, 5-15

MKI/MUH BHYTPUBEHHO. [Jroxaron™*

MOBBIIIAET YPOBEHb TIIIOKO3bI B KPOBH,
OKa3bIBACT IOJIOKUTEIFHOE MHOTPOITHOE ACUCTBHE Ha CEpIIle, yBEITUYUBACT
yaapHbIi 00beM B eAUHUIly BpeMeHH depe3 15-30 mMuH mocie BBeIeHUSA
cpenHed 103bl 2 Mr/d4. YcunuBaioT mobOouHble 3¢dekTsl snuHedpuna™*

CHUMITATOMUMETHUKH, JATOKCHH**,
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Ipuaoxenne I'6. 3a60p 6momaTepuasa 1Jisi JUATHOCTUKH B ATHAX KPOBH

KpoBp coOupaercst Ha CTaHZApTHYIO KapTOUKY-

bunetp  (Ne903), KoTOpas TpUMEHSETCS IS

CKpMHMHIAa  HOBOpPOXICHHbIX B  Poccuiickoit
Qdenepanii WM aHAJIOTHYHYIO IS TOTYYCHUS
cyxoro msATHa KpoBH. KpoBb MOXKeT OBITh, Kak
KanuwuisipHasi (M3 Manblia, MATKU), TaK U BEHO3HAs.
Benosznas  kpoBb cobupaercs B HpoOOHpKY,
aKKypaTHO TIEpEeMELIMBAETCS M 3aTeéM OBICTPO C
MTOMOIIBIO IMHUITETKH HAHOCUTCS Ha GribTp 1o 25-50
MKJI KpPOBH Ha KaXIyH BBIICICHHYIO O0JIaCTh.
HeoOxonuMo Xopomio MpomnuTaTh  BBIICICHHYIO
obnacte Ha ¢uiabTpe (puc. 1). IlpenmodyrurenbHO
cobupaTh 00pasubl nocie eapl yepe3 40 muHyT - 1
yac. Bo3M0XHO Takke OCyIIEeCTBUTh 3a00p KPOBU U
HATOIIAK.

Ha kaprouke-dunbrpe 00s3aTENBHO JTOJDKHBI OBITH
yeTko ykazanel OMO, kem u OTKyda HampaBiieH
MaIMeHT, JaTa POXICHUS M Telle)OH JIedalero
Bpaua (PUCYHOK 2).

OOpazenr cyxoro MsATHAa KpPOBU BKIIAJIBIBAECTCS B
YUCTBIM KOHBEPT, JIMOO B yuCThIM ¢aiin. Kaprouka-
GUIBTp HE MJODKHA CONPUKACAThCI C TPSA3HOM
MOBEPXHOCTHIO U ¢ 0o0Opa3laMu JIPYrux MalMeHTOB.
Heo0Oxomnumo MPUIOKUTh K oOpa3iam
MH()OPMHUPOBAHHBIE COTJIACHS TMAlMEHTA WM €ro
3aKOHHBIX Ha

MIPEACTABUTENEH [IPOBEJICHUE

1ab0pPaTOPHBIX UCCIIETOBAHUI

s o

He O mmans rfon—y wyrutmenrd crme Ha Wy vean Bty YOS S

*  Kanau 40AXHe NOAHOCTRIO NPONUTATE KPYXKI ¢ OBPATHON CTOPOMM

*  Hekacahtecs 0603CTH, NPONKUTaRHOM KPOBLIO

Pucynox 1. O0Opa3zen npaBUJILHOTO HAHECEHUS
KPOBH Ha KapTOYKY-(UIBTP

- — - — - - -

TN TN TN TN
9I19I0I0I0
903 & 2023-10 o1 0000020/W001

XpanuTs npw +2 - 425 C*

v 6 0010608
®NO Naynenra
[lara powperus [3ara 83ATUA KPOBK Mon
PUO Bpaua
nny / ropoa / Appec
| E-mail Bpada

Tenedou spava

Tect
'D Dabpu D MNomne D lowe D MNc1 D Lyso-GL-1 E] Lyso-GL-3

I:I CemenHbii CKpUHKMHT, MyTaumn:

Pucynox 2. O6pa3zen kapTouku-QpuiibTpa

AJITOPUTM JeCTBHH MeIMIMHCKOIO0 MePCOHAJIA NP B3SITHH 00pa3l0B KPOBH

®  BBIMBITh pYKH (TUTUEHUYECKUI YPOBEHbB), HAJIETh MIEpPUYaTKU;

e  BBIMBITH PYKH MalMeHTa (MATKY peOeHKa, B Cilydae, €Clii KpoBb OepeTcs U3 MSTKH);

e [mpoTepeTh 00JacTh MPOKAJIBIBAHUS CTEPUIIBHOM callheTKoi,

IIPOMOKHYTh CYXOW CTEpHJIBHON

CKapu(pUKaTOpOM;

candeTkoit; -

cMmouenHon 70%
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CIIUPTOM,

IMPOKOJIOTh CTECPHUIBHBIM OJHOPA30BbIM



®  CHSATH [IEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TaMIIOHOM;

e  MTKO HaJaBUTb JUIs IMOIY4YEHHs BTOPOM KaIlIM KPOBU;

®  [IPUJIOXKHUTbH NEPIEHAUKYJIIPHO TeCT-0JaHK K Kaljie KpOBH U IPONUTATh €0 KPOBBIO HACKBO3b;

®  AHAJIOTMYHBIM O0pa30M HAHECTH Ha TecT-OjMaHK 6-8 Kamesb, BUJ HATEH KPOBU JOJKEH ObITH
OJIMHAKOBBIM C 00EHX CTOPOH.

®  BBHICYIIUTh TECT-O0JIAHK B FOPU30HTAIBHOM IIOJO0XKEHUU HA YUCTOW OOE3)KUPEHHON MMOBEPXHOCTH
He MeHee 4 4 0e3 MpUMEeHEHHsI TeIIOBOKH 00paOOTKH | MOMAJaHus MPSIMBIX COJTHEYHBIX JTy4ei;

e yNaKkoBaTh TecT-OJAaHKM B 4YMCTBIH KOHBEPT TakUM O0Opa3oM, 4YTOObI IISITHA KpPOBH HE

COIIpUKaACAINCh.

Oco0enHocTH Npy NH(PY3NOHHON Tepanumn
Hexotopsie manueHTsl MOTYT MOTy4YaTh HH(Y3UOHHYIO TEPAuio, EepeMBaHNE KOMIIOHEHTOB KPOBH,
YTO MOXET OKa3aTh BIUSHUE Ha Pe3yJbTaThl TeCTOB. Hampumep, mpu mepeiauBaHUU IJIa3Mbl KPOBH
MOTYT OBITH MOJIyYEHBI JIOKHO-OTPUIIATEIbHBIE PE3YyJbTaThl, TaK KakK ompeiaelsieMbie (HepMEHTHI
HAXOJATCS B IUIa3Me U B KJIETKaX KpoBU. PekoMeHmyeTcs ocyliecTBUTh 3a00p KpoBU Ui (pepMeHTHOU
u JIHK-nmuaraoctuku He 9 panee yem uepe3 6-7 ITHEH Tocie mepesinBaHus M1a3Mbl KpoBHU U uepe3 7-10
JTHEHN TIOCIIe MepeTMBaHNs KOMIIOHEHTOB KPOBU
He nonyckaercs 3a060p KpoBu

e Cpasy MocJie MPOBEJACHUS MAUECHTY HH(Y3UOHHOM Teparuu;

® Cpaiy Mocjiec 3aMCHHOI'O NICPEIIMBAHUA KPOBU.

XpaHeHHe ¥ TPAHCIIOPTHPOBKa OMoMaTepuaJia
OO0pa31pl BBICYILIEHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHOM kKamepe xojoauibHuka npu +40C
1o otnpaBku. Cpok XpaHEHMsI O MOMEHTa OTIPaBKHU HE JOJDKEH IpeBbllIaTh 7 nHed. Eciau xpaHuth
J0NIblIe M IpH OoJee BBICOKOM Temmeparype, TO aKTUBHOCTh ()EpMEHTa Jaxe B HOPME MOKET

CHUIKATBHCS, YTO NPUBCACT K JIOKHO-IIOJIOKUTCIIbHBIM PE3YyJIbTATaM.
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Ipunoxenne I'7. PacmudpoBka npumevaHui

*%

... — Tperapar BXOIUT B MEPEUEHb KU3HEHHO HEOOXOIAMMBIX M BaXHEHUIINX JICKAPCTBEHHBIX
npernapatoB (Pacmopsokenue IlpaButensctBa PD ot 12.10.2019 Ne 2406-p) «O6 yrBepx)aeHHU
NepeyHs )KU3HECHHO HEOOXOAMMBIX M BaKHEHININX JIEKapCTBEHHBIX npenapatoB Ha 2020 rof, a Takxke
NepeyHeil JIeKapCTBEHHBIX MpenaparoB JUIsi MEAUIIMHCKOTO TNPUMEHEHHs W MHHHUMAaJbHOTO

aCCOPTHMEHTA JIEKAPCTBEHHBIX MPENapaToB, HEOOXOAMMBIX JJIs OKa3aHUS MEAUIIMHCKON TIOMOIITH)
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