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Cnmcok cokpameHui
AJIT — ananmramuHOTpaHCc(hepasa,
ACT — acnapraramMmuHOTpaHcdepasa,;
BHII — BapuaHThl HyKJICOTHAHOM MOCJI€I0BATEIBHOCTH;
T'Al' — rIMKo3aMUHOITINKAHEI,
KT — xomnbroTepHast ToMmorpadus;
MIIC — myxkomnonucaxapuios;
MPT — marHuTHO-pe30HaHCHAsE ToMorpadus;
CCC — cepaeyHo-coCyIUCTas CUCTEMA;
TI'CK — TpaHCIIaHTaluy TeMOIOATHYECKUX CTBOJIOBBIX KJIETOK;
V31 — ynbTpa3ByKOBOE MCCIICIOBAHUE;
OB/l — (yHKIIMS BHELUTHETO bIXaHUS;
O3T — depmeHTHas 3aMeCTUTENbHAS TEePAaIus;
OKI" — snekrpokapauorpadus;
OHMI" — snekrponeiipomuorpadus;
9x0-KI' — sxokapauorpadus;

30I" — snexrposHuedanorpadus.



Tele/IHLI n onpeaecacHus

depMeHTHasT 3aMeCTUTENIbHAs Tepamnus — JICYCHHE, 3aKJII0Yalouieecss BO BBEICHUH
npenapara (peKOMOMHAHTHOrO (epMeHTa) NalMeHTaM C HACJIEICTBEHHBIM HapyIICHUEM
MeTabonu3ma.

JIuzocomHbIe OOJIE3HW HAKOIUICHHS — TPyNNa HACICICTBCHHBIX MOHOTEHHBIX
3a00JIeBaHNM, CBSI3aHHBIX C HAPYIIEHUEM (DYHKITUH JIH30COM.

Myxkomnonucaxapuno3sl (MIIC) — rpymna HacneACTBEHHBIX 00Je3Hel 0OMeHa BEIeCTB,
CBSI3aHHBIX C HapylleHHueM Metabonu3ma riuko3amuHorankanoB ([AlT), mpuBojsiiee k
MOpPaXCHUIO OpraHoB M TKaHed. OOycnoBlieHbl JaHHBbIE 3a00JEBAaHUS MYTAIUSIMH T'EHOB,

KOHTPOJIMPYIOIHUX IPOLECC BHYTPUIM3OCOMHOIO THAPOIN3a MAKPOMOJIEKYI.



1. KpaTkas nagopmManus no 3a00J1eBAHNI0 UM COCTOSTHHMIO (rpynime

3200J1€BaHUI WJIH COCTOSIHUI)

1.1 Omnpenejaenue 3a00JeBaHUSI WJIH  COCTOSHHS (rpynnbl 3a00JeBaAaHUNH NI

COCTOSIHM)

MIIC 1I Tuma (6one3Hb XaHTepa) — HACIEICTBEHHAs TU30COMHAasi 00JIE3Hb HAKOIUICHUS,

¢ X-CIICIUICHHBIM PEIIECCUBHBIM THUIIOM HACJICJOBaHUS, KOTOpas XapaKTEpU3yeTCss CHUIKCHUEM
AKTHBHOCTH JIM30COMHOTO (hepMeHTa uaypoHaT-2-cynbdarassl (12S), uro cBs3aHo ¢ MyTanuen B
rene IDS. Jlepunur ¢epmenTta NpUBOIUT K HAKOIUICHWIO TiMkozamuHorimkaHoB (I'AL) B
JM30COMax, MPEUMYIIECTBEHHO TenapaHcyinb(ara H JAepMmaraHCcyidb(ara H TPOSBISAETCS
NPOTPECCUPYIOIIMMHU  TICUXOHEBPOJIOTHYECKUMHU  HapylleHUusiMu  (pu TsDKeJod  opme),
MOpPaKEHUEM TMapEeHXMMATO3HBIX OPraHOB, CEPICYHO-JIETOUYHBIMU PACCTPONCTBAMHU, KOCTHBIMHU

nedopmanumsamu [1-3].

1.2 DTHoJiorus M maTroreHe3 3a00JeBAHUSA WJIM_COCTOSIHMSA (IPYyNnbl 3200J1€BaHMI

HJIN COCTOSTHH)

[IpuunHoil Oone3Hu sBHseTcsl OeUIUT WIM OTCYTCTBUE (EepMEeHTa WAypOHaT-2-
cynedaraszel (12S). I'en wayponar-2-cynmbdarasel |IDS kaprupoBan Ha JUIMHHOM IUiede X-
XpOMOCOMBI, B Jokyce Xq27.1-q28. Tun HacnemnoBanus 0osne3nu XaHtepa — X-CICTUICHHBIN
peueccuBHbiid. MIIC II cTpamaroT, kKak mpaBuiio, TOJLKO MAJIbYUKH, OJTHAKO OMKUCAHO HECKOJIBKO
ciy4yaeB 3a00JIEBaHUs Y JIEBOUYCK, KaK MIPABHUIIO, CBSI3aHHBIX C XPOMOCOMO# maTosiorueii [1-3].

N3-3a cHukeHHs aKTUBHOCTH ()epMEHTa MPOUCXOAUT HAKOIUIEHHWE PA3IUYHBIX THUIIOB
'AT' u pa3BuBaercs comaruyeckas MaHudectanus B BHAE JUIEBOro JAUCMOpPU3Ma,
renaToCIUICHOMETa Ny, TMOPaKEHUsI Cep/la, JbIXaTelbHOM CHCTEMbI, M3MEHEHHH CcKelera,
HEBPOJIOTUYECKOW CHMIITOMATHKH, TeMAaTOJOTHYECKHEe U O(QTAIbMOJIOTHYECKHE HW3MEHEHUSI.
Bapuabensnocts MIIC ompezaensercss THIIOM HaKalJIMBaeMOTo CyOCTpara MpH HEeIOCTaTOYHOMN
nerpagauuu  ['AI: mpu MIIC 1l Tuma npoucxoauT HaKOIUIEHHWE renapaHcyibdara u

nepMmataHcyibdara.

1.3 DnuaeMuoJorusg 3a00J1eBaHUA WJIH CcOCTOSAHNA (rpyvnnbl 3a00JeBaHUM WM

COCTOSIHM)

MIIC II tuna Bctpeuaercs ¢ yactoror 1:140 000 — 1:156 000 >xMBBIX HOBOPOXKIECHHBIX

ManburkoB [1,4].



1.4 Oco0eHHOCTH KOAHPOBAHHMA 3200J€BAHUA WM  COCTOSSHUA (Tpyninbl

3200J1eBAHHN MJIM COCTOSIHMIT) 1m0 MeKIVHAPOIAHOW CTATHCTHYECKOHM KJaccuuranuu

00JIe3Hel M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

Cornacno MKB-10, 3a0oneBanue otHocutcs K kinaccy [V, 00ie3HAM 3HIOKPUHHOMN
CHCTEMBI, PAaCCTPOMCTBY NMUTAHUS U HAPYIICHUIO OOMEHA BEIIECTB.

E 76.1 — Myxkononucaxapuao3 Il Tuna.

1.5 Kunaccudukanus 3a00JieBaHUS WM _COCTOSHHUS (TPynnbl_3a00j1eBaHUI MU

COCTOSIHMH)

B COOTBCTCTBUH C ,HCCI)I/ILII/ITOM/OTCYTCTBI/IGM JIN30COMHBIX q)epMCHTOB,

COOTBETCTBYIOIIMM T'€HHBIM Je(PEeKTaM M TSKECTH KIMHUYECKON CHUMIITOMATHKH, BBIACISIOT 11
tunoB MIIC (mpunoxenue ['l1). B Hacrosiiee BpeMs BBIACISIOT TSKEIYI0 U YMEPEHHO-
Tsokenyto ¢opmy MIIC II, B 3aBHCHMOCTH OT CKOPOCTH TIPOTPECCHPOBAHUS TIOPAKCHUS

pas3IMYHBIX OPraHoB U cucTeM [1].

1.6 Kinmaudeckass KapTHHA 3200J1eBaHUS WJIH COCTOSIHUA (rpynnbl 3200J1eBaHU

HJIA COCTOSTHUM

Knunnueckas kaptuHa 60s1e3H1 XaHTepa pa3HooOpasHa.

Buewmnuii 6u0 nayuenma: TporpeccUpyrollee OTCTaBaHHUE B pOCTe, Makporedanus,
JAULEeBON aM3Mopdu3M: MIIOCKas TMEpPEeHOCHL, IIHPOKO PACCTABICHHBIE TIJIa3a, YTOJIIEHHbIE
ryObl, TUIIOIIA3UPOBAHHAS HMKHSS YeNOCTh, MAKpOTJIOCCHS U TMIIEPIUIa3usl JECeH, KOpPOTKas
miesi, cru0aTeNbHbIe KOHTPAKTYphl KOHEYHOCTEH, TUNEPTPUXO03, XapaKTEPHbI HU3Kas JIMHUS
pocta BOJIOC Ha JIOY, JIMHHBIE TYCThIE pEeCHHIBI U OpoBH. THIIMYHO MO37HEE NPOpPE3bIBaHUE
3y0O0B, 4aCTO BCTPEUAIOTCS IPHDKU PA3TUYHON JIOKaIH3aIUU

Koorcnuvie noxpoewr: nns nanHoit ¢gopmbr MIIC xapakTepHO Yy3€JIKOBO-Tamyiaé3HOe
MOpaKEHHE KOXH, TPEHMYIIECTBEHHO B OOJIACTH JIOTIATOK, HAPYXHBIX H OOKOBBIX
noBepxHocTel 1uiey u 6€nep (“Mopckast raibka’). ITH U3MEHEHHUs! 00YCIOBIEHBI OTIOXKEHUEM
murunoB u FAT B nepme [1,8].

Kocmnas cucmema: Kax mnpaBuiio, npu Tsokenoid Gopme, yke Ha BTOPOM IOy >KU3HU
OTMEYaeTcsl OTCTaBaHHE B pPOCTe W  (QOPMHPYETCS MHOMKECTBEHHBIH  JHM30CTO3, C
TYTOITOJIBIKHOCTBIO B CYCTaBaXx, M3-3a BOSHUKAIONINX KOHTPaKTyp. Jedopmarus kocreit uepemna
— ckadouedamus, makporedamus. C pocrom pebeHka mporpeccupyer Kudos, CKOIHO3,
dopmupyeTcsi BOpoHKOOOpaszHasi aedopMarsi rpyHoi KieTkd. Bo3Hukaer u mporpeccupyer
OrpaHHuYEHUE JBUKEHHUI B CyCTaBax, MO 3TOM MpUYMHE YacTO KUCTh AepOopMHUpYyeTcs MO TUITY

«KOTTHUCTOM Jamnbl». MHOTIa BO3HUKAIOT BaJIbI'yCHBIC ehOpMAaIliH TOJICHH.



Opeanvl  ObixaHus: XapaKTEPHbI YacThle pECHUpaTOpHble 3a00JieBaHMsI; MOBTOPHBIE
OTUTBI, YACTO MPUBOJAAT K MPOTPECCUPYIOIIEH MOTepe CiiyXa; OOCTPYKTHUBHBbIE 3a00JI€BaHUS
JbIXaTeNbHbIX myTel [1,5,6].

Opeanvl  3penus: TIATMEHTHAsl JIETEHEpalus CETYaTKH, YMEPEHHO BBIPA)KEHHOE
MOMYTHEHHE POTOBUIIbI, KOTOPOE 3a4acCTyIO0 MOKET OBITh BBISIBJICHO TOJBKO MPH UCCIEIOBAHUU
MIPO3PAYHOCTH CpeJl C MOMOIIBIO MICJEBOM JaMIbl. Y ManueHToB ¢ Tsokenon ¢opmoirt MIIC 11
9acTO BBISBISETCS IUCTPOUS CETYATKH, MPHUBOJAIIAS K HAPYIICHUIO Tepu(epudeckoro u
CHIDKEHHIO CyMEpEUHOro 3peHus. Bo3MoXkeH OTeK AMCKa 3pUTEIHHOr0 HepBa, 00YCIIOBICHHBIN
MOBBIIICHUEM BHYTPHYEPEITHOTO MaBiieHus. Peako BcTpeuaercs riiaykoma [5,7].

Llenmpanvnas Hepguas cucmema: TpH Tspkeno ¢dopMe 3aboneBaHus 3aJepiKKa
IICUXOMOTOPHOI'O U PEYEBOro pa3BuTus BblpaxkeHa ¢ 1,5-3 net. K 8 rogam paszBuBaercs Tspxenast
YMCTBEHHASI OTCTAIOCTh. XapPaKTEPHO HAIMYHE CYyI0POT (OCOOCHHO TIPH TSKEIION Gopme).

CumMrnromaTuueckas »SIWIENICHsS pa3BUBAETCS, Kak IMPaBWIO, MPU THKEIOM WU
CpEeIHETSHKENIOM TeYeHHUH 3a00sieBaHus. Y MAlMEHTOB CO CJIa00 BBHIPAKEHHBIMHU KIMHUYECKHUMHU
NpU3HAKaMU OHa BCTpedaeTcst KpaitHe peako. Cynoporm XapakTepu3yercsl MOJUMOpQHOI
KIIMHUYECKOW KapTHHOH ¢  pa3BUTHEM  pPa3sHOOOpa3HbIX  (OKAIBHBIX W BTOPHUYHO-
TeHEPATM30BAHHBIX TAPOKCU3MOB. PaHHMMH KIMHHYECKUMHU TIPOSBICHHUSIMH CYJOPOKHOTO
CHUHApPOMa MOTYT OBITh MPOCTHIE a0CAHCHI C KPATKOBPEMEHHBIM YTHETECHHEM WU MOTepei
CO3HAHMUS U COIMYTCTBYIOIIUMH JIBUTATENbHBIMH WM BEreTaTUBHBIMH paccTpoiicTBaMu. Y
MAIUEHTOB CO CJIA00 BBIPAKEHHBIMUA KIMHUYSCKUMH TPHU3HAKAMHU CYIOPOXKHBIA CHHIPOM
BCTpeuaeTcss HamHoro pexe. IlosBiaenwe cymopor TpeOyeT MpPOBEIEHUS  OLIEHKH
HeBpoJjoruueckoro craryca. [lpum mporpeccupoBaHuu 3a00JIeBaHUS YACTO HAONIOAAIOTCS
reHepaTn30BaHHbIE TOHUKO-KIOHUYECKHE MapOKCU3MbI, KOTOPbIE OOBIYHO XOPOIIO MOAJAIOTCS
MOHOTEPAITMHA aHTUKOHBYJIbCAaHTaMH. [IpOTHBOCYAOpOXKHAS Teparus TPEOyeT WHIUBHIYATLHOTO
MOJIX0Ja M HMHOIJA JJIMTENBHOrO Moj0opa 103kl mpemnapara. YacTo HE0OXOTUMO BeleHUE
naiueHTa Ha Oojiee HM3KUX J03aX AHTUKOHBYJIHCAHTOB B CBS3M C IUIOXOW MEPEHOCHMOCTBHIO
CTaHJAPTHBIX J103 TPOTUBOCYAOPOKHBIX MPENapaToB.

Hepenaxo dopmupyercst cooOmiaromascst ruaporedanis, CroacTHYeCKHe mapa- |
TeTpanapessbl.

[Mpu3naku rugporedanny 3a4acTyro MOSBISIOTCS MEIJICHHO M HE3aMETHO, M MOTYT
3aKJTF0YATHCS B U3BMEHEHUU TIOBEICHUS, TIOSBIICHUH T'OJIOBHOM 0OJTH, HAPYIIICHUH 3PEHUSL.

Onucanbl TakXe ciay4yaul CIABJICHHUS CIIMHHOTO MO3ra, BBI3BAHHOTO YTOJNIIEHUEM €ro
000J109eK WM HECTAOMIIBHOCTHIO aTJIAHTOAKCHAIBHOTO cycTaBa. KpaHnoBepTeOpaabHbIi CTEHO3

pasBuBaercs y manueHtoB ¢ MIIC Il BcrenctBue rumnoriasum 3y0oBHIHOTO oTpocTka C2



MO3BOHKA, AaTJIAHTOAKCHUAIbHOW HeCcTaOMIbHOCTH, oTioxkeHue ['Al’ B TBepaoii MO3roBoii
000JI0UKEe W 3a/JHEW MPOJIOJIbHOIN CBSA3KE, YTO B JalbHEHIIEM MPUBOAUT K KOMIIPECCHOHHOM
MHENIONAaTHM Ha OSTOM YPOBHE, M KaK CIEJCTBHE, pa3BUTHIO OyabOapHBIX HapyLICHUH,
LEHTPaJbHOW JbIXaTeIbHOM HexocTaToyHOCTH. CHMITOMBI MOIYT BKJIIOYaTh HapylIEHUE
MOXOJIKH, MBIIIECYHYIO CJIa00CTh, HEYKIIOKECTb IPU COXPAHHBIX MOTOPHBIX HAaBBIKAX H
TUCHYHKIIMIO MOYEBOTO ITY3bIPS.

Kapnanvuwiti mynnenshvlii cunopom — 3TO 4acTasi HEHpONaThs CIABJICHUS y MAallUEHTOB
B Bo3pacte oT 3 mo 10 mer. B HavanpHOW cramuu 3a00JieBaHHMS BO3HUKAIOT OHEMEHHUE
MOPaKECHHON KUCTH, TPYAHOCTH BBITIOJHEHHS] TOHKHUX JIBUXKEHUHN, CHUKEHHUE YyBCTBUTEIBHOCTH
NalblleB KUCTH. OTH CHMITOMBI PEIKO OTMEYAaroTCs pPEeOEHKOM U HE PAaClEHUBAIOTCS
poauTeNns MM Kak matosjorudeckue. Ilo3xe MOsBISIIOTCS MapecTe3uy, YyBCTBO NMOKAaJIbIBAHUS B
KOHYMKaX NaJbLIEB KUCTU U CO BPEMEHEM IIPOLIECC MOXKET PAaCHpPOCTPaHATHCA Ha MPEAIICYbe U
rieyo. [TanueHTsl 4acTo He cooOMIatoT O OO0JIEBBIX OUIYHICHHSX, TOKA HE MPOUCXOIUT MOTEPS
GbyHKIHH.

Hapymenust rinotaHusi: KOHTPAaKTypbl B BUCOYHO-HUYKHEUETIOCTHBIX CYCTaBaxX MPUBOMST
K CHM)KEHHUIO MOJIBUYKHOCTU HMKHEH UYENIIOCTH, YTO OIPAaHMYMBAET CIIOCOOHOCTH OTKPBIBATh POT
U keBaTb. HapyleHus TIJOTaHMS OTMEYAlOTCS MPU CPEIHETSHKEIOM M TSDKEJIOM TEYEHHH
3a00JeBaHNs U CBsI3aHbl ¢ (YHKIIMOHMPOBAHUEM CTBOJIOBBIX OTJENIOB TOJOBHOro Mo3ra. Ilpu
HapylIeHUH HX paboThl HaAOIIOAAIOTCA NPU3HAKM ICeBA0OYNbOapHOro wuiau OyabOapHOro
napanuueid. CuMOTOMBI  A€0IOTUPYIOT C  PEIKUX IMONEpXMBAaHMM TBEpJAOW  MHMILEH,
TUIepcaluBalliy, Pa3BUBAIOTCS IMOCTENEHHO M, B KOHEUYHOM WTOre, MPUBOAAT K TIpyOOMy
HapyleHUI0 (YHKIMU TJIOTaHHUS WU MOJHOMY €€ MCcue3HOBeHHMI0. OTCyTCTBHE MpPaBUIBHOMN
pEryJsilMM aKTa TJIOTAaHUS MPHUBOAMT K 3a0pOCy MHIIM, CIIOHBI B Tpaxew M OpOHXHaJIbHOE
JIEPEBO U PA3BUTHIO BTOPUYHONW HH(MEKIMM B BHUJE PELHUIMBUPYIOMIUX aCHUPALUOHHBIX
OpOHXUTOB M THEBMOHHUH. OTO yCyryOnsieT [AbIXaTeldbHble HapyIIEHUs, SBISIOLINECS
ciencTBUeM oTiIoKeHUs 'Al B BepXHHUX U HIDKHUX JBIXaTENIbHBIX MYTAX.

Ilogedenueckue napyuieHuss — TUTIEPAKTUBHOCTh, PACTOPMOKEHHOCTh, arpeCCUBHOCTD U
YIPSAMCTBO, KaK MMPaBUIIO, UMEIOT MECTO Y B3POCIBIX MAalMEHTOB CO CPETHETSHKETION U TSKENIOMN
dopmamu MIIC. TIpoGiemsbl ¢ MOBeAEHWEM 3HAYUTEIHLHO BIIMSIOT HA TOBCEIHEBHYIO JKU3Hb
NanUeHTa M €ro COUUaJbHYK ajantanuioo. [losBissace Ha BTOpPOM TOJYy JKU3HU, OHH
IpOJOIDKAIOTCA BIUIOTH 110 8-12 ser. Perpecc KOTHUTHMBHBIX (DYHKIMHA Hapsny C TsDKEIOH
MOTEpe cillyxXxa, pPacCTPOMCTBOM CHAa, OCOOEHHO OOYCIIOBJIEHHBIM OOCTPYKTUBHBIM aITHO?,
OKa3bIBAIOT CYILIECTBEHHOE BJIMSHHE Ha MoBeleHuEe pebeHka U Moisoaoro B3pocioro. [lo mepe

HapaCTaHHUd KOTHUTHUBHOTI'O I[C(bI/IL[I/ITa K TUIICPAKTUBHOCTU U arpCCCUBHOCTU MPHUCOCAUHAIOTCA



AyTUCTUYECKHE YEPThl, OTMEYAeTCs IIOCTCIIEHHAs TIOTEPS HABBIKOB JKCIIPECCHBHON U
UMIIPECCUBHON  peun.  MenukaMeHTO3Hasi  Tepanus, HalpaBlIeHHAas Ha  KOHTPOJb
pa3pylIMTENLHOTO  TIOBEJEHUsS, 4YacTo  ObiBaeT  HedpdekTuBHOH. B nmanbHelmem
MPOTPECCUPOBAHNE HEHPOJCTEHEPATUBHBIX M3MEHEHUH MPUBOANT K JEMEHIIMH, BUTATCIbHBIM

HapymeHUsAM, YTO HUBCIIUPYET 0COOEHHOCTHU ITOBECACHU .

Cepoeuno-cocyoucmas cucmema: XapakTepHO MOpakeHHE KilanaHoB cepAaua. Haubomee
4yacTo oTMeuaeTcs: ((OpMUPOBAHKE MMOPOKA MUTPAIBHOIO KJlallaHa, Ha BTOPOM MECTE MOpaKeHHe
AOpTAJILHOIO, 3aT€M TPHUKYCIMJIAIBHOIO M KiamaHa JieroyHod aptepuu. Kapauomuonarus

HaOJIOaeTCs PEJIKO.

Kenyoouno-kuwieunas cucmema: BCIEACTBUE OIPAaHUYEHUS] 00bEMa JBHKEHUS HUKHEH
YEeNIOCTH M 3aTPyIHEHUs pPa3KEeBbIBAHUS NHILNU, TUMNEPTPOPUH MUHIAIWH, MaKpOTJIOCCHU
Pa3BUBAIOTCS HAPYIICHHE aKTa IJIOTAHMS U CIIOHOTEYEHHE. BO3MOXKHA JAUapes, CBs3aHHas C
HakoruieHneM ['Al' B HepBHBIX KJI€TKax MHILEBApUTENIbHOrO TpakTa. C BO3pacToM 4acro
pa3zBuBatoTcsi 3amopbl. C paHHHUX JIET OTMEYaeTcs TIenaToCIUIEHOMEranus. XapaKTepHbI

IyHoYHas U maxoas rpboku [1,5].

2. JlInarHocTuka 3a00JieBaHUsl UM COCTOSTHUSA (FPyNnbI 3a00/1eBaHU WIIN
COCTOSIHMI), MEIULMHCKHE MOKA3aHUA U MPOTHBOINOKA3AHUSA K PUMEHEHUI0

METOA0B TUATHOCTUKH

Huaenoz  MIIC  mun |l ycmanasnusaemcss Ha  OCHOBAHUU — COBOKYNHOCMIU.
AHAMHECTNUYECKUX OAHHBIX, KTUHUYECKUX OAHHDBIX, Pe3YIbmamos 1ab0pamopHo20 UCCie008aHUs.
(buoXUMUYLECKO20 U MONIEKVIAPHO-2EHEMUYECKO20 AHANU3A).

Jugppepenyuanvnas ouacnocmuka nposooumcs ¢ Opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, MNO30OHUMU HOPMAMU 2AH2TUOZUO0308, MYKOIUNUOO30M, HEUHPEKYUOHHBIMU
noauapmpumamu, snuguzaprvimu oucniasusmu [1, 2, 3, 14, 16].

Ocnognvimu  omauuumenvuvimu yepmamu MIIC Il muna aensromcsa: npo3padHas

PO208UYA, HATUYUE USMEHEHUL KOJCHO20 NOKPO8A NO Muny «Mopckou eaivkuy [7, 8].

2.1 Kaja00bLI 1 aHAMHE3

IIpu cbope anamHe3a u kanol IenecooOpa3HO OOpaTHUTh BHUMAaHHE Ha CIEIYIOIINe
’KaJI00bl 1 aHAMHECTUYECKUE COOBITHSL:
—  OTATOILEHHBIA CeMEHHBI aHamMHe3 (CXOTHBIE CHMOTOMBI Yy POJIHBIX OpaTheB U
POJICTBEHHUKOB 110 MATEPUHCKOW JINHUH);

—  HUBKHH pOCT;
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orpyOJieHue 4epT Jula;

YyacThle peCUpPATOpHbIE 3a00JIeBaHMUS;

3aJiep>KKa ICUXOMOTOPHOTO Pa3BUTHUS (TOIBKO JUIsl TSKEI0oM (OpMbI O0JIE3HH)
3aJieprKKa/perpecc MCUXUIECKOro pa3BUTHS (TOIBKO IS TSDKEI0H (opMbl OOJIC3HHM )
CHIDKEHHE CITyXa;

CHIDKEHHE 3pEHHS;

MHOXECTBEHHBI AM30CTO3 (Aedopmarnuu yepena, rpyIHONW KIETKH, MO3BOHOYHHUKA,
KOHEYHOCTEM);

HapyiieHre ocaHku (Kugo3, CKOIN03);

peLUUANBUPYIOIIME FPDKU (Yallle IBYCTOPOHHHUE);

YXYALIEHUE TIEPEHOCUMOCTH (PU3NYECKUX HATPY30K;

c1aboCTh B KOHEYHOCTSIX;

TYTOMOJBUKHOCTh B CYyCTaBax;

TPYAHOCTHU TIOJJbEMA U3 TTOJIOKEHUS CUIS U JIEXKA,

U3MEHEHHE TIOXO/IKH;

HEJIOBKOCTh MEJIKOM MOTOPUKH;

HapyIIeHHe KOHTPOJIS 32 QYHKIUSIMH Ta30BBIX OPTaHOB;

allHO3 BO CHCE.

2KanoOb1 1 aHaMHE3 TaKKe OIMCAHBI B pasaciic «KKIMHUYICCKass KapTUHaA».

2.2 duzukajabLHoe 00CJIe10BAHNE

[Ipu ¢u3ukanbHOM 00cCHEI0BaHUU 11€71€CO00pa3HO OOpaTUTh BHUMaHHE HAa OCHOBHbBIE

kiauHn4Yeckue nposiienus MIIC II:

rpyOble uepThl JIUIIA,;

HU3KOPOCIIOCTH,

MOBE/ICHYECKUE HapyIIeHus (A5 Tskenoi popmbl 60IE3HN)
TYTOIIO/IBIYKHOCTh CYCTaBOB,;

MTOMYTHEHHUE POTOBUIIBI;

reraToMerams;

CIUICHOMETaIHsI;

Max0BO-MOILIOHOYHBIE U ITYITOYHbIE TPBIKH (JIBYCTOPOHHHUE).

[Togpo6HO nMaHHbBIE (U3MKATHLHOTO OOCJIEIOBAaHMS OIMCAHBI B pPa3feiie «KIMHUYECKas

KapTHHAY.
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Obpawaem  8HUMAHUe, 4MO, CO2NACHO MpebOBAHUAM K  pa3pabomke  KIUHUYECKUX
pekomeHoayull, K  Ka}COOMy  Me3UCY-DEeKOMEeHOayuu  HeoOX00uMoO  YKA3bleamb — CULY
pekomenoayull U OoKazamenvHylo 6a3y 8 COOMEemcmeuU CO WKAIAMU OYEHKU YPOBH:
docmogeprocmu ookazamenscms (V) u yposus yoeoumenonocmu pexomenoayuti (YVP). {na
muoeux mesucoe YVP u V][ 6yoem Huzkum no npuuure Omcymcmeus NOCEAUEHHbIX UM
KAUHUYECKUX UCCIe008aHUll  8blCOKO20 oOusauna. Hee3upas ma >mo, oHu A8IAIOMCA
He0OX0OUMbBIMU dJleMeHMamMu 00C1e008anus nayueHma OJisi YCMaHosleHUus. OUacHo3a U 8blopa
MAKMUKU JIeYeHUS.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCAST0BAHUSA

OcHosHble 1abopamophbie Memoobl noomeepoicoenus ouasnosza MIIC 1 exnouarom
onpeoeieHue aKmugHocmu  epmeHma  UOYpOHaAmM-2-cyivhamasvl, KOIUYECMBEHHbIU U
Kauyecmeenuvlti ananuz Al mouu u monexynapHo-eenemuueckue uccieoosanuss cena |DS.
Lannvie uccnedoeanus npoeoosAmMcs 6 CReYUAIUSUPOBAHHBIX 2eHEMUYECKUX 1AO0PAMOPUSIX.
Pexomenayercsi onpejielieHUE YPOBHS TJIMKO3aMHHOTIIMKAHOB MOYH M 3JEKTPO(HOPETUIECKOE
WCCJIEIOBAaHNE TIUKO3aMHUHOTIMKAHOB MOYM BCEM MAlMEHTaM C KIMHHUYECKUMHU NpHU3HAKaAMU
MYKOTIOJIHCaXxapH/I030B C IeNbI0 MOATBEPKICHUs nuartHo3a [2, 14, 44].

YpoBeHb yoeIUTeILHOCTH peKoMeHaaluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3).
Kommenrapuii: anekmpoghopemuueckoe ucciedosanue 2nuKo3aMUHOIUKAHO8 MOYU AGIAEMCS
OOHUM U3 Nepsvbix noomeepicoarwux ouoxumuveckux mecmos oasi MIIC I muna. Ilpu
KOIUYEeCB8EHHOM aHanuse (Ucciled08aHue CneKmpa 2NUKO3AMUHOSIUKAHO8 & MouYe Memooom
cnekmpogomomempuu) 8viasnawm nosviuieHue konyenmpayuu I'Al’ ¢ moyoi, npu npogederuu
anekmpoghopesza I'Al" (uccnedosanue cnekmpa 2iUKO3AMUHORIUKAHO8 6 MoYe MemoOoM
91eKmpoghope3a) — NOBbIUEHHYIO IKCKpeyuro oepmamancyivpama u eenapaucyivbgama c
Mmoyotl. Imu uzsmenenus Habnooaromes maxxce npu MIIC I, VII munos. Yposenv I'Al” sgnsemcs
603pacm-3asucumvim napamempom. Taxowce npu neexou popme MIIC Il konyenmpayus I'Al" 6
Moye modxcem Obimb NUUL HE3HAYUMETLHO NOBbIUUEHA.

Pexomenayercsi  ompejelieHUE ~— aKTUBHOCTH — HJypoOHAT-2-cynb(dara3el B Ipolecce
MYJIBTUIUIEKCHOTO OMpPEIeIeHUs] aKTHBHOCTU JIM30COMHBIX (DepMEHTOB (MaypoHaTcyibdaTasa,
N-anetun-anbda-D-rmoko3amuaniasa, N-areTuiranakrozaMuH-6-cynbdar-cynsdarasa,
apwicyibdaraza B, Tpunentumui-mentugaza 1) B MATHAX BBICYHICHHOW KPOBU METOIOM
TaHAEMHONW  MAacC-CIIEKTpOMETpUU  (KOMIUIEKC  HCCIEAOBaHUW  JUIsi  JIHarHOCTUKU
MyKomojucaxapuaoza tun |lI)  BcemM  manmeHTaM ¢ KIMHMYSCKUMH — NPU3HAKaMU
MYKOIOJIMCAaXapuI030B C IENIbI0 TOATBEPXKICHHUS quarHo3a [2, 12, 14, 16, 17].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB — 2).
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KommenTapmii: y nayuenmos ¢ cunopomom Xanmepa nabnooaemcs CHUdMCEHUE AKMUSHOCMU
udyponam-2-cyivhamasvl 8 Kyaibmype Guopobaracmos, niazme Kposu, 1ubo 6 NAMmHAX Kpoeu,
BbICYUEHHBIX HA UIbmposanvHou Oymace. Heobxooumo uzmepenue aKmuHOCMU OpPYeUX
cynvhamas 0 UCKIIOUEHUSI MHONCECMBEHHOU CYbhamasHoll HeOOCMAmMOYHOCMU.
Pexomenayercs omnpenenenue myranuii B rene |IDS B kpoBu MeTOIOM CEKBEHHpPOBAHHS I10
CeHnrepy BceM MalMeHTaM CO CHHKEHHOW aKTHUBHOCTHIO (hepMEHTa HIypoHaT-2-cyib(aTasbl ¢
LEJIBIO TTOITBEPIKICHUS TUarHo3a Ha MOJICKYJIIpHO-TeHeTHUeCcKoM ypoBHe [1, 2, 12, 14, 16, 17].
YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapwuii: mecm neooxooum 0ns éepuguxayuu OuacHo3a Ha MOAEKYISAPHO-CEHEMUUECKOM
VposHe. Buisgnenue namozeHHbIX U 8EPOAMHO NAMOSEHHbIX BAPUAHMOE HYKIEOMUOHOU
nocnedosamenvrocmu (BHII) 6 cene IDS Oenaem 603modicubim 06ciedosanue pooCcmeeHHUKOS8
npobanoa, eviasieHue eemeposucomuvix HocumenvHuy MIIC II, a makdce nposedenue
NPEHamanbHOU U NPeuUMnIaHMAYUOHHOU 2eHemudeckol ouazHocmuku. borvwuncmeo BHII y
nayuenmos ¢ MIIC Il mozym 6vimb 8bviaeieHbl ¢ nomoupito cekgenupoganus no Coueepy écex
9K30HO08 U NPUNE2AIOWUX K HUM YUACMKO8 UHMPOHOE 2eHd, HO 8 HeDOIbUIOM NPOYeHme Cyuaes
CMAHOAPMHBIX Memo008 OUACHOCMUKU Moxcem Oblmb He00CMAamo4Ho Ol OUACHOCHUKU.
IIpumepno 6 20% cayuaes npuuunoii 601e3HU AGNAOMCA KPYNHbIE NEPECMPOUKU 2eHd, YMO
Modicem  nompeb0o8amv  NpUMeHeHUs OONOJHUMENbHbIX, 00Jlee  CILONCHbIX MOJIeK)ISAPHO-
2eHemuUyecKux mecmoa.

Pexomenayercsi TpPOBEJCHHWE aHAW3a KPOBH OHOXMMHYECKOTO OOIIETepareBTUICCKOro
nanydenTaMm ¢ kimHndeckumu npuszHakamu MIIC |l B mpoiiecce mocTaHOBKH IUarHo3a ¢ IeNIbI0
onpezaeneHuss (yHKIHOHAIBHOTO COCTOSIHHS TEYEHH, KOTOpas SIBJISETCS OJHUM U3 OpPTaHOB-
MHUIIICHEH MpH MyKomoucaxapuosax [32].

YpoBeHb yoeauTeabHocTH pexoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapum: npu nposedeHuu OUOXUMUYECKO20 —AHAIU3A  NPOBOOAM  onpedeneHue
aKmueHoCmu acnapmamamuHompancgepaszvl, ANAHUHAMUHOMPAHCPepa3sul,
JIaKmamoe2uopo2enasvl, WeroyHou gochamasvl, camma-eIIoOMmamMuImpancgepazvl 6 Kposu,
uccnedosanue YpoeHs obwe2o Ounupyoura, OuIUPYOUHA CEA3AHHO20 (KOHBIOSUPOBAHHOZO),
XonecmepuHa, MpueIuyepuoos, arbOYMuHA, 2MI0KO03bl, KpeamuHuna, obuje2o Oenkd, Hampus,
Kanus, 00uje2o Kanibyus 6 Kposu.

Pexomenayercst mpoBefcHHe 0OMmIero (KIMHUYECKOT0) aHallM3a KPOBU BCEM IMAIMEHTaM C
knunandeckumMu npusHakamu MIIC |l B mporiecce MOCTaHOBKM JHMAarHo3a C IEIbI0 OICHKH
OCHOBHBIX MapaMeTpOB KPOBETBOPEHHUS U BBISBICHHS BO3MOXXHBIX MH(GEKIHOHHBIX MPOLECCOB

[32, 45],
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapum: nposodsm ucciedosanue YposHs 00ujeco 2emo2ioouna, 3pumpoyumos,
JIeUKOYUMo8, mpomoOoOyumos 6 Kpogu, OYeHKy 2eMamoKpuma, UcCie008aHue CKOpOCmu 0CeOaHUs.
apumpoyumos, ouggepeHyuposanuviii noOcuem aeuKoyumos (reuxoyumapuas gopmyna). B
CB53U C BbICOKUM PUCKOM PA3GUMUSL UHMEPKYPPEHMHBIX UHDeKYUll, ACRUPAYUOHHOU NHEEMOHUU

vy nayuenmos ¢ MIIC pexomenoyemcs npogedeHue 0aHHO20 UCCIe008aAHUsL He pedice 5 pa3 6 200.

2.4 HNHCTpYMEHTAJIbHBbIE THATHOCTHYECKHE MCCAEI0BAHUA

PexoMeHnayeTcsi TpOBE/ICHUE YIbTPA3BYKOBOT'O HCCIICIOBAHUS OPraHOB OPIONIHON IOJIOCTH
(KOMIUTIEKCHOTO) /MM MarHUTHO-PE30HAHCHOW TOMOrpaduu OpraHoB OPIOIIHOM MOJOCTH BCEM
nanydenTtam ¢ kimHnueckumu npusznakamu MIIC |l B mpoliecce mocTaHOBKH MarHo3a ¢ IeJIbI0
OLIEHKH Pa3MePOB IICUEHH U cene3eHku [2, 14, 16].

YpoBeHb yoenuTeqabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KoMMeHTapuM: 6bi46/1510MCsl yMepeHHas cenamome2anusi uiu cenamocnienomezanus. Ha gomne
mepanuu pasmepsl neueHu U Cele3eHKU YMeHbULAIOMCAL.

Pexomenayercst peHTreHorpadus MeHHoro, rpyJHOro U MOSCHUYHOTO OTJENOB MO3BOHOYHHKA
nanueHTam ¢ knuHudeckumu npuszHakamu MIIC |l B mpoliecce mocTaHOBKHM JAMarHo3a ¢ IENbo
BBISIBJICHUS] MHOXKECTBEHHOTO I30CT03a [2, 22].

YpoBeHb yoenuTeqabHOCTH pekoMeHaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmenTapum: max dice npu Heobxooumocmu npo8oosin peHmeeHoepahuio 6EPXHUX U HUNCHUX
KOHeuHocmel. Buisgnsaiomes mHodcecmeennvle 0u3ocmosvl — ckagoyepanus, 2unoniazus
3ybo6uonoco  ompocmka  C2-nossomka,  oopconomoOapuulil  Kugoz 6  pezyibmame
NIAMUCNOHOUIUY, HNOACHUYHBLU 2unepiopoo3. Onpedenaiomcs wupoxue peobpa, Kopomkue
u3oecHymvle KIOUYUYbl, SUNONLA3USA 20JI060K NJEYe8blX Kocmel U 8apycHas 0eQopmayusl
nieuesvix KOcmell 8 NPOKCUMALbHBIX OMOenax, OUCMANbHble SNUGU3bl Kocmel npeonieyvs
cKkoutenvl Opye Kk opyey. 3adepycka popmuposanus sdep oxocmenenus. Illacmuvie kocmu
Kucmetl YKOPOUEHbl U CYHCEHbl — «3A0CMPEHbL» 8 NPOKCUMATbHBIX OMOeNax, «CKOUEHHOCHIbY
BEPMUIYICHBIX  8NAOUH, OehOPMUPOBAHHbBIE, VNIOWEHHbIe 20N08KU OeOpPeHHbIX Kocmeu U
8anbeycHas Oeghopmayus uieek OeOpeHHbIX KOCHel.

Pexomenayercsi TpOBENEHHE PEHTICHOACHCUTOMETPUU TAIMEHTaM C  KIMHUYECKUMU
npusznakamu MIIC |l B mporecce mOCTaHOBKM JMArHo3a C IEIbI0 ONMPEISTICHUST MUHEPATbHON
IUIOTHOCTH TKAaHH U JMarHOCTUKH 0cTeornopo3a [31].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)
PexoMeHayeTcsl NpOBEJCHUE 3JICKTPOHEHPOMHUOTpadUN CTUMYIALMOHHON OIHOTO HEpBa U

WUTOJIbYATOW OJIHOTO HEpBa ManueHTaMm c kKiauHudeckumu npusHakamu MIIC |1 B mporecce
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MOCTAaHOBKU JIMAarHo3a C LENbI0 OIEHKH (YHKIIMOHAJIBLHOTO COCTOSIHUSI MBIIICYHBIX TKaHEH,
HEPBOB M HEPBHO-MBIIICYHO# repenaun [27, 33].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIHLCTB — 3)

Kommentapuu: cmumynayuonnas IOHMI noszeonsem onpederums coasieHue cpeouHHO20
Hepea 00 NOSGIEHUS. CUMNIMOMOS U QOIICHA NPOBOOUMBCS eJce200H0, HAYUHAs ¢ 8o3pacma 4-5
Jem.

Pexomenayercst mpoBeAcHHE TOHAJIbHOW ayAUMOMETPUM BCEM IALMEHTAM C KIMHUYECKUMH
npusHakamu MIIC Il B mporecce MOCTaHOBKM JUAarHo3a C LENbI0 BBISIBICHUS TYrOyXOCTH [2,
34].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 4)

KoMmMmeHTapum: mak dice 803MOXHCHO npogedeHue mumnanomempuu. /[is 0aHHo2o 3a60.1e8aHus
XapaxkmepHa my20yXocme pasHou cmenenu gvipaxcennocmu. Ona modxcem 6bimb KOHOYKMUBHOLU
UNU HeUPOCEHCOPHOU UlU HOCUMb CMewanHbulll xapakmep. PauHee @vlasieHue my20yxocmu
n0360Ji5lem  VIVYUWUMb KA4eCmeo JCU3HU NAayueHmos, obecneduums UM Jjyyuiee obOujenue u
obyueHue.

Pexomenayercst poBeZeHHE HCCIIEOBAHMS HECIIPOBOLMPOBAHHBIX JIbIXaTEIbHBIX 00BEMOB U
MOTOKOB TaneHTaM ¢ kinnHndeckumu npuzHakamu MIIC |l B mporiecce mocTaHOBKU TUarHo3a ¢
IeJIBIO OIIEHKH COCTOSIHUSI OpOHXOJIerouHoi cucteM [35].

YposeHb yoeauTeabHocTH pexoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommeHnTapuu: o0viuno nposodsim cnupomempuio, npu ycio08Uul 803MONCHOCIU BbINOIHEHUS
Manespa nayueHmoM.

PexomeHn10BaHO TpOBEIECHUE WPUIIETHLHOW pPEHTTeHOrpauu OpPraHoOB TPYAHON KIIETKU
nanueHTam ¢ knuaudeckumu npusHakamu MIIC |l npu Hanuyum aycKyiabTaTUBHBIX W3MEHEHUH
B JIETKUX B Ipollecce MOCTAHOBKH JUArHo3a C ILEJbI0 BbISBICHUS NATOJOTHHU JbIXaTeJbHOM
cuctemsl [32].

YpoBeHb yoenutelbHOCTH pekomMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

PexoMeH10BaHO TpoOBeACHUE 3JIEKTpodHIedamorpaduu BceM MalMeHTaM € KIMHUYECKUMHU
npusHakamMu MIIC Il B nmporecce mocTaHOBKHM JUarHo3a ¢ 1ej1bl0 CBOEBPEMEHHON TUArHOCTHKHU
srmmenicuu [2, 39, 40].

YpoBeHnb yoenuteasnocTn pexomenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)

Pexomenayercst mpoBefeHHE INeKTpodHLedamorpaguu ¢ BUICOMOHUTOPUHITOM  BCEM
nanueHTam ¢ kiauHudeckumu npusHakamu MIIC |, y koTopeix ObUTH 3NMIENTHYECKUE

MPUCTYIIbI B aHAMHE3C, B MPOHCCCC YCTAHOBKU AMArHo3a C LCJIbIO IMOATBCPKACHUA JUArHO3a,
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yTO4YHEHUS  (HOPMBI  SHWICTICHM W TPOBeACHUs  TUPPEpeHINATBbHON — TUArHOCTUKU
SMUIIEHTHYCCKHUX TpUcTymoB [40].

YpoBeHnb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
Pexomenayercsi MpoBeleHUE KapAHOPECIHPATOPHOTO MOHUTOPUHTA (IIYJIBCOKCUMETPUS H
MOHHUTOPHHT 3JIEKTPOKAPANOTPAQUUSCKUX TaHHBIX) MAIMEHTaM C KIMHHUYECKHUMH TPU3HAKAMHU
MIIC Il B mporecce ycTaHOBKH JUArHo3a C IEJbI0 JUArHOCTHKH OOCTPYKTHBHOTO allHO? CHA,
3a00JICBaHU OPTaHOB CEPJCUHO-COCYAUCTON CHCTEMbI U Jbixanus [35, 46].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMmenTapuu: 0na  OJuacHocmuxu  0OCMPYKMUBHO20 — ANHOI  CHA — NPOBOOUMCS
ROAUCOMHOCPADUS/ KapOUuOpecnupamopusili. MOHUMOPUH2, KOMOpAs NO380js8em ONnpedeiums
xapaxmep ObIXAMeNbHbIX HAPYULeHUL (UCKTIOYUMb YeHMPATbHbILL 2eHe3, C653b C eunepmpoguel
A0eHoUO08, CepOeyHOlU HeOOCMAMOYHOCMbIO UIU KOMNIEKC NPUYUH), NAMOJI02U) CepOeyHO-
cocyoucmotl cucmemvl. Mccredosanue nposooumces e pexce 1 paza ¢ 200. B coomeemcemesuu ¢
Ilpuxasom Munzopasa Poccuu 13 oxmsabpa 2017 2 Ne 804u om «0O6 ymeepoicoenuu
HOMEHKAAMYpbl MeOUYUHCKUX ycayey Hem ycayeu «llonucomnoepaguay, 6 céasu c uem
B03MOJCHO UCNOIb308AHUE HADOpA Yycaye: 2NeKmposHyedanozpadus ¢ 8UOeOMOHUMOPUHESOM,
CYymouHoe MOHUMOPUPOBAHUE apmepuanrbHo2o oasnenus, peaucmpayus
INEKMPOKAPOUOSPAMMDBL, MOHUMOPUPOSaHue INEKMPOKAPOUOSPAPUUECKUX OQHHbIX,
XOIMeposckoe  MOHUMOPUPOBAHUE — CEPOUHO20 — pummd,  pacuu@poska, onucavue u
uHmepnpemayusi 2J1eKmpoKapouocpaGuUUecKux OAHHbIX, dIEKMPOMUOSpadus HaKoxicHas (0OHA
AHAMOMUYECKAsl 30HA), INEeKMPOOKyL0cpaghus, onpedenenue NApYUaIbHO20 0ABIeHUs KUCIOPoOa
6 Msekux mramsx (oxcumempus)) [46].

PexomeHna0BaHO perucTpanusi dSJIEKTPOKAPAUOTPAMMBI, 3XOKapaAuorpaduu, XOITEPOBCKOTO
MOHHTOPHPOBAHHS CEPJCYHOrO0 PHUTMA BCEM IMAIMEHTaM ¢ KiIMHUYeckumu npu3Hakamu MIIC 11
B IIPOIECCEe YCTAHOBKHM IHMAarHO3a C IEJbI0 JUATHOCTHKH TATOJIOTUH CEepACYHO-COCYIUCTON
cucremsi [2].

YpoBeHb yoenuTelbHOCTH pekomMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
KoMMeHTapuM:  CcymouHo20  MOHUMOPUPOBAHUSI  APMEPUATLHO20 — OABNeHUs  MOXdCem
nposooumuvcs npu Heodoxooumocmu. Pezynaproe nposedenue (e pesce 1 paza 6 12 mecayes)
peaucmpayuu  OKI, Oxo-KI, xonmepo8ckozo MOHUMOPUPOBAHUA CEPOeUHO20 pummda,
CYMOUHO20 MOHUMOPUPOBAHU APMEPUATLHO20 OABNeHUs He0OX00UMO NAYUEHMAM C OAHHOU
namonocueil, Mmax KAk ¢ PAHHe20 B03PACMA ) HUX OMMEeYAOmcs CcepoeuHO-CoCYyOUCHbvle

HapyueHus.
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e PexomeHayeTcsi MArHUTHO-PE30HAHCHAsT TOMOTpadusi TO3BOHOYHHKA (OJMH OT/EN) MalleHTaM

¢ xinHnueckumu npusHakamu MIIC |l B mponecce MocTaHOBKM IMAarHo3a ¢ 1€JIbI0 BBISBICHUS
KOMIIPECCHH CITMHHOrO Mo3ra [2, 35].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbLCTB — D)
KomMeHTapuu: npu neobOxooumocmu npooosm MASHUMHO-PE30HAHCHYI0 MOoMocpapuro
NO360HOYHUKA C NPUMEHEHUeM KOMOUHUPOBAHHO20 UH2ANAYUOHHO20 HapKo3d. Mccredosanue
HeoOx00UMOo nposodums He pedxce 1 paza 6 24 mecaya. HecmabunbHocms amianmoakcuaibHo2o
CouleHenUst Modicem ObiMb BbIAGIEHA NPU PEHMEEHOSPAPUU WeElIHO20 0MOeld NO360HOYHUKA C
@DYHKYUOHATbHBIMU  NPOOAMU, OOHAKO Ol NOOMBEPIHCOEHUS. KOMNPECCUU CHUHHO20 MO32a
ecreocmeue YmoaujeHus e20 000104eK U QOPMUPYIOWUXCA AHOMANIULL NO3860HKO8 mpedyemcs
nposeoenue MPT [2, 35].

e PexomeHayeTcsi MarHUTHO-PE30HAHCHAs TOMOTpadus TOJOBHOTO MO3ra TIalUeHTaM C
knHnYeckumu tpuzHakamu MIIC |l B mporiecce MOCTaHOBKM JTMArHo3a C LENbIO BBISIBICHUS
ruaporedaluy U Ipyrux aHOMaIKii ToJ0BHOTO Mo3ra [2, 35].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)
KommenTapuu: npu Heobxooumocmu npogoosim MASHUMHO-PE3OHAHCHYIO MOMO2papuro
20/106H020 M0O32A C NPUMEHEHUEM KOMOUHUPOBAHHO20 UHCATAYUOHHO20 Hapko3a. Hccredosanue

HeobX00umMo npoeodums He pece 1 pasa ¢ 24 mecsya [2, 35].

2.5 Unble AUATHOCTHYCCKHEC UCCJICI0BAHUSA

e Pexomenayercs npuem (0OCMOTp, KOHCYNbTAIUs) Bpauya-TeHeTHKA TIEPBUYHBIN BCEM MaIllUEHTaM
¢ winHnyeckumu npusHakamu MIIC Il ¢ uensto mnpoBenenus nuddepeHuanbHO-
JTUAarHOCTMYECKOTO TIOMCKa CpeAu JAPYrHMX HACJIEJICTBEHHBIX OOJE3HEW U  ompenereHus
ONTHMAaJILHOr0 00beMa r'eHeTHYECKUX nccienoBanuii [1, 37, 43].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e Pexomenayercss mpueM (OCMOTp, KOHCYNbTaIlusl) Bpada-TepamneBTa/Bpada oOOIIeld MpPaKTHKU
(cemeitHOTO Bpada) MEpPBUYHBIN BCEM MalMeHTaM ¢ KinHuueckumu mnpusHakamu MIIC |l ¢
eSO TUATHOCTUKH M JICYCHUS COMYTCTBYIOIIEH TepaneBTu4eckoi maronoruu [1, 37].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o Pexomenayercsi mipueM (OCMOTp, KOHCYJbTallMsl) Bpada-HEBPOJOra TEPBUYHBIA BCEM
naudeHTaMm ¢ kinHudeckumu npuzHakamu MIIC Il ¢ uenpio JUArHOCTUKM W JIEYEHUS
COIYTCTBYIOIIEH MMaTOJOTHH HEPBHOM cucTemsl [37].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

o Pexomenayercss mpueM (OCMOTp, KOHCYJIbTALMS) Bpada-TpaBMATOJOTa-OpTOIeaa MEePBUYHBIN

BCEM TalueHTaM ¢ kiauHu4YeckuMu mpuszHakamu MIIC Il B mporecce mocTaHOBKM AMarHosa ¢
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1eJIbIO TUATHOCTUKH M JICYCHUS OPTONECIUUECKUX HapymieHui [37].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — D)
KommenTapuii: opmoneduueckas xkoppexkyus HapyuleHus OCAHKU, KOHMPAKMyp CYCmaeos ¢
UCNONb308AHUEM — HEXUPYPSUYECKUX Memo0o8 GKIuaem @uauonpoyedypvl u JjaeyeOHyIo
Quskynemypy, ucnonwvzyiom opmoneoudeckue ycmpoticmea. Ilo nokasanusim ocywecmensiom
Xupypauieckoe JjleyeHue CUHOPOMA KAPHAIbHO20 KAHANd, NPOBOOUMCS IHOONPOME3UpOSaHuUe
mMazobe0peHH020 Ul KOJIEeHHO20 CYCmasa, Koppusupyrouwue ocmeomomuu 0isi UCNPAGIeHUsl OCU
KOHeYHOCmell.

Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAIMs) Bpada-CTOMATOJIOTa TICPBUYHBIA BCEM
nanydenTam ¢ kimHndeckumu npuszHakamu MIIC |l B mpoliecce mocTaHOBKH MarHo3a ¢ IeNIbI0
JIMAarHOCTUKH M JICYCHHsI TATOJIOTHUECKUX COCTOSIHUI YETFOCTHO-IUICBO# obmacTu [29, 37].
YposeHb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb JI0OCTOBEPHOCTH 10KA3aTeJILCTB — 5)
KommenTapuu: odononnumensno mozcym nompebogamuvcs npuem (0CMOmp, KOHCYIbMAyus)
8PAUA-CMOMAmMOoN02a-opmoneoa, npuem (ocmMomp, KOHCYIbMAyus) 6paia-cmomamonoza-
xupypea; npuem (0cMomp, KOHCYIbmayus) epava-yeniocmuo-iuyeso2o xupypea [29, 37].
Pexomenayercst mpuem (OCMOTp, KOHCYJbTalMs) Bpada-o(TaibMojora HEpBUYHBIM BCEM
nanueHTam ¢ knuHndeckumu npuszHakamMu MIIC 11 B mporiecce MOCTaHOBKHM MarHo3a ¢ HEebio
BBISIBJICHUS [JIAYKOMBI, H3MCHEHHSI TPO3PAYHOCTH TIa3HBIX CPE U COCTOSIHUS ceTyatku [37].
YpoBeHb yoenureabHocTH pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHTapum: Heobxooumo npoooums oghmanbMOCKORUIO, 20HUOCKONUIO, OUOMUKPOCKONUIO
nepeone2o omoena 2nasd, 21a3Ho20 OHA, Kepamonaxumempuio, MOHOMempuio 2nasd. Y
nayuenmos ¢ MIIC Il ne xapakxmepno nomymHeHue po206uyvl. Y HeKOMOopblX NAYUeHmoe
paszeugaemcs 21aykoma, nuemMeHmuas oucmpogusa cemuamxu. Peoxo — omex Oucka
3pumenbHo20 Hepéa.

PexoMenayercsi pueM (TeCTUPOBAHUE, KOHCYJIbTAIHS) MEIUIIMHCKOTO TICUXO0JIOTa TIEPBUYHBIN
BCEM MaiueHTaMm ¢ kianHnueckumu npusHakamu MIIC Il B mporecce mocTaHOBKM AuMarHosa ¢
IENTBbI0 OKa3aHMsI KITMHUKO-TICUXOJIOTHUECKOi oMoy [37].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)
Pexomenayercss npueMm (OCMOTp, KOHCYJbTalUsl) Bpada CypJ0JIOra-OTOPHMHOJAPUHIOJIOTra
NEePBUYHBIN BceM manueHTam ¢ kinHudeckumu npusHakamu MIIC Il B mpouecce moctaHOBKU
JIMarHo3a ¢ 1eJIbI0 CBOEBPEMEHHOM AUarHocTUKH nopaxenus JIOP-opranos [37].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)

KommenTapuu: nopaowcenue JIOP-opeanos sensemcsi 0OHOU U3 HACMOU CONYMCmEyrouell
namonozueil. Jlebrom ocnanumenvHulx 3a001e6anull yxa, copaa u Hoca u y nayuenmoeg ¢ MIIC
nNpUXooumcs Ha paHuHui demckui eospacm. Ommeuarom yacmoele co4emaHHbvle NOPaANCeHUs —

CHUJICEeHUe ciyxa, peuudueupymwue ocmpble cpec)Hue omunisl, OCnaHOBKU ObIXAHUS 8O CHe,
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nocmosHHoe 3ampyoHeHue Hoco8020 Ovixanus, punumsel. Ilayuenmam c¢ MIIC modcem
nompeb6o8amuvcs npogederue GUOPOIAPUHLOCKONUU 8 CBA3U C NAMOLOSULECKUMU USMEHEeHUAMU
eopmanu (ymoaujenue 2010CO8bIX C8A30K, Y8eIUYeHUe U OMEYHOCMb YePRalo8UOHbIX XPAUYEl.

Pexomenayercss mpueMm (OCMOTp, KOHCYJIbTAllMs) Bpaya-HEUpOXUpYypra IEpBUYHBIA BCeM
nanuentam ¢ kinHnueckumu npusnakamu MIIC Il B nponecce mocTaHOBKU JuarHosa ¢ LEJbIo
JUArHOCTHKU HEWPOXUPYPTrUYEeCKOW TATOJOTHH, PEIICHUS BOIMPOCOB O HEOOXOAMMOCTH H
00beMe HEHPOXUPYPIUYECKOro BMemaTenscTa [37].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
Pexomenayercst mpoBOIUTH O6-MUHYTHBIM TECT C XOAbOOW y MAIMEHTOB C KIMHUYECKHUMHU
npusHakamu MIIC |l ¢ coxpaHeHHBIM HaBBIKOM CAaMOCTOSTEIbHOM XOAbOBI (eciau He
MIPOBOJIUJICS TIOCTIEAHUE 6 MeC.) B MIPOIIECCE TOCTAHOBKHU JIMATHO3a C LETBI0 IEPBUYHOM OLICHKU
BeiHOCIMBOCTH ([Ipmnokenue ['4) [2, 13-15].

YpoBeHb yoeIUTEJILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 1)

3. Jleuenne, BKJIIOYASI METUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AHEeTOTEepPanuIo, 00e300/J1UBaHNEe, MeAUINHCKUE TOKA3AHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHHUSA
Jleverue MIIC mun |l sxnrouaem xax namozenemuuecxoe nevenue — nasnaverue O3T,
maxk u npogedeHue cumnmomamuyeckou mepanuu. Bedenue nayuenmos ¢ MIIC mun |l
npeononazaem MyaibmMuOUCYUNIUHAPHBIL NOOX00 C 00A3aMeNbHbIM Y4acmuem 8paia-Hespoioad,
epaua-zeHemuKa, 8pava-Kapouoioed, 8paia-nyibMoHoN02d, 8PAYA-2ACMPOIHMEPONIOSd, 8PaAdd-
Qusuomepanesma u epaveii Opyeux CHeyuairbHOCmel, UMEIWUX ONblM 8 JIeYeHUU 35MOo20
PeoKo2o 3a001e8aHUS.

3.1 IlaToreHern4eckoe JeyeHue

PexoMeHnoBaHo npueM (0CMOTp, KOHCYJbTAIMs) Bpaya-reHeTUKa (MU JIPYroro CrernuanucTa,
uMmeroniero omneIT JedyeHus mnauueHToB ¢ MIIC |l) mepBuuHBIE W TOBTOPHBIN (TIpU
HEO0OXOJUMOCTH) BCEM IMallMEHTaM C MYKOIOJHCaxapua030M 2 THUMa C LeNbl0 Ha3HAYeHUS
NaTOT€HETHYECKOT0 JICUCHHSI M KOHTPOIIS ero A dekTuBHOCTH 1 Oe3onacHocTH [1, 37, 43].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

PexomeHnaoBaHo  Ha3HAUEHUE/KOPPEKTHUPOBKA  (EPMEHTHOM  3aMECTUTEIbHOW  Teparuu
npenapaToM Haypcyibdaza**/umgypcyabdaza 6eTa** manmeHTaM ¢ MYKOIOJHCAXapHao30M 2
TUIIA C LEJbI0 3aMEUICHUS IPOrPECCUPOBAaHNUs 3a00JIeBaHMs, YMEHBIICHUS pa3MEpOB MEYCHU U

CEJIe3CHKH, yay4lIeHUs] QYHKIUH Cep/la, CHIKeHUsT ypoBHs 3kckpetupyembix Al [10, 13-15,
19].
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YpoBeHb yoeauTeIbHOCTH peKOMeHaanuii A (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbLCTB — 1)
Kommenrapum: nasnauvenue u xoppekmuposxy D3T moowcem ocywecmensimv 8pau-eeHemux,
8pau-mepanesm, 6pay ooOwel npaKmuxu (cemeunvill 8pay), 8pay-Hesponoe Ui Opyeol
cneyuanucm, umerowuti onvim neverue nayuenmos ¢ MIIC |1,

@D3T noseonsiem 3HAYUUMENbHO — YIYYWUMbL — COCMOAHUE NAYUEHMO8, 000UmbCs
VMEHbUIEHUSl PA3MEPO8 Cele3EHKU U NedeHU, Y8eluyeHus noxkazameneti (QYHKyuu GHeulHe20
ovixanus, cHudxcenusi yposneu I'AI' 6 moue. Ilpenapamer ne npoxoosm  uepe3
eemamosHyeanuveckuti  6apvep (I'3b), nosmomy He n0O3601AIOM  CKOPPUSUPOBAMb
He8polocUYecKUe HapyUleHUs.

@3T Haznauaemcs nodiCUHeHHO, HenpepwleHo 6 0oze 0,5 me/ke 00uH pas 6 Hedelio 8 8ude
BHYMPUBEHHOU UHDY3UU NPOOOIANCUMETLHOCBIO 3 U C MAKCUMAILHOU CKOPOCIbIO 88€0eHUS 00
40 ma/u 6 ycnosusx cmayuonapa. Becv obvem npenapama mneobxooumo paseecmu 6 100 mn
pacmeopa uampus xaopuoa** 9 me/mn (0,9%). Bpemsa 66edenusi MOMCHO nOCMENneHHO
yMeHbuums 0o 1 waca, eciu Ha pore uH@y3uUU He PA3BUBAIOMCSL HECENAMENbHBLE PEaAKYULL.

HUnepyszus nposooumcs uepes nepughepuveckuti uiu yeHmMpaibHbili 6eHO3HBIUL OOCMYN U
KOHMPOIUPYEMCSi MEOUYUHCKUM NePCOHATIOM.

U3-3a pucka 603HUKHOBEHUS alePeUYECKUX peaKyull 6 Oomeem Ha UHGY3ulo, nayueHmam
HA3HAYAIOMCsl  AHMUSUCMAMUHHbIE — NPEenapamvl 6  COYEMAHUU  HCAPONOHUNCAIOUUMU
HenocpedcmeeHHo neped ungysueti. Ilpu 603HUKHOBCHUIL HENCeIAMEeNbHOU pPeaKyuu UH@Y3Uo
HYHCHO OCMAHOBUMb, 00 pAa3peueHuss CUMNMOMO8 U 3amem HpoOOINCUMb UHQY3UIO CO
CKOPOCMbIO HA NOJOBUHY MeHblule MOU ¢ KOmopou ona npogoounace. Ilpu pazsumuu
anagpunaxmouonol/anaguirakmuyeckol peakxyuu uHgyzuro ciedyem HemeolenHO NpeKpamums,
Hauamv coomeemcmeyrowee jevenue u Haoaooenue. Credyem npuoeprcusamvbcs COBPEMEHHbIX
cmandapmos neomaodicnou mepanuu [12,16].

Peskoe npexpawenue D@3T, nepepvigor 6 D3T He dcenamenvHvl U MOSYm NPUGeCmu K
yxyoutenuro cocmosinusi nayuenmos [20].

Taoicenvle unu onacHule 0N HCUSHU Pearyuu SUnepyy8cmeumenrbHOCmu 8 Cyuasx, Ko2od
cocmosiHue NAYueHmos He NOOOAeMcsi KOHMPOI, AGIAOMCA NPOMUBONOKA3AHUEM Ol
noemopno2o npumenerus P3T.

Ilpenapamuvl uoypcynvpaza™* u uodypcynrvghaza bema™* npouzeoosamcs HA pa3HbIX
JUHUAX Kemok, umeiom pasuvie MHH u ne sgnaiomcesa e3aumosamensiemvimu. Ilepexnouenue c
00H020 Npenapama Ha Opy2oll B03MONCHO MOIbKO 6 CIyYae 803HUKHOBEHUS HEKOHMPOIUPYEMbLX
cepvesnvix HA, nosmopsrowuxca necmompsi Ha a0ek8amuyro npemeouKayuo nepeo ung@ysuell.

Pewenue o nepeeode O0JIIHCHO NPpUHUMAamMbCA MOJTbKO NO 3AKOYEeHU0 epaqe6H020 KOHcUauyma.
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3. 2 CuMnOToMaruyeckoe JedeHue

Jleuenue xponuueckux 3a00ne6anull (NOBEOCHUECKUX HAPYUWEHUT, ODMAaTbMONI0SULECKUX
HapyuwieHutl, —OpmMoneoudeckol namonio2uu, Cy0OpPON’CHO20 CUHOPOMA,  APMEPUATLHOU
eunepmen3uU, CepoeyHolu  HeOOCMAmMOYHOCMU,  PeYyuoUSUPYIOWUX — OMUMO8,  HACMbIX
pecnupamopusix 3abonesanuti u 0p.) y nayuenmog ¢ MIIC |l neobxooumo nposooums c
yuemom Oetcmseyroumux KIUHUYECKUX DPEeKOMEHOAyull, NPUHUMASL 60 GHUMAHUE De3YVibmambl
KOMNIEKCHOU OYEHKU CO CHOPOHbL 6CeX OP2aHO8 U CUCmeM U NepPCOHANUZUPOBAHHbIE el

nayuerma.

o PexomeHa0BaHO TIPOBEACHHE MEAUKAMEHTO3HOM MpemMeaukanuu (Tpymnmod mpenaparoB
AHTUTUCTAMUHHBIC CPEICTBA CHUCTEMHOTO JCWCTBUS W/WIM TPYHNOW IPYrHe aHadbleTUKH U
aHTunuperukamu) Bcem mnarueHTam ¢ MIIC |l mpu mosiBieHMHM NMOOOYHBIX AJUIEPrHYCCKHUX
peakiuii B poriecce nposeacHus nupysuu O3T ¢ 1enpo kynuposanus coctosiuus [11, 24, 38].
YpoBeHb yoeIUTEJILHOCTH peKoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)
Kommenrtapuu: y nayuenmos ¢ MIIC, noayuarowux @37, xax u npu 6/6 esedenuu n06020
0pyeo2o 0enKooeo npenapama, MO2ym pazeumvbcsi noOOUHble peakyuu (Iuxopaokd, O03HOO,
psoma, KpanusHuya, msidicenvle peaKyuti SUnepyy8cmeumenbHOCmu allepeudeckoco muna),
npoucxooaujee Ui 0 8pemsi UH@Y3uu uiu 6 medenue ons npogederus ungysuu. Ilpu pazsumuu
aniepauyeckux peaxyull Mo2ym NPUMEHSAMbCS Npenapamvl 2pynnsl  KOPMUKOCmMepouosl
cucmemuoco Oeticmeusi (Hanpumep, npeoHuszonon™**). Ilpu nosenenuu nodouHvlx peaxyuii 6
npoyecce/nocie UH@Y3UU peKOMeHOyemcsi COoomeemcmeyowee aedenue, npu KOMopoM
HeobX00UMO  Cle008amv  COBPEMEHHbLIM —CMAHOAPMAM OKA3AHUS MEOUYUHCKOU  NOMOWU
(npomueopeomHule npenapamvl, AHMUSUCMAMUHHbLE CPEOCNBA CUCMEMHO20 Oelicmeus, opyaue

AHA/lbeeMUKU U anmunupeniuxku, Kopmukocmepoudbl CUCMEMHO20 Oeﬁcmeuﬂ).

o Pexomenayercst paccMOTpeTh BOIPOC O HEOOXOAMMOCTH NPHUMEHEHHUS MpernapaToB TPYIIIBI
AO6AD ocMoTtnueckue crnabutenbHble cpenctBa manueHtaM ¢ MIIC |l ¢ nHapymenusmu
MOTOPHUKH KEITYJA0UHO-KHIIIEYHOTO TPAKTA C IEIbI0 HOpMaIu3auu coctosHus [39].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH J0KA3aTEJbCTB — 5)
KommenTapuu: gozmooicrno ucnonvzosanue npenapama A06ADI11 Jlakmynoza™** no 15-45 mn 6
cymku. /[ns HazHayeHus/KoppeKmuposKu mepanuu Heooxooum npuem (0cMomp, KOHCYIbmayus)
epava-mepanesma/spava  obwel  nNpakmuku — (cemeliHo2o  6paua) WUl 6pava-

cacmpoanmepooza.
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e PexomeHayeTcsi pacCMOTPETh BOIPOC O HEOOXOAMMOCTH ITpUMeHeHHs npenapatoB rpynmnsl NO3

npoTuBodNUiIenTHUecKkue npenaparsl nanueHtam ¢ MIIC II, ctpagaromum OT 3nuIeNCUH, C
LENTBI0 KYIIMPOBAHUS ¥ MPOGUIAKTHKYA BO3HUKHOBEHHS OyyIIHX IpUcTymoB [2, 39].
YpoBenb yoeauteabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEJbCTB — 5)
KommenTapuun: oobwas pacnpocmpanennocms — Snuiencuu  Hpu  MYKONOIUCAXAPUOO3AX
cocmasnsiem oxono 30%, xoms nokasamenu pasHvlx ucciedosamesneli Mo2ym 6apbupo8amsCesi.
Bepoamno, omcymcmeyem paswuya Mmexncoy JeyeHuem OSNUlencuu y NayueHmos ¢
MYKONONUCAXAPUOO30M U  OpYUMU NAYUEHMAMU NOIMOMY  clledyem NpuoepiIcusamucsl
CMAHOapmMHBIX  pekomenoayuil. no jaevenuro snuiencuu [36]. [Jna  uazmauenus uw/unu
KOPPEKMupoBKu mepanuu Heooxooum npuem (0CMomp, KOHCYI1bmayus) 6paia-Heepoioza.

o Pexomenayercsi paccMOTpETh BOIPOC O HEOOXOAMMOCTH NPUMEHEHHUsS IMpEenapaToB TPYIIIbI

NO3AX npyrue nporuosnuientuyeckue npenaparsl nanuentam ¢ MIIC II, crpanatomum ot
XPOHUYECKOW HEUWpONaTuIecKo O0NM, C TEeNbI0 KyNUpoBaHUs OOJIEBOTO CHHIpOMA U
yAYYIICHUs] KauecTBa Ku3HU [41].
YpoBeHb yoenuTeqabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMmenTapum: 014 naznauenus u/unu KoppeKmuposku mepanuu Heooxooum npuem (ocmomp,
KOHCcynomayusi) — epaua-negponoza.  Ilonoscumenvnoco  sghghexkma  papmaxkomepanuu
Xpouuyeckou Ooau y nayuenmos c¢ MIIC moocno 0obumvca npu yuéme NpUHUMAEMbIX
nayueHmom npenapamos u pecyiapHoM MOHUMOPUHee 6e3onacHocmu jieyeHus. JgpgdekmusHul
npenapamol, 8030€UCMEYIOWULL HA YEHMPAIbHble MEeXAHUMbl (DOPMUPOBAHUS XPOHUUECKOU
oonu. Ilpu neuenuu 6oneeoco cunopoma y nayuenma ciedyem UCHOIb308AMb HAUMeEHee
UHBA3UBHDIL CNOCOD.

e Pexomenayercss mpueM (OCMOTp, KOHCYJbTalusl) Bpada-TepareBTa/Bpaya OOIIeH NpPaKTHKU
(cemeliHOrO Bpaua) MEpBUYHBIA U MOBTOPHBIN (MpH HEOOX0oAUMOCTH) BceM mnanueHtam ¢ MIIC
I, mpu HamMUUMU MOKa3aHWM, C 1EeTbI0 HAa3HAYEHUS CHUMITOMATHUYECKOTO JICYEHUS U KOHTPOJIS
ero a¢dextuBHOCTH 1 Oe3onacHocTH [1, 37].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

e Pexomenayercsi mnpueM (OCMOTp, KOHCYJbTalMs) Bpada-o(TaJbMOJIOTAa TEPBUYHBIA U
NOBTOPHBIN (mpu HeoOxoaumoctn) nanueHtam ¢ MIIC I, npu Hamuuuu nokasaHuil, ¢ LEIbIO
Ha3HAYeHHs] CUMITOMATHYECKOIO JIEYEHUS M KOHTPOJsA ero 3()QPexTUBHOCTH U 0€30MacHOCTH
[37].

YpoBeHb yoenuteasHocTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapuii: npu ogpmanvmonozuueckux HapyueHusx npogooumcs ieyeHue no noKa3aHusM,

I’l0060p mepanuu ocyuecmesiemcs Ha OCHO6AaHUU pexoxwendauuﬁ no JIeYEeHUI0

22



COOMBemcmayIouux Ho30J102Ull.

e Pexomenayercsi mnpueMm (OCMOTp, KOHCYJbTallMs) Bpada-CypAOJIOTra-OTOPHHOJIAPUHIOJIOTa

MEPBUYHBIN M TOBTOPHBIN (pu HeoOXoauMocTH) BceM manueHtam ¢ MIIC Il, npu Hanmuuun
MOKa3aHWM, C 1EJbI0 HA3HAYEHHUS CHMITOMATHYECKOTO JICUEHUS U  KOHTPOJIS  €ro
saddexkruBHOCTH U Oe3omacHocTH [37].
YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuii: peyuousupyrowue omumul, uacmsie pecnupamopHvle 3a001e8aHUs 8EPXHUX
ObIXamenvHblX nymeti mpebdyrom npo8eoeHuUss CUMNMOMAMUYECKOU, AHMUOAKMePUAIbHOU
mepanuu.

e PexoMenayercsi mpreM (OCMOTp, KOHCYJbTAIUsl) Bpaua-HEBPOJIOra MEePBUYHBIA U MOBTOPHBII

(mpu HeoOxomummocT) Bcem manueHtam ¢ MIIC |, mpu Hanwmuuu mOKa3aHWM, C MENBIO
HA3HAYCHUS CUMITOMATHYECKOTO JICYCHUS W KOHTPOJsS ero 3((EeKTHBHOCTH M 0€30MacCHOCTH
[37].
YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5)
KommenTapmii: y nayuenmos c¢ MIIC npu wHanuuuu 3Snuienmudeckux npucmynos
DEKOMEHO0B8AHO UCNONb308AHUE NPEenapamos U cxeMm JeYyeHus, HA OCHOBAHUU KIUHUYECKUX
peKomeHoayuii no JieyeHuro snunencull. Jleuenmue nogeoeHyecKux HaApyuwleHui nposooumcs
He8pPONI020M, OObIYHO UCHONL3VIOMCA Npenapamel 2pynnvl CHOMBOPHble U Ce0amusHbvle
cpedcmea, aHKCUONUMUKU, Opy2ue anmuncuxomuyeckue cpedcmea. Bwibop npenapama,
003UpoBKa, ONUMENbHOCHb Kypca onpeoensiomcs unousuoyaivio. Hauunarom npuem oanHwvlx
npenapamos nod MmujameibHulM 8pa4eOHbIM KOHMPOJIEM 8 YCILO8USAX KPY2IIOCYMOUHO20/OHEBHO20
cmayuonapa.

e Pexomenayercs npueM (OCMOTpP, KOHCYIbTAIlMs) Bpadya-TPaBMaTOJIOra-opToneaa NEPBUUHBIA U

NOBTOPHBINA (Tpu HeoOxonumocTu) BceM manueHtam ¢ MIIC |l, mpu Hamuuuu mokazaHui, c
[EbI0 HA3HAYCHHWS CHUMITOMATHYECKOTO JICYCHUS W KOHTPOJS ero 3(PQPEeKTUBHOCTH U
oesomacuoctu [37].
YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuii: opmoneduueckas Koppekyusi HapyuwieHus OCAHKU, KOHMPAKMYp CYCMAB08 C
UCNONIL30BAHUEM  HEXUPYDSUHEeCKUX Memooos GKuouaem @usuonpoyeoypvl U J1eyedOHyIo
@uszkynemypy, ucnoawvzyiom opmoneoudeckue ycmpoticmea. Ilo nokasanusm ocywecmensom
Xupypauueckoe JedeHue CUHOPOMA KApnaibHO20 KAHAd, NPO8OOUMCs IHOONPOMe3UposaHue
mazobe0peHH020 Ul KOJIeHHO20 CYCmaesd, Koppusupyrouue ocmeomomuy 0Jisl UCHPAGIEHUs OCU
KOHeYHOoCmel.

e Pexomenayercs npreM (OCMOTP, KOHCYJIbTALMS) Bpaua-KapH0I0ra IepBUYHbIA U MOBTOPHBIH
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(mpu HeoOxomumoctr) Bcem mnanueHtam ¢ MIIC II, mpu Hamuyuu mOKa3aHUM, C IEJbIO
HA3HAYEHUS] CUMITOMATHYECKOIrO JICUEHUS U KOHTPOJsS ero 3((HEeKTUBHOCTH M 0€30MacHOCTU
[37].

YpoBeHb yoenutenasHocTH pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)
KommenTapmii: pexomeroosano yuacmue MyibMuOUCYUNIUHAPHOU KOMAHObL 6 6e0eHUU
cepoeynoti HedocmamounHocmu y nayuenmos ¢ MIIC II. Ilpu neuenuu apmepuanvuo
eunepmonuu y nayuenmos ¢ MIIC |l pexomenoosano HazHaueHnue aHMuSUNEPMeEH3UBHOU
mepanuu 8 cCOOMeEemcmeul ¢ KIUHUYECKUMU PEKOMEeHOayuamu «Apmepuanvuas 2unepmonus y
83POCTBIXY.

Pexomenayercst npueMm (OCMOTpP, KOHCYJbTalusl) Bpaya-XUpypra MEpBUYHBIA U TOBTOPHBII
(mpu HeoOxomumoctu) Bcem mnamuentam ¢ MIIC 1I, umermuM MOaToiorui, TPeOyOUIyo
XUPYPrU4eCKOro BMEIIATENbCTBA, C LIETBI0 PEIICHHs] BOIPOCOB O HEOOXOJUMOCTH U 0ObeMe
XUPYPru4ecKoro BMEIIATENbCTBA, HA3HAUEHUS CUMIITOMATHYECKOIO JICYEHHUS, KOHTPOJS €ro
s dexkruBHOCTH U Oe3omacHocTH [37].

YpoBeHb yoenuTeqabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Pexomenayercst 1mpueM (OCMOTp, KOHCYJIbTalusl) Bpaya-HEWpOXUpypra NEpBUYHBIN U
NOBTOPHBIN (mpu HeoOxoaumocTH) nmanuentam ¢ MIIC I, mpu HamuMuuu nMokasaHWi, ¢ LENbIO
peleHusl BOMPOCOB O HEOOXOTUMOCTH M 00beMe HEHPOXHPYPrHUecKOro BMEIATeNbCTBA,
Ha3HAYEHUS] CUMITOMATHYECKOTO JIEYEHMs, KOHTPOJId ero 3(pQEeKTUBHOCTH U 0OE30MacCHOCTU
[37].

YpoBenb yoenqureabHocTH pekoMenammii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5)
Pexomenayercss npueMm (OCMOTp, KOHCYJIbTallMsl) Bpada-NMyJbMOHOJOra TMEPBUYHBIA U
NOBTOPHBIN (pu HeoOxomumocTH) BceM nanueHtam ¢ MIIC I, npu Hanmmuuu mokazaHuid, ¢
[ENbI0 Ha3HAYCHUs CUMITOMATUYECKOTO JIEUYEHHs M KOHTpOJIs ero 3((EeKTUBHOCTH U
oesomacuoctu [37].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommeHnTapum: uacmoie 3a601e6aHUs epXHUX U HUINCHUX ObIXAMENbHLIX Nymel mpedyiom

l’lp06’€0€Hu}Z CUMI’II’I’IOMCZmulleCKOZZ, ClHl’l’lZ/l6aKm€p1/lClﬂbH01/7 mepanuu.

3. 3 Xupypruuyeckoe JeuyeHue

Xupypeuueckoe neuenue nayuernmos ¢ MIIC 1l cnedyem nposooums npu yuacmuu
MYTMUOUCYUNTUHAPHOU  KOMAHObL 8 COOMBEMCMEUU C  OelCMEYIOWUMY  KIUHUYECKUMU
PEKOMEHOAYUAMU.

Pexomenayercst paccMOTpETh BOIIPOC O HEOOXOIMMOCTH TNPOBEACHHUS OMNepalid HEBPOJIU3 U

nexkomrpeccuss Hepa marueHTam ¢ MIIC |l ¢ coXpaHHBIM HHTE/UIEKTOM M HapyIICHHUEM
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GYHKIMM KUCTEH WM ¢ HApYIICHUEM HEPBHOW MPOBOAMMOCTH 10 pe3yiabrataM DHMI ¢ nenbro
JOCTHXKEHUS OBICTPOrO M CTOMKOTO yiyulieHus] QyHKINUH BEpXHUX KOHeUHOCTEH [22].

YpoBeHnb yoenutenabHocTu pekoMenanuu C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KoMMeHTapum: neoOxooum npuem (ocmomp, KOHCYIbMAYUSL) 6pavda-xupypea u/uiu epaia-
Hetipoxupypea. Yacmoma peyuougos KapnaibHo2o0 MYHHENbHO20 CUHOPOMA ) NAYUEHMO8 C
pasauynvimu munamu MIIC neuzsecmmua. I[lockonvky nosmopHas KOMHpeccus MeOUuaHHO20
Hepea ecredcmeaue pyoyesanus Uiy OMuONCeHUSA 2AUKO3AMUHOLTUKAHO8 803MONCHA, HE0OXO00UMO
nPOOoIICAmMb HAOTI0OeHUe.

Pexomenayercst paccMOTpeTh BOINPOC O HEOOXOAMMOCTH TPOBENEHUS BEHTPUKYIIO-
nepuToHeanbHoro myHtupoBanus nanrentam ¢ MIIC I tuna, ctpagarommm ot ruaporedanuy,
C LIEJIBIO KYITUPOBAHUS JAHHOTO MATOJIOTHYECKOT0 COCTOsTHUS [42].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapmii: nokazanuamu 011 npogedeHus  emMeuamenbcmea  Mo2ym — A61amuCsl
coobwarowascs euopoyehanus ¢ npocpeccupyrouum yeeiuueHuem Hceny00yko8 no OaHHbIM
MPT u/unu noomeepiucoEHubim nosvlueruem OasieHus YyepeOPoCnUHAILHOU JHCUOKOCmU Oojiee
250-300 cm 600020 cmonba. Heobxooum npuem (ocmomp, KOHCYIbmMayus) 6pavd-
Heupoxupypaa.

PexoMeH10BaHO pacCMOTPETh BOIIPOC O HEOOXOAUMOCTH MPOBEICHHSI ONEPaALIH JEKOMIIPECCUs
MO3BOHOYHOTO  KaHala MHUKpoxupypruyeckas manmeHtam ¢ MIIC Il  umeromum
JMarHOCTUPOBAHHBIM CTEHO3 IMIEHHOTO OTHEeNa MO3BOHOYHMKA, C IENbI0 YCTPAaHEHHs CTEHO3a
[22].

YpoBenb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)
KomMeHnTapum: neobxooum npuem (ocmomp, Koncyibmayus) epava-neupoxupypea. Coasnenue
CNUHHO20 MO32a NPUBOOUM K HEOOpAMUMbBIM HEBPOIO2UYECKUM HAPYULEHUSIM, ONepayuro
credyem paccmMampueams oaxce y NAYUeHMOo8 0e3 He8poJo2UdecKou CUMNIMOMAMUKY, eClu
casummanbHulll Ouamemp NO360HOYHO20 KaHuana cyscen bonee yem Ha 50%. Xupypeuueckoe
BMeUamenbcmeo OONIHCHO BLINOTIHAMbBCSA PAHbULE PA3BUMUS HEBPOIOSUYeCKUX nposienenull [22,
23, 26].

PexoMeHnayercsi  paccMOTpeTb  BONPOC O  HEOOXOAMMOCTH  TIPOBEICHHS  OIEpallui
HHJIONPOTE3UPOBAHUE OPTONENNYECKOE Ta300€APEHHOT0 CycTaBa W/WIM SHIONPOTE3UPOBAHUE
opronenuyeckoe koseHHoro cycraBa mauueHtamM ¢ MIIC Il npu Hanmmuum nokasaHuil u
oTcyTcTBHHM 3(¢deKTa OT KOHCEPBATUBHOM TEpalMM C IEJbI0 BOCCTAHOBJICHHS (YHKIIUH,
yCTpaHeHuUs TeopMaIlHii U yaydIIeHUs KauecTBa KU3HU [2].

YpoBeHb yoenuteasHocTn pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
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Kommenmapuii: neo6xooum npuem (ocmomp, KOHCYTbMAayus) 6pava-mpasmamono2a-opmoneod
C Yenbio peuieHus B60npoca O HeoOXOo0UMOCmU U 00beMe B03MONCHO20 XUPYPeUHeCcKO20

emewamenvcmea [43].

4. MeaunuHCcKas peadnJIuTALMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIUIUHCKUE TOKA3aHUA U MPOTUBONOKA3AHUSA K IPUMEHEHUI0 MeTO10B
peaduIMTAIIN, B TOM YHCJIe OCHOBAHHBIX HA MCIO0JIb30BAHUM MPUPOIHBIX

JieuyeOHbIX GaKTOPOB
Cneyuguuecxou peadburumayuu nayuenmam c¢ MIIC Il ne mpebyemca. B «kpye
peadbunumayuonuwvix meponpusmui nayuenmam ¢ MIIC Il moeym Ovimo 6xnrouenvl 3aHamus ¢
ACUXO020M, OMObIX 8 CReYUATUZUPOBAHHBIX CAHAMOPUSAX, A MAKHCE COYUANbHASL a0anmayusi ¢
yuacmuem CReyuarucmos U COYUAIbHbIX paOOMHUK08, Kypcwvl maccaxca. Cneyughuueckue

Memoobl pea6uﬂumauuu npu Hajaiuduu OCIOJNCHEH UL YKA34aHbl 6 coomeemcmeyrouux pasdeﬂax.

5. lIpodpuaakTuka U JUcNaHCePHOe HADJII0eHUEe, MeIUIIMHCKHE NTOKA3aAHUS U

INPOTHBOIIOKA3aHUA K IPUMCHCHUIO METOA0B HpO(l)I/IJIaKTI/IKI/I
Pexomenayercst mpueM (OCMOTp, KOHCYNbTAllMs) Bpada-TeHETHKA MEPBUYHBIA U TOBTOPHBII
(mpu HEoOXOIMMOCTH)/IUCIIAaHCEPHBIA NpueM Bpauda-reHeTuka BceM mauueHtam ¢ MIIC Il c
YCTAaHOBJICHHBIM JIMATHO30M W/WJIH €r0 O(QUIINATBHBIM TPEICTABUTEISM, C 1SN0 pa3bsICHEHUI
TEHETUYECKOTO PHCKa, OOCYKIEHHUS BO3MOXKHOCTEH MpeHaTalbHOW M MPEUMIUIAHTAIMOHHOMN
reHeTHYecKoi quarnoctuku [1, 37, 43].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KomMmeHnTapuu: cemusucommusie Mys#cuunvl UMerom eOUHCMEEHHYI0 NOPAXCEHHYI0 X-XPOMOCOMY,
KOMOpYIO nepeoarom mobKo C80UM 00UePSIM, HO He CbIHOBbAM. Yuumuvleas mun HAC1e008aHUs
0anHoz2o 3abonesanus (X-cyennenwuwviti), 051 Kadx*COOU nociedyrowelr 0OepemMeHHoCmu: y
HCEHWUHBI-HOCUMENbHUYbL pUCK podicoenuss manvuuka ¢ MIIC Il cocmasnsem 50%, puck
poorcoenus: 0egouxu-Hocumenvruuyvl — 50%, y myocuunvr ¢ MIIC |l (cemuzueomnoeo) puck

pooicoerus oesouxu-wocumenvruyst — 100%.

5.1 llpeHaTajJbnLHasl ATMATHOCTHKA

PexoMeHnayercsi paccMOTpPETh BONPOC O BO3MOXKHOCTH TPOBEACHUS NPEHATAIbHOW U

HpeHMHHaHTaHHOHHOﬁ TCHETHYCCKOM JUAarHOCTUKH BCEM CEMbIM, OTATOIICHHBIM XOTA OBl
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omanM ciydaemM MIIC I, s kaxmon mociemyromeld 0epeMEeHHOCTH, C 1EIbI0 MPO(UIAKTUKH
HaCJICJICTBEHHOM marooruu [2, 43].
YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KomMmeHTapuii:  npeumnianmayuonnylo  2eHemuyeckylo  OUASHOCMUKY — OMOPUOHA U
NPEeHaAMANbHYI0 OUACHOCMUKY npogoosim nymem usmepenusl aKmueHocmu
uoyponamcynioghamazvl 8 KIemKax 60pCUH XOPUOHA, 4 MAKdHCe Memoodamu NpsiMol Uil
koceennou J[HK-ouaznocmuku 0ns cemetl ¢ U38eCMHbIM 2EHOMUNOM.

5.2 lucnaHcepHoe HAOJII0IeHHE

3abonesanue umeem mMynbmucCUCmMeMHY0 Npupooy U Heobpamumbvie, npocpeccupyroujue
KAUHUYecKue npossieHus, ymo o0yciosnusaem Heobxoo0umocms HAOI00eHUs He MOIbKO Y3KUMU
cneyuanucmamu (8pauamu-omopuHoIapUH20I02aMU, 8PAUAMU-XUPYPSAMU, epavamu-
ogpmanvmonozamu, 8PaUaAMU-KaAPOUOI02aMU, 8PAYAMU-NYTEMOHONOSAMU, spavamu-
He8po02aMU, 8PAYAMU-CIMOMAMOI02aMU), HO U 8PAYAMU-PDUIUOMEPANEe8MAMU, MEOUYUHCKUMU
Jl020neoamu, MeOUYUHCKUMU NCUXON02AMU U PAOOMHUKAMU RATLTUAMUBHBIX CILYHCO.

Hayuenmoi ¢ MIIC II 0onscHbl NOCMOAHHO HAX00UMbCsL OO Habadenuem,; 1 pas 6 6-12
Mmec. (8 coomeemcmeuu ¢ Mmaxicecmvlo COCMOSIHUSA) NOKA3AHO KOMNIEKCHoe o0bcnedosanue 6
MHO20npOuUIbHBLIX cmayuonapax. JaumenbHocmy HAXOHCOeHUs 6 cmayuouape / OHeGHOM
cmayuonape 10-14 owueii. Habniodenue nayuenmos no mecmy iHcumeibcmea (6 amoOyiamopHo-
NOMUKTUHUYECKUX — YCIOBUAX) OO0JNINHCHO OCYWeCmenIamvcs NocmosanHo. Jlabopamophnvie u
UHCMPYMEHMATbHble 00C1e008aAHUsL U PEKOMEHOYeMAs 4acmoma ux npoeedeHus npeocmasiend
6 Ilpunooscenuu I'3.
Pexomenayercsi onpeieneHUe YpOBHS TIIMKO3aMHHOTIIMKAHOB MOYHU M 3JEKTPO(OpEeTUYECcKOe
UCCIIEIOBAaHNE TIIMKO3aMHUHOTIIMKAaHOB MOYM He pexke 1 pa3a B 6 MecslleB B Tpolecce
JTUCIIAHCEPHOr0 HAOJIOJIEHUS] BCEM NAIlMeHTaM C MYKOMOJIHCAaXapua030M 2 TUMA C IeJbIo
KOHTPOJIs 3)(HEKTUBHOCTH MaToreHeTn4Yecko Tepanuu [14, 44, 45].
YpoBeHb yoenuTeJIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2)
PexoMenayercss TpOBOAWTH 6-MHUHYTHBIH TecT ¢ Xoapboir y mammeHtoB ¢ MIIC |l ¢
COXPaHEHHBIM HAaBBIKOM CAMOCTOSATEIHLHOM XOIKO0BI (€CITM HE MPOBOAMICS TOCIeAHNE 6 Mec.) B
mpolecce TUCHAHCEPHOTO HaONIONEHUsS C I1ETbI0 OIEHKH BBIHOCIMBOCTA U KOHTPOIS
sadpdexrusHoctu O3T (Tpunoxenue I'4) [2, 13-15].
YpoBeHb yoeIuTeIbHOCTH PeKOMeHIaluii A (YpoBeHb J0CTOBEPHOCTH 0KA3aTeIbLCTB — 1)
PexoMeHnayercsi mpoBefeHue oOmero (KIMHWYECKOTO) aHaiW3a KPOBHM BCEM IMAIIMEHTaM C

MIIC Il B mporecce qucnaHcepHOro HAOMIOACHHS (YacTOTa — IO MTOKA3aHUSM) C IIENIBbI0 OIEHKU
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OCHOBHBIX TapaMeTPOB KPOBETBOPEHHUSI M BBISBICHUS BO3MOXKHBIX WH(EKIIMOHHBIX MPOIECCOB
[32, 45].

YpoBeHb yoenuteabsHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommeHnTapum: nposodsam ucciedosanue YposHa 00ujeco 2eMo2100Uuna, 3pUumpoyumos,
JIEUKOYUMos, MmpomoOoOyumos 6 KpoBU, OYEHKA 2eMAmoKpumad, ucciedosanue CKOpoCmu
0Ce0anust Apumpoyumos, ouggepenyuposantovll. noocuem AeUKOYumos (eUKoyumapHasi
Qopmyna). B céaz3u ¢ BbICOKUM PUCKOM  DA3GUMUSL  UHMEPKYPPEHMHbIX — UHGDeKYull,
acnupayuouHot nHeemonuu y nayuenmog ¢ MIIC |l pexomendyemcs npoeedenue 0anH020
uccnedosanus He pedxce 5 pas 6 200.

PexoMeHayeTcsi IpOBECHHE aHAIM3a KPOBH OMOXMMHYECKOTO OOIIETEPArieBTUYECKOTO BCEM
narimentam ¢ MIIC |l B mpormecce aucriaHCEpHOrO HAOMIOJACHHS C IEJIbIO ONPEICICHUS
(YHKIIMOHAJIBLHOTO COCTOSIHHS TICUCHH, KOTOpas SIBIISCTCS OJHUM W3 OPraHOB-MHILIEHEH IpU
MyKomoJjucaxapuao3ax [32].

YposBeHnb yoenurteabHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB — 4)
KommenTapum: nposodsim onpedeiienue aKmu6HOCMU — ACNAPMAMAMUHOMPAHCPHEPA3DI,
ANAHUHAMUHOMPAHChepasvl,  1aKkmamoecuopo2enasvl, wenouHou  gocghamasvl, ecamma-
2NMOMAMUIMPAHCHepasvl 8 KPOoBU, UCCAe008aHUe YPOBHS 00ujeco oOunupyouna, ourupyouHa
CBA3AHHO20  (KOHBIOCUPOBAHHO20), XOJleCMepUHd, MpUSIuYepuoos, aibOyMuHa, 2nKo3bl,
KpeamuHuna, obwezo Oeika, Hampus, Kauus, obwezco Kanvyusi 6 Kposu. Hccredosanue
npogoosim Kasxicovle 6 mecsyes.

PexoMeHnayeTcsi ylIbTpa3ByKOBOE MCCIIEJOBAHUE OPraHOB OPIONIHON MOJOCTH (KOMIUIEKCHOE)
W/WIM MarHUTHO-PE30HAHCHOW ToMorpauu OpraHoB OpPIOIIHOW IOJIOCTH BCEM MallUeHTaM C
MIIC Il B mporecce aucnancepHOro HaOMIOACHHS (4acTOTa — IO TIOKA3aHMAIM) C IIEJIBI0 OIICHKH
JUHAMUKA Pa3MepOB MICUEHH U cene3eHku [2, 14, 16].

YpoBeHb yoenutelbHOCTH pekomMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KoMMeHTapuM: 6biA6/1410MCs yMepeHHas 2enamomeanus unu cenamocnienomezanus. Ha ¢one
mepanuu pasmepsl NeYeHu U Cele3eHKU YMEeHbULAOMCSL

PexoMenayercsi peHTreHOTpadusi MEHHOro, TPYAHOI0 U MOSCHUYHOTO OT/ENOB M03BOHOYHUKA
Bcem mnanueHtam ¢ MIIC II He pexke 1 paza B 12 mecdieB B mNpouecce IUCHAHCEPHOTO
HaOJIOJICHUS C IENIBIO BBISBICHHS MHOKECTBEHHOTO JTU30CT03a U KOHTPOJIS 32 COCTOSTHHEM [2,
14, 16, 22].

YpoBeHb yoenuteasHocTn pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)
KomMmeHTapum: max dice npu HeodXo0umocmu npo8oosim peHmeeHo2paghuio 6ePXHUX U HUNCHUX

KOHeuHocmel. B pside ciyuaes neoOxoo0umo nposederue penmeenocpapuu wetiHo2o, epyoHo2o u
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NOACHUYHO20 omoena N0360HOYHUKA c @DYHKYUOHANbHBIMU npooamu.
Ilpu  medocmamounou  UHDOPMAMUBHOCIU — UCCAEO0BAHUL,  BO3ZMOJNICHO  NPOBEOeHUe
KOMNbIOMEPHOU MOMOSPAPUU WEUHO020, 2PYOHO20 U NOACHUYHO20 OMOeN08 NO360HOYHUKA.
Buisgnaiomes  MHOdMCeCmeeHHble OU30cmo3vl — ckagoyeghanus, eunonnazus 3y0606U0OHO20
ompocmka C2-no3eouka, oOopconomoapHulti  Kugoz 6 pezyivmame  NAAMUCNOHOUTUU,
NOACHUYHBLU 2unepiopoo3. Onpedensiomcs wupoxkue peopa, KOpomKue uzocHymole Kiduybl,
CUNONIA3UA  20]I080K HNIe4esblx Kocmel U 68apycHas oOeopmayus niedesvlx Kocmell 6
APOKCUMANbHBIX OMOENaxX, OUCMAlbHble dINUPUILL KOCMeEU NPeonieyubs CKOuleHbl opye K Opyey.
3aodepoicka popmuposarnus adep okocmenenus. Ilacmusie kocmu Kucmetl YKOPOUEHbl U CYIHCEHbL
—  «3a0Cmpenbly 8 NPOKCUMATIbHBIX OMOeNax, «CKOUWEHHOCHbY GEPMIYICHBIX BHAOUH,
oeghopmuposanHvle, ynioujeHHbie 201068KU OeOPeHHbIX KOCmell U 8alb2yCHASL Oedhopmayus ueex
bedpeHHbIX Kocmell.

PexomenayeTcsi MarHUTHO-PE30HAHCHAsT TOMOTpadus MO3BOHOYHUKA (OJUH OTHAET) HE pexe 1
paza B 24 mecsna nauuentam ¢ MIIC |l B mpornecce nucnancepHOro HaOMIOACHUS C IIEIBIO
BBISIBIICHHS KOMIIPECCHH CITMHHOTO Mo3ra [2, 43].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: npu Heobxooumocmu npooosim MASHUMHO-PE30OHAHCHYIO MOMO2pAduio
NO360HOYHUKA C NPUMEHEeHUeM KOMOUHUPOBAHHO20 UH2ATAYUOHHO20 HapKo3a. Hecmabunvrocmy
AMIAHMOAKCUATIbHO20 COYNEHeHUs. MOJcem Oblmb BbIAGNIeHA NpU pPeHmeeHo2paguu uetiHo2o
omoena NO360HOYHUKA C (QYHKYUOHANbHLIMU NpoOAMU, OOHAKO Ol NOOMBEPHCOCHUs.
KOMHUpeccuu CNUHHO20 MO32a 6Clle0cmeue YmoaujeHus. e2o0 000104eK U  DOpMUPYIOUUXCSL
aHomanuii no360uK08 mpeoyemcs npogederue MPT.

Pexomenayercs npoBeneHre peHTreHoaeHcuromerpuu seceM nanuentam ¢ MIIC |1 B mpouecce
JTUCIIaHCEpHOTo HAOII0AeHUS (4acTOTa — MO MOKa3aHUSIM) C IIeJIbIO OIpeIeTIeHHs] MUHEPaIbHOU
IUIOTHOCTH TKaHH, BBISIBIICHHUS OCTEOIIOPO3a, KOHTPOJIS 338 COCTOsIHUEM marrenTa [31].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)
PexoMeHnayercsi mpoBeZieHHE DJIEKTPOHEHpOMHUOrpaduu CTUMYISIIIMOHHOM OJHOTO HEpBa M
AIIEKTpOHepoMHorpaduu UrobyaThIMU 3JEKTpoAaMu oJHOTO HepBa manueHtam ¢ MIIC |l B
nporecce JUCIAHCEPHOTO HAONIoJEeHUsT (YacToTa — MO TMOKa3aHWsM) C IEJIbI0 OIEHKH
(GYHKIIMOHATIBHOTO COCTOSIHUS MBIIICUHBIX TKaHEH, HEPBOB M HEPBHO-MBIIICYHOW mepeaadn [27,
33].

YpoBeHDb yoenuTeILHOCTH peKoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIHCTB — 3)
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Kommentapuu: cmumynayuonnas OHMI noszeonsem onpedenrums coasieHue CpeouHH020
Hepsa oadice 00 NOABIEeHUS CUMAIMOMO8 U OOJIHCHA NPOBOOUMbCS, HAYUHAA ¢ 803pacma 4-5 nem
€aHce200HO.

PexomeHn10BaHO MpOBEICHUE HCCIEIOBAHUS HECIIPOBOIMPOBAHHBIX JIBIXaTEIbHBIX 00BEMOB U
norokoB manueHntam ¢ MIIC Il B mpouecce nucnancepHoro HaOdroAeHUs (YacroTa — IO
MOKa3aHUSAM) C LENbIO OIIeHKH 3()()EKTUBHOCTH MPOBOAMMOM TE€paIuu, KOHTPOJIS 32 COCTOSIHUEM
OpoHxojerouHoi cucremsl [35].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbLCTB — D)
KomMmeHnTapuu: o00viuno npogodsm cnupomempuio, Hpu YCI08UU BbINOIHEHU NAYUEHMOM
mawespa...

PexoMeH10BaHO perucTpamus dJIEKTPOKAPAMOTPAMMBI, TPOBEAECHUE HXOKapauorpaduu,
XOJITEPOBCKOIO0 MOHUTOPUPOBaHUS cepaeuHoro putma BceMm nauuentam ¢ MIIC Il B mponecce
JUCTaHCEPHOTO HAOMI0IeHUs (YacToTa — MO MOKa3aHUsIM) C LIENbI0 OLIEHKH COCTOSIHUS cepAla
[2].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)
KommeHnTapumu: cymounoco  MOHUMOpUpOGAHUs  APMEPUATLHO20 — OAGNEHUS  MOJCEm
npogooumuvcs npu Heobxooumocmu. Peeynapnoe npoeedenue OKI, Oxo-KI, xonmeposckozo
monumopuposanus IKI', cymournoe MoHumopuposanue apmepuaibHo2o 0asieHus Heodxooumo
nayuenmam ¢ OAaHHOU namono2uel, Mmaxk Kak C paHHe20 603pacma y HUX OmMeyaromcs
cepoeuHo-cocyoucmole HapyuleHusl.

Pexomennayercst mprueM (0CMOTp, KOHCYJIbTAIlMsI) Bpaya-TPaBMaToJIOra-opToneia IepBUYHBINA U
MMOBTOPHBIN/TMCIIAHCEPHBIN TpHUeM Bpada-TpaBmaTojiora-opromnena naruentam ¢ MIIC Il B
nporecce JMCHAHCEPHOTO HAONIOJACHHs, NpU HAJUYUU TOKa3aHUM, C LEeJIbl0 KOHTPOJIS
COCTOSIHUS, HA3HAUYEHUS CHUMITOMATHYECKOTO JICYEHUS M KOHTPOJS ero 3((EeKTUBHOCTH U
oe3omacHoctu [37].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommenTapuii: opmoneduueckas xKoppekyusi HapyuwieHus OCAHKU, KOHMPAKMYpP CYCMAB08 C
UCNONb308AHUEM — HEXUPYPSUYECKUX Memo0oo8 GKIuaem @uauonpoyedypvl u JjieyeOHyIo
@uskynemypy, ucnoav3ylom opmoneouueckue ycmpoucmea. Koncynomayus Heobxoouma He
peoxce 1 paza 6 6 mec-1 200 unu yawe no nokaszanusm. Ilo noxkazanusam ocyuwecmensaiom
Xupypauueckoe JedeHue CUHOPOMA KApnaibHO20 KAHAd, NPOBOOUMCs IHOONPOMe3UposaHue
mazo0e0peHH020 Ul KOJIEeHHO20 CYCmaesd, Koppuesupyrowue ocmeomomuu 0Jis UCNPAGLeHUs OCU

KoHeuHoCmell.
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e Pexomenayercsi mpueM (OCMOTp, KOHCYJbTAalMs) Bpada CypAOJIOTra-OTOPUHOJIAPUHIOJIOTa
NEPBUYHBIN M MMOBTOPHBIN/TUCTIAHCEPHBIA TPUEM Bpada Cyp0J0ra-oTOPUHOJIIAPUHTOIOra BCEM
naruenTam ¢ MIIC |l B mpouecce nucnaHcepHOro HaOMIOACHUS C LIETBI0 KOHTPOJISI COCTOSTHUS,
CBOEBPEMEHHOM JHATHOCTUKY | JeueHus natojoruu JIOP-opranos [37].

YpoBeHnb yoenurensHocTn pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenrTapuu: nopaowcenue JIOP-opeanos saensemcsi 0OHOU U3 uacmou cOnymcmeyroujeti
namonozuetll. Jlebrom socnanumenvHulx 3a001e8aHUll yxa, eopia u Hoca u y nayuenmos ¢ MIIC
nNpUXooUmcs Ha paHuHuii demckui eospacm. Ommeuarom yacmole co4emaHHbvle NOPANCeHUs —
CHUDICEHUe CyXad, peyuousupyloujue ocmpule cpeoHue Omumul, OCMAHOBKU ObIXAHUSL 80 CHe,
nocmosHHoe 3ampyoHeHue Hoco8o20 Ovixanus, punumel. Illayuenmam c¢ MIIC modcem
nompeb608amuvcs npogedeHue GuUOPOIAPUHLOCKONUU 8 C8A3U C NAMOLOSULECKUMU USMEHEeHUAMU
eopmany (YmonueHue 2010C08bIX C8530K, VEelUUeHUe U Ome4HOCMb Yepnalo8UOHbIX Xpauyell).
Koncynomayus neobxoouma me pexce 1 paza 6 6 mec-1 200 uiu yawe no nOKA3aHUSM.
Pexomenayercs nipreM (OCMOTp, KOHCYJIbTALlMs) Bpaua-CTOMATOJIOTa IEPBUYHbBIN U TIOBTOPHBII
(mpu HeoOxoaumocTH) manuerTam ¢ MIIC |l B mponecce nucmancepHOro HabIOACHHS C HEIbIO
JIMarHOCTUKH W JICYEHHsI TATOJIOTHYECKUX COCTOSIHUI YeTFOCTHO-IUIEBOM obOmacTu [37].
YpoBeHnb yoeaurteabHocTH pekoMeHaanuii C (YypoBeHb I0OCTOBEPHOCTH J0KA3aTeJILCTB — 5)
KommenTapuu: odonoanumensno mozcym nompebogamuvcs npuem (0CMOmp, KOHCYIbMAyus)
8PauaA-cMmomMamonoza-opmoneoa, npuem (ocmomp, KOHCYIbMAYus) 6paia-cmomamosnoza-
xupypea, npuem (0cMomp, KOHCYIbmayus) epava-yeniocmuo-muyeso2o xupypea [29, 37].

e PexoMenayercsi mnpuemM (OCMOTp, KOHCYJIbTallMs) Bpaua-HEHMpoXuUpypra MEpBUYHBIA U
MOBTOPHBIA (mpu  HeoOxomumoctu) maunumeHtam ¢ MIIC |l B mpomecce aucmancepHOTro
HaOII0ACHUs, IPU HAJMYUM MOKA3aHUM, ¢ LENbI0 HAa3HAYEHUS CHUMIITOMAaTHYECKOro JIeUeHHs,
peleHust BOMPOCOB O HEOOXOTUMOCTH M 00BbeMe HEHPOXHPYPrHuecKOro BMEIATENbCTBA,
KOHTpOJIsI ero 3 dekTuBHOCTH 1 Oe3onacHocTH [37].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

5.3 BakuuHanusi

Juaenoz MIIC Il ne sasnsemcss npomu8onoKazanuem K HNPOBEOEHUN) BAKYUHAYUU C
ucnonvzoeanuem eakyur noooeo muna [Ilpuxaz Munzopasa Poccuu om 06.12.2021 Nell22u
«06 ymeepaicoeHuUu HAYUOHANbHO2O KaleHOaps Npo@duiaKmuyeckux NpU8UBOK U KaleHOaps.
npouraKmuyecKux nPUsUEOK No dNUdeMuUYecKum noxkazanuam», Memoouueckue ykazanua MY
3.3.1.1095—02. Meouyunckue npomugonoxkazanus K nposedeHur0 NpoOUIAKMULECKUX NPUBUBOK
npenapamamu HayuoHaibHo2o Kaienoaps npueusok, 50, 51], 6 mom uucne, ons eéaxyunayuu
npomug xoponasupycrou ungexyuu nosoco muna (COVID-19) [52]. Baxyunayus npomus

Koponasupycrotl urngexyuu nosoco muna (COVID-19) nposodumcs no snudemuonocuueckum
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NOKA3AHUAM. HpOmuGOnOKQSGHM}Z — COZ2JIACHO HHCI’I’lpyKL;uﬂM K coomeemcmeyroumum

npenapaman.

6. Opranu3anusi oka3aHusi MeIUIIMHCKON MOMOIIU

Hayuenmam ¢ MIIC 1II, 6 3asucumocmu om He0OXO0UMOCMU, MOJcem Oblmb OKA3aHA
MeOUYUHCKASL NOMOWDb 1100020 8U0A, YCIA08USL, (hOpMbL, NPEOYCMOMPEHHBIX 3AKOHOOAMENbCMBOM

Poccuiickoti @edepayuu.

6.1. Opranu3anusi NapeHTEePaATbHOr0 BBeIeHUSA
B nmanmHOM pasngene OCHOBHOE BHUMAaHHE YJICNSETCS OpraHu3allyd  JUINTEIbHOU

NaTOr€HETHYECKOW (DepMEHT3aMEeCTUTENILHOW Tepanuy B JICKAPCTBEHHOH (OpME «KOHIIEHTpAT
JUTS IPUTOTOBIICHHUS PacTBOpA JUIsl UH(Y3HiT», TOCTABIIEMBbIM ITyTEM BHYTPUBEHHOU HH(Y3UU:

1) npoBeneHue HHOY3UIT Yepe3 MOCTOSHHBIA BEHO3HBII JJOCTYII, €CIIH 3TO BO3MOXHO [47];

2) BEHO3HBIH 10CTYIl MOKET ObITh 0OecredeH HeOOIbIIMMU KaTeTepaMy, YCTaHOBICHHBIMU
B nepudepuueckue BEeHbl, B LIEHTPAJIbHbIE BEHbI, U NOJIYHNOCTOSHHbIE LIEHTPaJIbHbIE BEHO3HbIE
JIOCTYIIBI C TIOIKOKHBIMU pe3epByapamu [47];

3) mnpuMEHEHUE UEHTPaIbHBIX BEHO3HBIX JOCTYIOB SBJSAETCS MPEANOYTHUTEIbHBIM:
nepudepuyeckiue BEHBl CO CPAaBHUTEIBHO MEIJICHHBIM KPOBOTOKOM OyIyT pa3apakaThCs
BBICOKOM OCMOTHYECKON HArpy3koH, KpallHUMHU 3HadeHussMH pH m XuMH4YecKoW Hpupoaoi
HEKOTOPBIX AaKTHUBHBIX M BCIIOMOTarelabHbIX BemecTB. Dnedbut, TtpomOodeOUT uUIHN
MHOQUIbTpALUsl TKAaHEW MOTYT NPHUBOIUTH K TMOTEpPE BEHBI JUISl JIEYEHUS U, BO3MOXKHO,
HNOBPEXJICHUIO TKaHe. CKOpoCTh KpPOBOTOKAa B LIEHTPaJbHBIX BEHax oOecrneuyuBaeT ObIcTpoe
pa3baBieHHE BBOJUMBIX BEIECTB, YTO H30aBJIIET OT HEOOXOAMMOCTH MKECTKOTO KOHTPOJIS
KOHIEHTPALlMU BBOJAMMBIX BEIIECTB IPU UCIIOJIB30BAaHUU Ul BBEACHUS LICHTPAJIBHBIX BEHO3HBIX
noctynoB. Ilpu OblcTpoM ecTecTBEHHOM pa30aBIEHWHM KPOBOTOKOM HET HEOOXOIMMOCTH B
JIOTIOJTHUTEIBHBIX 00beMax HMH(Y3MOHHBIX Cpell, YTO MOXKET MMETh 3HAY€HUE ISl OTAEIbHBIX
nanueHToB [47];

4) npu uH(y3uu Yepe3 LeHTpalIbHbIE BEHO3HBIE JOCTYIIBI CIEAyeT oOpaliaTh BHUMaHUe Ha
BbIOOP CKOPOCTH BBEJIEHHS U YUUTHIBaTh BEPOSTHOCTH IMOBBIMIEHUS TOKCUYHOCTH, MOOOYHBIX
3¢ peKTOB Npu ee yBenuueHuu [47].

6.2. Opranu3anus MapIIpPyTHU3alUU ALMEHTA U IBUKEHHS JIEKAPCTBEHHOI 0 Ipenapara
JJISl IATOreHeTHYeCKOH (pepMEeHT3aMeCTUTEILHOM Tepanuu

B nanHOM pasnene 0OCHOBHOE BHHUMAaHUE YJENSIETCS OPTaHU3AIMH CXEMbl MapIIpyTH3AIUU
MAIMEHTOB, a TAK)Ke BKIIIOUYEHHE B CXEMbI MapIIPYTH3AIUU BCEX MYHHUIIUIIATHHBIX 00pa30BaHMIA
cyonekTa PO.

1) niis kaxmoro cyosekra PO crenyer pa3paboTarh U yTBEPAUTH CXEMbI MapIIPyTH3AINH
nanueHToB ¢ MIIC, yTBepauTh NpPUKA30M PYKOBOAUTENA TeppUTOPUATIBLHOTO OpraHa
yIpaBiIeHUS 3JPaBOOXPAHEHUEM.

2) mpuMeHeHHe JIEKApCTBEHHOTO TpernapaTa NaTOreHeTUYeCKOr (epMeHT3aMeCTUTEIbHOMN
Tepanuu, 3aKyIJICHHOTO B PaMKaX JIbFOTHOTO JICKAPCTBEHHOTO O00eCredeHHs B JIEKaPCTBEHHOM
dopMe «KOHIIEHTpAT Ui NMPUTOTOBJICHUS pacTBopa s MHQY3HUI» cleayeT OpraHu3oBaTh B
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MEIUIIMHCKON OpraHU3aluy, UMEIOIICH JIMIIEH3UI0 Ha MEJUIMHCKYIO AEATEILHOCTD 110 JTI000MY
npouiII0 B yCIOBHSIX CTallMOHApa AHEBHOTO MPEOBIBAHUS WM B YCIOBHSAX KPYIJIOCYTOYHOTO
crannonapa [48].

3) mpu YTBEp)KICHHH CXEM MapUIpyTU3alM{ IIallMeHTOB, CJIEAyeT HpPeayCMOTPETh
MapUIpyTU3ALHUIO CAMOTO JIEKAPCTBEHHOI'O Mpernapara ¢ MpUMEHEHHEM TePMOUHIUKATOPOB IS
KOHTPOJISI TEMIEpPaTypHOTO pEeXHMa XpaHEHUS ¢ TPAHCIOPTHPOBAHUS  MEIUIIMHCKHX
UMMYHOOHOJIOTHYECKUX MpenapaTtoB B cucreMe "xonomoBoil memu" [49], HEOOXOaUMOro Asist
oOecrieyeHuss HEMPEPBIBHOCTH IMATOTCHETHYECKOH (epMEHT3aMEeCTUTEIbHONH Tepanuu B
JIEKapCTBEHHOM (DOPMBI «KOHIIEHTpAT JJIsl NPUTOTOBICHUS pacTBOpa sl MHQY3Ui» 10 MecTa
BBINIOJTHEHUSI JICKAPCTBEHHOTO HA3HAYCHUS HEMOCPEACTBEHHO MAIMEHTY B MEIUIMHCKOU
OpraHHU3aluy.

IToxa3anus AJ15 NJIAHOBOM rOCHUTAJIM3AUN:

— IMpOBEACHUE AMArHOCTHKM M JICUeHMs, TpeOyrolue KpyrioCyTOYHOrO MEAMIHMHCKOTO
HaOJIOIEH NS,

— COCTOsIHME, TpeOylollee AaKTMBHOTO JIEYEHHUS U KPYIVIOCYTOYHOI'O MEAMIMHCKOTO
HaOmofeHuss  (TpbDKECeYeHHe, OINEpaTUBHOE  JIGYEHUE  IOPaXEeHHUs  CYCTaBOB,
[I03BOHOYHUKA, CKOJMO3, aJCHO’KTOMMS, TOH3WIDKTOMUSA, HEUpOXUpyprudeckas
JNEKOMIIPECCUSI CHUHApPOMA 3alCTHOTO KaHaja, YCTAHOBKAa TPaHCTUMIIAHUYECKOTO
JpeHaXa Mpu CpeHEM OTUTE, Xupyprudeckas koppekuus naroiorun CCC u apyrue);

— COCTOsIHME, TpeOyrolee MpOoBeIeHHs] BBICOKOTEXHOJIOTHYHBIX METOJIOB JIEYeHUs (B TOM
yucie KoHTpoib 3pdextuBHoctu TI'CK);

— OTCYTCTBHE BO3MO>KHOCTH o0ecrieueHus O3T B amMOyJaTOPHBIX U
CTallMOHAPO3aMEIAIOIINX YCIOBUIX;

— HeoOXOAMMOCTb TPOBEICHMS Pa3IUYHBIX BHJOB SKCIEPTU3 WIM 00CIEeOBaHUSA B
MEIULMHCKOW OpraHu3alliyd TMpH HEBO3MOXKHOCTU TPOBEJNCHHUS HMX B amMOyJIaTOPHBIX
YCIOBUAX, TpeOyloUMX IUHAMUYECKOro HaOmrofeHus (B TOM uwucie opopmieHue
3aKyIoueHus (penepasbHOro KOHCUINYMA).

IMoxa3zaHus 1)1 HEOTI0KHOI/IKCTPEHHOM IrOCIUTAIU3ALNH

— OCTpbIe 3a00JIeBaHMS;

— obocTpeHHs XpOHUYECKUX OONe3HeH;

— OTpaBJIEHUSI U TPaBMbI, COCTOSIHUS, TpeOyrolllle WHTEHCUBHOM Tepanuu W MepeBoja B
peaHNMAaIMOHHBIE OTIENCHUs WM OTACNeHUS HMHTCHCUBHON Tepamuud (B TOM YHCIE
MOOOYHBIE pEeaKIMM, MPOUCXOJAIINEe BO TMpolecce HHPY3UH HIX B TEUYCHHE THS
npoBeneHus: uHdy3un O3T, HepBUKANBHBIN CTEHO3 C KOMIIpPEcCHeld CIIMHHOTO MO3ra U
JIpyTUe YrpoXKaroliye >KU3HU OCTPhIE COCTOSHHUS), a TakkKe KPYIJIOCYTOUYHOTO
MEIHUIIMHCKOTO HAOMIOJICHUN W TPOBEACHUS CHEIHAIBHBIX BHJIOB OOCIEIOBaHUS U
JICUCHUS.

IMoka3aHus K BHINMCKeE MAMEHTA U3 CTAIIMOHAPA:

— OTCYTCTBHE yTpO3bl )KU3HU MAllUEHTA,
— OTCYTCTBHE yTPO3bl Pa3BUTHS OCIOXKHEHHH, TPEOYIOMUX HEOTIOKHOTO JICUCHUS;
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- CTaGI/IJII/BaI_II/ISI COCTOSAHUA u OCHOBHBIX KJII/IHI/IKO-JIa60paTOpHLIX mokasarelei
MMaTOJIOrMYCCKOTO Iponecca nmo OCHOBHOMY 3a6OJIeBaHI/IIO;

— OTCYTCTBHUC HCO6XOI[I/IMOCTI/I B INOCTOAHHOM Bpa‘l€6HOM u KpYIi1oCyTOYHOM
MCIHUIIMHCKOM Ha6HIOIIeHI/II/I 10 OCHOBHOMY 32160JICB3.HI/IIO;

- HGO6XOI[I/IMOCTI/I IepeBoJaa IManueHTa B APYIYIHO MCAUIHMHCKYHO OpPraHu3aluilo WA
YUPCIKACHUC COOUAJIbHOT'O obecnieueHus

7. lonoJiHUTEIbHAsA HH(popManusa (B TOM yucjie GakTopbl, BJAUSIIONIUAE HA

HUCXO0/1 3200J1eBaHUSI UJIM COCTOSIHUA)

[Ipu mpoBeneHWM HApKO3a M HMHTYOAlIMM HEOOXOJMMO TIOMHHUTH O BBICOKOM PHCKE
KOMITPECCUM CIIMHHOTO MO3Ta BCIICJCTBHE HECTAOMIBLHOCTH AaTJIAHTOAKCHAIILHOTO CYCTaBa.
Kopotkast miest, orpaHu4eHUE MOABKHOCTH HUKHEW YEJTFOCTH, YBEIIMYCHHE S3bIKA, BRIPAKCHHAS
runeprpodus  aACHOMIOB W MHUHAAIMH  CO3JAl0T  IPOOJIeMbl  MPH  MPOBEACHUHU
AQHECTE3MOJIOTUYECKOTO IMOCOOHS, TIOATOMY HPEANOYTCHUE CIEAyeT OTIAaBaTh MECTHOMY WU
pETHOHANBHOMY 00€300MBaHui0. [lalMeHT mnpenBapuTeIbHO KOHCYJIBTHPYETCS BpauOM-
KapJMOJIOTOM, OTOPHHOJIAPUHTOJIOIOM, aHECTe3MOJIOroM, HeBpomaroysoroM. O0s3aTeIbHO
MPOBEJICHUE TTOJTHOTO KapAHOJIOTHIECKOT0 00CIIeI0BaHusI, TOJUCOMHOTpaduu (I BBISBICHHS
CTCTICHH JIBIXATCIIbHBIX HAPYIICHHIA), TPU HEOOXOJUMOCTH - DHJIOCKONHH HOCOTJIOTKH U
KOMIIBIOTEPHON ToMorpaduu jerkux. OnepaTuBHOE BMEIIATEILCTBO C aHECTE3UEH HE00X0IMMO
NPOBOAWTh B KPYHNHBIX METUIIMHCKUX IIEHTpaX, HUMEIOMIMX OTJC/IEHHe peaHuMaluu |
unTeHcuBHOU Tepanuu (OPUT), tak kak MHTyOanus W MOCIEAyrOmas dKCTyOalus y TaKux
NaIMeHTOB MOXET BBI3BATh 3aTpynHenus [2, 14, 20].

Habnioienne manueHToB MO MECTy JKUTENbhCTBAa (B aMOyNaTOPHO- MOMHKIMHUYECKUX
YCIIOBUAX) JOJDKHO OCYIIECTBISATHCS TIOCTOSIHHO. JlaOopaTopHbIE W HMHCTPYMEHTAJIbHBIE
oOcietoBaHUsT M peKOMEHyeMasi 9acToTa WX NpOBeACHHS mpezctabieHa B Ilpumoxenue [3.
3aboyieBaHMEe WMEET MYJIbTUCUCTEMHYIO TIPHPOJIY U HEOOpaTHMBIE, TPOTPECCHPYIOIIHE
KIIMHUYECKHUE TPOSIBICHUS, YTO OOYCIIOBIMBACT HEOOXOAMMOCTh HAOMIOJNCHHUS HE TOJIBKO
Y3KHUMH CTHEIHAIACTAMU (OTOPHUHOJIAPUHTOJIOTaMH, XHPYPraMH-OPTONEAaMH, 0PTATEMOJIOTAMH,
KapAHOJIOoramH, MyJbMOHOJIOTaMH, HEBPOIIATOJIIOTaMU, CTOMATOJIOTaMH ), HO 51
(du3noTepaneBTaMu, JOTONEIaMH, TICKXOJIOTaMH U Pa0OTHUKAMHK MAaJUTHATUBHBIX CIyx0 [2, 14,
20].

[MTarmenTst ¢ MIICI gomkHBI TOCTOSTHHO HAXOIUTHCS MO HaOmoaeHueM; 1 pa3 B 6 mec.
MPOXOUTH OOCIIEIOBAaHHE B MHOTONPO(MUIBHBIX CTAallMOHApax. J[MMTeThHOCTh HAXOXICHUS B
cTalioHape / JHEBHOM craruoHape 21-28 nHeit. Heobxomumbie OCMOTpBI  Bpauei-
CIICITHAIIMCTOB, TA0OPATOPHBIE M HHCTPYMEHTAIBHBIC 00CIICIOBAHHUS .

Kpurepuu oneHkH kayecTBa NEPBUYHON MEAUKO-CAHUTAPHOM MTOMOIIH

Ne Ouenka
Kpurepun onieHku kadyecTBa
/11 BBITIOJTHCHUS
1. | Bemoanen mpuem (OCMOTp, KOHCYJbTAIMs) Bpada-TepareBTa/Bpadya Ta/uer
o011el nmpakTUKH (CEMEWHOTo Bpaya) MepBUYHBIN
2. |BpmomHen mnpueMm (OCMOTpP, KOHCYJIbTAaIlMs) Bpada-TCHETHKA Ta/uer

IIEPBUYHBII
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BelnonHeHo omnpenenceHue ypoBHS TIIIMKO3aMUHOITIMKAHOB MOYM H
JIEKTPO(HOPETHUECKOE UCCIIEI0OBAHUE INIMKO3aMHUHOTJIMKAHOB MOYH

Ha/aer

BeinonHeHo ompeneneHue ypoBHS TNIMKO3aMUHOTIIMKAHOB MOYM H
ANEKTpodopeTHIecKoe HCCIIEOBAHNE TIIMKO3aMHUHOTIIMKAaHOB MOYH
He pexe 1 pas3a B 6 mecs1eB

Ha/aer

BrimonHeHo onpezeneHne aKTUBHOCTH WAYpOHAT-2-Cyibdarasbl B
nporecce MyJIbTHIICKCHOTO ONPEACTICHUs aKTUBHOCTH JIM30COMHBIX
(dhepMeHTOB (mmyponarcyibdarasa, N-anerun-anbda-D-
rioko3amMuHnaaza, N-ameruiranakto3aMuH-6-cynbdar-Cynbdarasa,
apwicynbdartaza B, Tpunentmmwi-nentuiaza 1) B nsATHAX
BBICYILICHHONM KpPOBM METOJOM TaHJIEMHOM MacC-CIEKTPOMETPUH
(KOMIUIEKC HCCIICIOBAaHUN ISl JMArHOCTHKH MYKOIIOJIMCAXapH103a
tun 1)

Ha/uer

Bemonneno omnpenenenne myranuii B reHe IDS B kpoBu mertomom
cekBeHupoBanusi 1o CeHrepy BCeM TNalMEHTaM CO CHIDKCHHOW
aKTHBHOCTBIO (pepMeHTa HIypOHAT-2-Cynbdarasbl

Ha/uer

BrimonHeHa MarHUTHO-pe30HAHCHas ToMorpadusi IMO3BOHOYHHUKA
(omuH oTen) He pexe | pasza B 24 mecsna

Ja/uer

Beinmonnena pentreHorpagusi MmenHOro, rpyJHOr0 U IMOSICHUYHOTO
OTJIEJIOB TO3BOHOYHMKA HE pexe 1 paza B 12 MecsleB

Ha/uer

HasnaueHa/ckoppekTupoBaHa (epMEHTHAs 3aMECTHTEIbHAS Teparus
npenaparoM uaypcyiabdaza**/uaypcynasdasza Oera** marmeHtam c
MyKkomorcaxapuno3om Il Tuma

Ja/uer

10.

11.

BoimonHeH 6-MuUHYTHBI TecT ¢ XOAbOOM y TAIUMEHTOB C
COXPAaHEHHbIM HAaBBIKOM CaMOCTOATENbHON XOAbOBl (eciu  He
MIPOBOIUJIICS TIOCJIETHUE 6 MeC.)

Jla/uer
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Kpurtepuu oneHkn kayecTBa cnenuaJn3upoBaHHON MeIUIIUHCKON MOMOIIHN

No Ouenka
Kpurepuu onieHku kauecrsa
n/n BBITNIOJTHEHUS
1 Beinmonnen mnpuem (OCMOTp, KOHCYJbTallUMsl) Bpauya-TepareBTa/Bpaua Ta/mer
| 0011el MpakTUKK (CeMENHOro Bpaya) NEpBUUHBIN
2.| BeinosiHeH npueM (0CMOTp, KOHCYJIbTallMsl) Bpaya-reHeTHKa epBUYHBIH Ja/uer
3 Bremonnen mnpuem (OCMOTp, KOHCYJbTalMs) Bpada-TPaBMATOJIOIa- Jla/Her
OpTONE/1a NEPBUYHBIH
4 Bremonnen mnpuem (OCMOTp, KOHCYJbTAalMs) Bpada-HEHpOXHpypra Jla/Her
HEPBUYHBIH
5 Beinmonnena pentreHorpadus MeWHOro, TPYAHOIO M MOSCHUYHOTO Ta/mer
| oTzIena M03BOHOYHUKA He pexe 1 pa3a B 12 mecsues
6 BeinonHeHa MarHUTHO-pe30HaHCHast TOMOrpadus M03BOHOYHUKA (OJUH Ta/mer
‘| otmen) e pexe 1 pasza B 24 mecsina
Ha3nauena/ckoppektupoBaHa (epMEHTHas 3aMeCTHTEIbHAs Tepanus
7.| npenapatoM uaypcyiabbhaza**/uaypcynbpaza Oera**) manueHTaMm C Ha/ner
mykomnonucaxapuao3om |l tuma
BoinonHeH 6-MUHYTHBIN TECT C XOAbOOH y MALIMEHTOB C COXPAHEHHBIM
8.| HaBBIKOM CaMOCTOSITENIbHON XO1bObI (€CIM HEe MPOBOJMIICS MOCIeIHUE 6 Ha/uer

Mec.)
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ITpuka3 PoczapaBHamzopa ot 04.05.2021 N 3881 «O0 yrBepxkaennu BemomcTBeHHOM
porpamMMbl POPHUIAKTUKY HapyUIeHUH 00s3aTelbHbIX TPeOOBAHUHN MPU OCYILECTBICHUH
roCcyaapCTBCHHOT'O KOHTPOJIA KadeCTBa U 6630HaCHOCTI/I MGHHHHHCKOﬁ JACATCIIbHOCTH,
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49.

50.

51.

52.

(dhenepalbHOr0 rOCyIapCTBEHHOT'0 Ha/30pa B cepe oOpaleHus JIeKapCTBEHHBIX CPEICTB U
rocyaapCTBEHHOI'O KOHTPOJIA 3a 06pameHHeM MCIUIHUHCKHUX H3I[€J'II/Iﬁ>>

"MV 3.3.2.2437-09. 3.3.2. MeaunuHCKHEe IMMYyHOOHOJIOrHYecKkue npenaparsl. [I[pumMenenne
TCPMONHIAUKATOPOB JJIA KOHTPOJIA TEMIICPATYPHOI'O pexumMa XpaHCHUA u
TPAHCIIOPTUPOBAHUA MCIUIMUHCKHUX I/IMMyHO6I/IOHOFI/I‘ICCKI/IX npenaparoB B CHUCTEMC
"xonomoBoit uenu". Meroauueckue ykazanus" (yTB. [JaBHBIM TOCYAapCTBEHHBIM
caHuTapHbiM Bpauom PO 21.01.2009).

Naur OM, Anggraini A, Indraswari BW, Wandita S, Wibowo T, Haksari EL. Immunisation
issues in patient with mucopolysaccharidosis: A case report. Med J Malaysia. 2020
May;75(Suppl 1):51-52

Ramos BCF, Aranda CS, Cardona RSB, Martins AM, Solé D, Clemens SAC, Clemens R.
Vaccination strategies for people living with inborn errors of metabolism in Brazil. J Pediatr
(Rio J). 2023 Mar-Apr;99 Suppl 1(Suppl 1):S70-S80

Yoldas Celik M, Canda E, Yazic1 H, Erdem F, Yazict Ozkaya P, Bal Sahbudak Z, Kalkan
Ugar S, Coker M. COVID-19 and Vaccination Status in Lysosomal Storage Diseases: A
Single-Center Experience. Turk Arch Pediatr. 2023 May;58(3):262-267
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IIpunoxenne Al. Cocras padoueii rpynnbl mo paspadoTke U NepecMoOTpy

KJIMHUYECKUX PeKOMEeH Al

1. AnucumoBa Hura BaamMoBHa — K.M.H., 3aBeaylomias OTIEJIOM OpraHU3aluu
MeIULMHCKONW noMmomu-Bpad-renetuk ®I'bHY «Mennko-reHeTnueckuili HaydHbI LHEHTP
nM. akagemuka H.I1. boukoBay, uiien Accolpanui MeIUIMHCKUX T€HETUKOB

2. baiinakoa T'anquna BuktopoBHa — K.0.H., BeAymUMHA HAy4YHBIH COTPYIHUK
nabopaTopuM HacIeACTBEHHBIX Oone3nerd oomena @PI'BHY "Menuko-reHeTndecKui
HayyHbld w1eHTp uM. akaaemuka H.II. boukoBa", unen Poccuiickoro oOmiecTBa
MEAMIMHCKUX T'€HETHKOB

3. bapanoB Ajgekcanap AjekcanapoBuu — akaia. PAH, npodeccop, A.M.H.; TOYETHBIN
npe3usienT Coro3za nenuarpoB Poccum, coBetHuk pykooautenss HUM negmatpumn u
oxpanbl 310poBbsi nereil HKI[ No2 ®I'BHY «PHIX wum. akan. b.B.Ilerposckoroy,
npodeccop kadenpsl neauatpun U Aerckor pesmartonioruun OIAOY «llepeeiii MI'MY
uM. .M. CeuenoBa» MunznpaBa Poccun (CedueHOBCKMII YHHBEPCUTET), TJIaBHBIN
BHEILTATHBIN cnienuanuct neauarp Munzapasa Poccun

4. Bamaxkmanse Hato J[I:kymOepoBHa — 1.M.H., pYKOBOJHUTENIb OTAeNa Op(aHHBIX
Oone3Hell M NpoQUIAKTUKY HHBaNUIM3Mpyromux 3aboneBanuit HUU nenmarpuu n
oxpanbl 310poBbsi nereit HKI[ No2 ®I'BHY «PHIX wum. akan. B.B.IlerpoBckoroy,
npodeccop Kadeapsl (aKyIbTETCKOH NeIuaTpuu IMeAuaTpuyeckoro ¢axysabTera
OI'AOY BO «PHUMY um. H.M. IluporoBa» MunsapaBa Poccun, unen Coroza
nenuarpoB Poccun

5. BockoOoeBa Eaena IOpbeBHa — K.M.H., B.H.C. J1a00OpaTopuM HaCIEICTBEHHBIX
6one3neir oomena ®I'BHY «Menuko-reHeTHYeCKU Hay4HBIM LEHTP MM. aKaJeMuKa
H.II. boukoBa»

6. ’Kypkosa Haraius BsiueciaBoBHa — K.M.H., BeAylmuii HaydyHbId coTpyaauk HUU
nequaTtpu M oxpansl 310poBbsi  gered HKI[ Ne2 ®I'BHY «PHIIX wum. axan.
b.B.IlerpoBckoroy», unen Coro3a neauatpoB Poccuu, uieH Acconuanud MEAUIUHCKHUX
TE€HETUKOB

7. 3axapoBa Exarepuna IOpbeBHa — 1.M.H., 3aBeayromas Jiabopatopueit
HacyeCTBeHHbIX Oose3Heil oomena GI'BHY "Menuko-renernyeckuil HaydHbIH LEHTP
uM. akagemuka H.I1. BoukoBa", uwnen Poccuiickoro o0mecTsa MEAUIMHCKUX T€HETHKOB,
YJIeH EBpOIEHCKOro oOIecTBa MO H3YYEHHUIO HACIEACTBEHHBIX OoJie3He oOMeHa

BemectB (SSIEM)
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8.

10.

11.

12.

13.

14.

15.

16.

Ky3zenkoBa Jlwoamuiaa MuxailjioBHAa — .M.H., HAYaJIbHUK IIEHTpa JETCKOM
IICUXOHEBPOJOTUH,  T.H.C.,  3aBEAylollas  OTACICHHEM  IICHUXOHEBPOJOTMH U
ncuxocomaruyeckoil narosornn ®I'AY "HayuHblii MEIULIMHCKUIA HCCIIEI0BATENbCKUN
ueHTp 3710poBbs jereit" M3 P®D, unen Coro3a nenuarpoB Poccun

KyueB Cepreii UBanoBuu — akanemuk PAH, n.m.H., nupektop @I'BHY "Menuko-
TeHETUYCCKUN Hay4YHBIN 1IeHTp uM. akagemuka H.I1. boukora", IIpe3unent Acconuanuu
MEIUIUHCKUX TeHeTHKOB (AMI')

Jlapuonosa  Basentuna  HMabmamyna —  amH., DIBHY  "Huctutyr
SKCIIEPUMEHTaIbHOW MeauuuHbl", uneH Poccuiickoro oOmiecTtBa MeIUIIUHCKUX
TE€HETUKOB

MuxaiisioBa JIroamuiaa KoHCTAaHTHHOBHA — J.M.H., IIpodeccop, TJIaBHbIM HayuHBIH
COTPYAHUK othena opdaHHeIX OoJe3He W NPOMWIAKTUKA HHBAIUAUZUPYIOIINX
3aboneBannii HUUW neamatpum u oxpansl 310poBbs aeteit HKI[ Ne2 ®I'BHY «PHIIX
uMm. akaj. b.B. IleTpoBckoro»

Muxaiisioba Cgersana BuraabeBHa — J.M.H.,, 3aBelaylouias OTJEJICHUEM
memuinackoi renetuku PIIKb ®I'AOY BO PHUMY um. H.U. [TuporoBa Mun3apasa
Poccnn

Moncees Cepreii BajleHTHHOBHY — J.M.H., 3aBeAyIOIIMHA KadeIpoil BHYTPEHHUX,
npodeccuoHanbHbIX Oone3Heit u pesmatonoruu PI'AOY BO Ilepssiit MIMY um. .M.
Ceuenona (CeueHoBckuil yHuBepcurer) Munsapasa Poccun

Hama3zoBa-bapanoBa Jleiina CeiimypoBua — akan. PAH, mnpodeccop, n.M.H.,
npe3ugeHT Coro3a neauatpoB Poccun; nmact-npesuneHtr EPA/UNEPSA; pykoBonuTens
HUW nennatpun n oxpansl 310poBbs aereil HKI[ Ne2 ®I'BHY «PHIX um. akan.
b.B.IlerpoBckoroy, 3aBeIyIOIIAst Kadeapon (hakympTeTCKOU neIuaTpun
neauarpudeckoro gaxynprera PI'AOY BO «PHUMY um. H.U. ITuporosa» Munszapasa
Poccum, rnaBHBIN BHEIITATHBIA JETCKUN CHEIMATUCT MO MPOPUIAKTHYECKON METUITTHE

Munsnpasa Poccun

Huxurun Cepreii CepreeBuy — a.M.H., npoeccop, npeaceaarens CoBera MpaBIeHUS
POO «OO0mmecTBO CHENUAIMCTOB IO HEPBHO-MBIIICUHBIM OOJIE3HIM», 3aBETYIOIINNA
Kadenpoii reHeTuku HeBposornyeckux Oonesneir WBJ/IIIO ®I'BHY «Menuko-
TeHETUYECKUI HaydHbIN LeHTp uM. akagemuka H.II. boukosa»

IHamkoB AJiekcanap BiaaamMupoBHY — K.M.H., 3aB. OTIEJIOM OTOPUHOJIAPUHIOJIOTUU
u cypaosorun HUW nenuatpum u oxpansl 300poBbs aereid HKI[ Ne2 ®I'BHY «PHIIX

uM. akaja. b.B.IlerpoBckoro»
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17.

18.

19.

20.

21.

22.

IoaknernoBa Tarbsina BaagumMupoBHa — K.M.H., C.H.C. Ja0OpaTOpUM pPEIKUX
HAaCJIEeICTBEHHBIX OoJiesHeit y  gereu OIr'Ay "Hayunplii MEIUIIUHCKUNA
HcceA0BaTeNbCKui eHTp 370poBbs jerei" M3 P, unen Coro3a nenuarpoB Poccun
Cemsauknna Asuia HukosaeBHa — J.M.H., I.H.C. OTACJICHUS KJIMHUYECKON T'€HETUKHU
HayuHo-uccnenoBarebckoro  KIMHMYECKOTO WHCTUTYTa IEAUaTpuud U JIETCKOU
xupyprun  umenu akagemuka FO.E. Benprumesa ®I'AOY BO PHUMY
uM. H.W. ITuporosa Munsznpasa Poccuu, wien Accoupanuu MEIUIMHCKUX T€HETUKOB
CmupHoBa OJibra SIkoBjeBHa — Bpay-reHETHK, CTAPIIMI Hay4HbIM COTPYAHUK OT/EIa
CTaHJapTU3alMKd M H3y4YeHUs OCHOB JokazarenpHOM memuuuusl HUW neauarpun u
oxpansl 310poBbs aereid HKI Ne2 ®I'BHY «PHIX um. akan. b.B.IletpoBckoro», diexH
Coro3a nneguatpoB Poccun

Cyo60oTun JAmutpuii MuxaiinoBuu — Bpau-renetuk ®I'BHY «Menuko-reHeTndeckuit
Hay4HbIN HeHTp uM. akagemuka H.I1. boukosa»

Ynanosa Ogabra BacmiabeBHa — kK.M.H., OOO «MeauKo-reHETUYECKUN LIEHTP
«"enom»», mpencenatens Hikeropoackoro otaenenus POMIT, pykoBoautens Llentpa
Menunuacko reHetukun PI'BOY BO «IIUMVY» MunsgpaBa Poccum, r. Hikuwmii
Hosropon

®enoceenko Mapuna BiaanucinaBoBHa — K.M.H., 3aBeyIOIIas OTJEIOM pa3padOTKH
Hay4YHbIX MOJIX0/I0B K MUMMYHH3allU{ MTAIIUEHTOB C OTKJIIOHEHUSIMU B COCTOSIHUU 3/I0POBbSI
U XpOHMYECKMMM OOJIE3HSIMM, BEAYIIMH HaydHbI COTpPYIHHUK, Bpau-nenuatp HUU
neauatpun U oxpansl 3710poBbsi geredr HKI[ Ne2 OI'BHY «PHLX wum. akan.
b.B.ITerpoBckoro», noueHT kadenapbl (akyIbTETCKOW NEAMATPUH MEAHUATPUIECKOTO
dakynprera PI'AOY BO «PHUMY um. H.U. Iluporoa» Munsnpasa Poccuu, uien

Coro3a neguarpoB Poccun

ABTOpPBI  MOATBEPXKAAIOT  OTCYTCTBHE  (DMHAHCOBOM  MOJICPKKH/KOH(DIMKTA

MHTEPECOB, KOTOPBIA HEOOX0IMMO 00OHAPOI0BATb.
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Ipuioxkenue A2. Meronos10rusi paspadoTKu KIMHUYECKUX PEKOMEHAauM i

Hacrosimue pekoMmeHmauuu mpeAHa3HAYEHBl YISl  MPUMEHEHUS MEIUIMHCKUMU
OpraHM3alUsIMU M YUpexKJIeHUsMU (deaepaibHblX, TEPPUTOPUATBHBIX U MYHHIIMIIAIBHBIX
OpraHOB YIpPAaBJICHUS 3/IpaBOOXPAHEHUEM, CHCTEM O00s3aTeNbHOIO0 U JO0OPOBOJIBHOIO
MEAMIIMHCKOTO  CTPAaxXOBaHMs, JPYITMMH MEIUIMHCKUMHU OpTaHU3ALMAMU  Pa3IMYHBIX
OpPraHU3aI[MOHHO-TIPABOBBIX (POPM JESATENbHOCTH, HANPABICHHON Ha OKa3aHHE MEAMIIMHCKON
MTOMOIIIH.

Knunnyeckue pekoMmeHaanuu co3aHbl Ha OCHOBaHUM 0030pa iutepatypsl 1992-2023 rr.
, B T.4., COBPEMCHHBIX MEXKIYHAPOJHbBIX KIMHHYECKHUX PEKOMCHIAIMA 10 JUArHOCTHKE,
JICYCHUIO U BEJCHUIO TAIIMCHTOB C META0OINICCKUMU OOJIC3HIMH.

Mykormonucaxapu103bl  OTHOCATCS K PEIKHM HACJICICTBEHHBIM 3a00JICBAHUSM, YTO
UCKITIOYACT BO3MOXXHOCTh TIPOBEACHHS OOJBIINX KOTOPTHBIX W PaHIOMH3UPOBAHHBIX
KOHTPOJIMPOBAHHBIX HCCIICIOBAaHUN W IS CO3MaHUS IMPOTOKOJIOB JIMATHOCTUKUA W TEparuu
UCTIOJIB3YIOTCS JIMIIb TEMAaTHYECKUE MCCIICOBAHUS IKCIIEPTOB, OIMYOJIMKOBAHHBIC B MOCIIEIHUE
JIBA JICCSTHIICTHSL.

OreHKa KadyecTBa JIOKA3aTeIbCTB W CUJIBI PEKOMEHIAIMKA TPUMEHEHUS! MEIUIIMHCKUX
TEXHOJIOTUH TPOBOJWIACH B COOTBETCTBUHM C YHH(DHIIMPOBAHHOW IIKAIOH, NMPUBEICHHOW B
tabymnax 1-3.

IleneBasi ayTuTOpPHs JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

Bpauu o0uieit BpaueOHON MPAKTUKH (CEMENHbIE BpauH);
Bpauu- nenuarpsl;

Bpauu-tepaneBTsl;

Bpauun-renerukuy;

Bpauu-naboparopHbie reHEeTUKH;

Bpauun-kapauosory;

Bpauu-nerckue kapanonory;

Bpauu- veBpoory;

© 0o N o g Bk~ wDhPE

Bpauu- penrrenomnory;

=
o

. Bpaun g yHKIIMOHANBbHOM TMarHOCTUKY;

-
-

. Bpaun-oTopuHONIapUHTOIOTH;

[EY
N

. MeaumnmHCcK1e TICUXO0JIOTH;

[EY
w

. Ctynentsl MmeguuuHCcKux BY30B;
14. Obyuaromyecs B OpAUHATYPE U HHTEPHATYPE.
Tadamuma 1. Illkana oneHku ypoBHEH HOCTOBepHOCTH jokazarenbcTB (Y1) mos

METO/IOB IMarHOCTHKHU (JMAarHOCTUYECKUX BMEIIATEIHCTB)

Y Pacmmgposka

1 Cucremaruueckrue 0030pbl MCCIIEOBAHUI C KOHTpPOJIEM pe(epeHCHBIM METOAOM WU
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CHCTEMaTHYCCKUU O630p PAaHAOMHU3HUPOBAHHBIX  KIMHHYECKUX I/ICCJ'IC,I[OBaHI/Iﬁ C
IIPUMECHCHUEM MCTa-aHaJIn3a

2 OTtnenbHbIE MCCIEIOBAHUS C KOHTPOJEM pePEepeHCHBIM METOJIOM WM OTACIbHBIC
PaHIOMHU3UPOBAHHBIC KIMHUYECKUE WCCICAOBAHUS U CHUCTEMaTHYeCKue 00305l
UCCIIEIOBaHM J1I000T0 AM3aiiHa, 32 UCKIIOUYCHHEM PaHIOMHU3HPOBAHHBIX KIMHUYECKUX
MCCJIEJOBaHMM, C IPUMEHEHUEM METa-aHaIN3a

3 I/ICCJ'IG,I[OBaHI/IH oe3 IMOCJIICAOBATCIIBHOIO KOHTPOJIA pe(bepeHCHBIM MCTOJOM HJIN
ucciaeagoBaHuss C pe(l)epeHCHBIM METOJOM, HEC MABIAOIIUMCA HE3aBHUCUMBIM OT
HCCIICAYEMOI'0 METOJAAa HJIM HEPAHIOMHU3IUPOBAHHBIC CPABHUTCIIBHBIC HCCICAOBAHHUA, B
TOM YHCJIE KOI'OPTHBIC UCCIIECAOBAHMUA

4 HeCpaBHI/ITeJIBHI)Ie HCCIICAOBAHUS, OITMCAHUEC KIMHUYCCKOTO ClIydas

5 Nmeercs nunib 000CHOBaHUE MEXaHU3Ma JAEUCTBUSI UM MHEHHE SKCIIEPTOB

Taoamuma 2. Illkama oneHkW ypoBHEH mocTOBepHOCTH nokaszatenbctB (YIM) mmst
METOMOB MPOMWIAKTHKH, JeUeHHs U peadmnutanuu (MpOoQHUIAKTHUECKUX, JIEYeOHBIX,

peadHIMTAIMIOHHBIX BMEIIATEIILCTB)

YA Pacuugposka

1 | Cucremarnueckuii 0630p PKU ¢ mpumenennem Meta-ananmnsa

2 | Ortnenpabie PKU wm cucremarmueckne 0030pbI HMCCIEAOBAHUN JIFOOOTO am3aiiHa, 3a
uckmouennem PKU, c npumenennem Meta-aHanmsa

3 HepaHHOMI/I3I/IpOBaHHI>I€ CPaBHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 | HecpaBHUTENbHBIE UCCIICOBAHMS, OMMCAHUE KIMHUYECKOTO ClIydas WIM CEpUU CIIyvaesB,
VCCIIETOBAHMS «CI1y4ail-KOHTPOJIbY

5 HNmeercs mumb 00OCHOBaHWE MeEXaHU3Ma JIENCTBUS BMEIIATEIbCTBA (I[OKJ'II/IHI/I‘ICCKI/IG
I/ICCJ'IC)IOBaHI/ISI) HJIM MHCHHE SKCIICPTOB

Tagmuma 3. Illkana oneHku ypoBHeH yOemurenbHOCTH pekomenpaumii (YVYP) mis
METOJI0B NPO(UIAKTUKU, IJUArHOCTHKH, JIEYeHHs M peadunuranuu (mpoduaakTUYeCcKHX,

JTUAarHOCTHYECKUX, JIEYCOHBIX, PEaOMIUTAIIMOHHBIX BMEIIATEIIbCTB)

YYP Pacuiugposka

A CunbHas pexkoMmeHJalMs (Bce paccMaTpuBaemble KpuTepuu 3(hdeKTuBHOCTH
(ucxonpl) ABISAIOTCSA BaXKHBIMM, BCE MCCIEAOBAHMUS HMEIOT BBICOKOE WIH
YIOBJIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KAueCTBO, MX  BBIBOABI IO
MHTEPECYIOMIMM UCX0JIaM SIBJISIFOTCS] COTJIACOBAaHHBIMU )

B VYcnoBHas pekoMeHaus (He Bce paccMaTpuBaeMble Kputepuu 3¢dekTuBHOCTH
(Mcxonpl) SIBISIFOTCS BaXHBIMU, HE BCE MCCIEAOBAHUS HMMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIBHOE METOJIOJOTHUECKOEe KadecTBO W/WJIM WX BBIBOABI 110
MHTEPECYIOMIMM HCX0JIaM He SIBJISIFOTCS] COTJIACOBAHHBIMHU )

C Cnabas pekomeHaanus (OTCYTCTBHE JOKA3aTENIbCTB HAJICKAIIETO KadecTBa (Bce
paccMarpuBaeMble KpuTtepuu 3(PPEeKTUBHOCTH (MCXOJBI) SBISIOTCS HEBaKHBIMHU,
BCE€ MCCIICJIOBAHUS UMEIOT HU3KOE METOOJOTHIECKOE Ka4eCTBO U MX BBIBOJIBI IO
MHTEPECYIOIIMM HCX0JIaM He SIBJISIFOTCSI COTJIACOBAHHBIMHU )

Iopsaok 00HOBIEeHNS KINHUYECKHX PEKOMEH/Ialuii.
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MexaHu3M  OOHOBJIGHUS ~ KJIIMHUYECKUX  PEKOMEHJIAIMH  MpeaycMaTpuUBaeT  UX
CHCTEMATHUYECKYIO aKTyallM3alluio — HEe PEXKE YeM OJIUH pa3 B TPH rojia, a TAKXKE MPH MOSBICHUN
HOBBIX JAHHBIX C TMO3WIIMU JIOKA3aTEIBHONH MEIWIIMHBI MO0 BOIPOCAM TUATHOCTUKHU, JICUCHUS,
npoQUIAKTUKA U peabuIuTalud KOHKPETHBIX 3a0O0JeBaHUM, HAIMYUU OOOCHOBAaHHBIX

JIOTIOJTHEeHUI/3aMeyaHui K paHee yrBepkaEHHbIM KP, HO He vame 1 pasza B 6 MecsIieB.
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Hpunoxkenue A3. CipaBo4HbIe MATEPHUAJIbI, BKJIKYAs COOTBETCTBHE
MOKA3aHUI K NPUMEHEHUIO U MPOTHBONOKA3AHMUA, CIIOCO00B NMPUMEHEHUS 1
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKUMH MO NPUMEHEHUI0

JIEKAapCTBEHHOT0 Mpenapara

1. ®epepanbubiii 3akoH "OO OCHOBax OXpaHBI 370pPOBBS TpakaaH B Poccuiickoi
®enepauun" (N 323-O3 ot 21.11.2011).
2. Ilpuka3 MunucrepctBa 31apaBooxpaneHuss PO «O06 yrBepxkaenun Ilopsaka oxazaHus

MEJIUIMHCKOM TMOMOIIM OOJBHBIM C BpPOXJICHHBIMA U (WJIM) HACJIEICTBEHHBIMU
3a0oneBanuamMu» oT 21.04.2022 Ne 274y

3. Ilocranomnenue IIpaButennpcTBa Ne403 ot 26.04 2012r "O nopsiike BeAcHUs
denepanbHOro perucTpa Jiml, CTPaJaroIluX YrPOXKAIOIUMHI U XPOHUYECKU
IIPOrPECCUPYIOIIMMU PEIKUMH Op(aHHBIMU 3a00JI€BaHUSAMHU, IPUBOASLIMMHU K
COKPALIECHUIO IPOAOIKUTENBHOCTH JKU3HU IPAXKAAH WM UX UHBAJIWIHOCTU U €T0
PErHOHAIILHOTO CerMeHTa".

4. Kpurepuu oueHku kauecTBa MeauuuHckoi nomomu (Ilpukaz M3 PO ot 10 mast 2017 .
Ne 2031 «O0 yTBep»KICHHH KPUTEPHUEB OIICHKH Ka4eCTBA MEIUITMTHCKOM ITOMOIITH )».

5. [Ipuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit denepanuu ot 15 nexadps 2014
r. N 8341 "O0 yTBepKAeHIHN YHUPUIIUPOBAHHBIX (OPM MEIULIUHCKON JOKYMEHTAILIUH,
HCIOJIb3YEMBIX B MEIMLIMHCKUX OPraHU3alMsIX, OKa3bIBAIOIINX MEIULIUHCKYIO IOMOIIb B
aMOYJIaTOPHBIX YCIOBUSX, U IOPSAIKOB IO UX 3al0OJTHEHUIO".

6. Ilpuxa3 Munucrepcra 3apaBooxpanenus Poccuiickoit @eneparyn ot 20 nexadps 2012
r. N 1177u "OO yTBep:kaeHnr nopsaKa Aauu HTHPOPMUPOBAHHOTO JI0OPOBOIBHOTO
coriacus Ha MEIULIMHCKOE BMEIIATEIbCTBO U OTKA3a OT MEAUIIMHCKOIO BMENIATEIbCTBA
B OTHOILIEHUHU OTPENIETICHHBIX BUJIOB MEAUIIMHCKUX BMEIIATENILCTB, (opm
MH(GOPMHUPOBAHHOTO JOOPOBOJIBHOIO COTIACHs Ha MEUIIMHCKOE BMEIIATENbCTBO U
¢dopM 0TKa3a OT METUIIMHCKOI'O BMeIIaTeabCcTBa" .

7. 5.4. Ilpuxa3z Munznpasa Poccun (MunucrepcTBo 31paBooxpanenust P®) ot 24
HOs10pst 2021 1. Ne10941 «OG6 yrBepxaenuu [lopsaka Ha3HaUSHHS J€KapCTBEHHbIX
IpernaparoB, (OpM perenTypHbIX OJIaHKOB Ha JieKapCTBeHHbIe mpemnapatsl, [lopsnka
oopmieHns yKa3aHHBIX OJJAHKOB, UX ydeTa U XpaHeHHs, (hopM OJaHKOB PELENTOB,
CoJIeprKaIllMX Ha3HaYeHHE HAPKOTHUUECKUX CPEACTB UIIU IICUXOTPOIHBIX BEILECTB,
Ilopsnka nx U3roTOBIEHUS, PACIIPEAEIICHNS, PETUCTPALIUH, YUETa U XPAHEHUS, a TAKKeE
ITpaBuin opopmiteHHs O1aHKOB PELIENTOB, B TOM YHCie B (hOpMeE IJIEKTPOHHBIX
JOKYMEHTOBY

8. [Ilpuka3 Munucrepcta 3apaBooxpanenus Poccuiickoit ®eneparmm ot 16 mas 2019 r. N
302n1 "O6 yrBepxkaenun [lopsiaka mpoxoxaeHUST HECOBEPIIEHHOJICTHUMHU
JUCIaHCEPHOTO HAaOJIOIEHNUs, B TOM YHCIie B Iepruol 00ydeHus: U BOCIIUTAHUS B
o0Opa3oBaTeNbHbIX OpraHu3aIusIx "

9. Pacnopspkenue [IpasutensctBa PO ot 31 mexadbpst 2018 r. Ne 3053-p "OO yTBepxaeHun
nepeyHel MeIUIMHCKUX U3AEINH, UMIUIAaHTUPYEMBIX B OPIaHN3M Y€JI0BEKa IpU
OKa3aHMU MEIUIUHCKON MOMOIIH B PaMKax MPOrpaMMbl TOCYAAPCTBEHHBIX TapaHTUI
0€ecIUIaTHOrO OKa3aHMs IpakJaHaM MEINLUHCKON IOMOIIM U OTITYCKAaEMBIX 10 perenTam
Ha MEJULMHCKUE U3AEHs TP IPEJOCTaBIEHUN Hab0pa COLUANIBHBIX yCayr"
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10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

[Tpuxaz Munzapasa Poccun ot 6 urons 2013 r. N 354u "O nopsiike npoBeaeHUst
MaTOJIOT0AHATOMUYECKHUX BCKPBITHIA" (3aperucTpupoBad MUHHCTEPCTBOM FOCTULIUU
Poccutickoit ®eneparuu 16 nexadps 2013 r., peructpannonnsiii N 30612)
MesxnyHaponHas kinaccudukanus 00jae3Hel, TpaBM U COCTOSIHUM, BIUSIOUINX Ha
3moposbe (MKB — 10);

[Tpuka3z Munznpasa Poccun ot 20 nexadpst 2012r. Ne 11831 «O0 yTBepkaeHUn
HOMEHKJIATYPhI TOJDKHOCTEH MEAUIIMHCKUX PA0OTHUKOB U (hapMalleBTHUECKUX
PabOTHHKOBY.

[Tpuka3z Munznpasa Poccuu ot 23 utonst 2010 r. Ne 5411, Equnbiii kBanuduKamoHHBINA
CIPaBOYHMK JIOJDKHOCTEH PYKOBOJUTENEH, CIEUAINCTOB U CIYXKAIIKX, pa3e
KBanudukamoHHble XapaKTEPUCTHKH JTOIHKHOCTEH paOOTHHKOB B cepe
3/paBOOXpaHEHHUS.

®enepanbHblil 3ak0H OT 25.12.2018 Ne 489 489-03 «O BHeCeHUM U3MEHEHUN B CTAThIO
40 denepanphoro 3akoHa "O0 00s3aTEIEHOM MEAUIIMHCKOM CTpaxoBaHuK B Poccuiickoit
Oenepaunn" n enepanpHelii 3akoH "OO OCHOBaX OXpaHbI 310POBbs FPAXKIAaH B
Poccuiickoit deneparuu’ 1Mo BOnpocaM KIMHUYECKUX PEKOMEH AN,

[Tpuka3z Munznpasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBEep)ACHUU TOPAIKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHAALNN, UX IEPECMOTPA, TUIIOBOH (POPMBI
KIIMHUYECKUX PEKOMEHIAINI 1 TPeOOBAaHUH K MX CTPYKTYpE, COCTABY M HAy4HOU
000CHOBAaHHOCTH, BKJIIOUAEMOM B KIIMHUYECKUE PEKOMEHIAINH HH()OPMALIUN.

[Tpuka3z Munzapasa Poccuu ot 13.10.2017 N 804n "O6 yTBepkKIeHUU HOMEHKIIATYPHhI
MEIULHUHCKUX yCIayr".

ITpuka3z MunucrepcTBa Tpyaa u counanbHou 3amuTsl PO ot 27 aBrycrta 2019 r. n 5851
"O knaccupuKaMsIX U KpUTEPUSIX, UCIIOIB3YEMbIX IPU OCYLIECTBICHUH MEIUKO-
COLIMAJIBHOW AKCIEPTH3bI TPakaaH (efepalbHbIMU TOCYAAPCTBEHHBIMU YUPEXKIEHUSAMU
MEINKO-COL[UAIBHOM 3KCIIEPTU3HI ' ;

IIpuka3z MuHucrepcTBa 34paBOOXpaHEHUS U COLIMAIBHOIO pa3BuTHs Poccuiickon
®eneparun «O nopsaKe MPUMEHEHUS JIEKaPCTBEHHBIX CPEJCTB Y OOJIBHBIX MO
YKU3HEHHBIM ITOKa3aHusAM» oT 9 aBrycra 2005 r. Ne 494

WNudopmannonnoe nuceMo Munsnapasa Poccun ot 17.12.2019 Ne 3175/25-2 no
BOIIPOCaM 0COOEHHOCTEN OCYIIECTBIIEHHUS 3aKYIOK JIEKapCTBEHHBIX IIPENapaToB
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);

OcCHOBHbIE HOPMATHBHO-NPABOBbIE AaKThl, PeryJUpyIlHe OKa3aHHe MNAJJIHATHBHOI
MEIUIHHCKOH MOMOIIH

1. denepanpubiii 3akoH "O BHeceHnU n3MeHeHUH B DeepanbHblil 3akoH "O0 0CHOBax
OXpaHsbl 370pOBbs rpaxkaaH B Poccuiickoit deneparnuu' o BonpocaMm OKa3aHus
MaTMaTUBHONM MeaunuHcKor momonu" oT 06.03.2019 Ne 18-D3.

2. Ilpuxa3z Munzapasa Poccuu Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEPKJACHUH MOJIOKECHUS 00 OpraHu3aIlui OKa3aHUs MAJUTMATUBHON MEIUIIUMHCKON
MTOMOIITH, BKJTFOYAs MTOPSIOK B3aUMOICUCTBUS MEAUIIMHCKIX OpraHU3aIuii,
OpraHM3aIyil COIMATLHOTO O0CITY)KUBAaHUS U OOIIECTBEHHBIX 00bETUHEHH, MHBIX
HEKOMMEPUYECKUX OPTaHU3AINNA, OCYIIECTBISIONIUX CBOIO IESTEIILHOCTH B chepe
OXPaHbI 37JOPOBBSI.
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3. Ilpuka3z Munznpasa Poccun Ne 348n ot 31 mas 2019 roga «O0 yTBepKICHUH
MepeyHs: MEAUIIMHCKUX W3S, PeJHa3HAUCHHbIX JUIS MTO/AJIep>KaHusl OPraHOB U
CHCTEM OpraHM3Ma 4eJIOBeKa, MPEAOCTaBISIEMbIX JJIs1 UCIIOJIb30BAaHUS HA TOMY».

4. Tlpuka3z Munsnpasa Poccun Ne 5051 ot 10 urosis 2019 roga «O0 yTBEpKIeHUH
[Topsanka nepenayu OT MEIUIIMHCKON OpraHM3aliy NAMeHTy (ero 3aKOHHOMY
MIPEICTaBUTEINIO) MEUIIMHCKUX U3/IEIIH, TpeIHa3HaYCHHBIX TS MOJIePKAHUS
(GyHKIUI OpraHoOB M CHCTEM OpTraHK3Ma YeJIOBeKa, ISl UCIIOJIb30BaHUS Ha IOMY IIPU
OKa3aHUU NAJJTMATUBHONW MEIUIIMHCKON MTOMOIIM.

HNudopmanus o JekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/
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IIpunoxenue b. Anropurmsl 1eidcTBUII Bpaya
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Mpunoxenue B. Unpopmauus 11 maumeHTa

Cunapom XaHnrtepa

Cunapom Xantepa unu mykononucaxapuao3 I (MIIC II) — oxgna u3 caMbIX 4YacThIX
dopm mykononucaxapuno3zoB (MIIC). Bmnepseie 3aboneBaHne ObUIO OMMCAHO KaHAIACKUM
BpadyoMm Yapip3zom Xantepom B 1917 romy y nBoux OparbeB. MIIC II sBusieTcs odeHb
MHOTOJIMKHM 3200JI€BaHHEM, BKIIOYAIOIIEe KaK OYEHb TsDKENble, TaKk U Ooiyiee jerkue (Gpopmbl
0ome3Hu.

K coxxanenuto, BbUICUUTh JaHHOE 3a00JIEBAHUE HEBO3MOXHO, HO CYILIECTBYET MHOXKECTBO
MOJIXOJ0B TMOJACPKUBAIOIICH Tepanuu, MO3BOJSIONIMX CYIIECTBEHHO YIYYIIUTh KauecTBO
km3Hu naruenTtoB. C 2006 roga mosydmsl NMPUMEHEHHE Tpernapar, KOTOPBIA IMO3BOJISET
3aMeJUINTh MPOrPECCUPOBAaHUE OOJIE3HU, CMSATYUTh HEKOTOpbIE U3 ero mnposieiaeHuil. Ilomumo
mpernapata HeoOXoauMo He 3a0bIBaTh, O CHMITOMAaTHYECKOW Tepamuu, (GU3HOTEepaIuu,
peaduIuTaly ¥ TO3UTUBHOM OTHOIICHHUH K KU3HU YJICHOB CEMbH.

Ilamocenes.

[Tpu BCEX MYKOTIOJIUCAaXapua03ax HapyIaeTcs oOMeH (pacierienue)
rKko3aMUHOTTIUKAHOB (I'AI') — 0COOBIX CTPYKTYPHBIX KOMIIOHEHTOB COCTUHUTEILHON TKAHU.
['AI' — 3TO ANMMHHBIE LIETIOYKU MOJIEKYJ caxapa, KOTOpbIe COEIUHSIOTCS ¢ OelNKaMM U CIIyKaT
BaXHBIM CTPOUTEJIbHBIM MaTepUajioM sl KOCTEH, Xpsilied, KOXKH, CYXOXWIMH, KIJIalaHOB
cepama U MHOTHX Apyrux TkaHew. A’ comepxarcsi B BS3KOW CHHOBHAIBHOM IKUIKOCTH,
KOTOpasi yBJIAXKHSET CyCTaBbl, BXOJAT B COCTAB KJIAIIaHOB CEPALIA, CYCTaBOB M CyXOXWIHH. B
HOpME TPOUCXOAUT TOCTOSHHBIA mporecc oOpa3oBaHus «HOBbIX» ['Al' m pacmierieHne
«ctapbix». Jlns mponecca pacuierieHuss U nepepabotku AT HeoOxonuma rpymmna ocoObIX
6enkoB-(epmMeHToB. [l Toro uroods! pacmenuts ['AlT pepmeHTsl paboTatoT Mo ouepenu, Ipyr
3a JpYroM M PACHIEIUIAIOT JUIMHHYI0 Moiekyny ['AI'  nHa gwactu. YV manmentoB ¢ MIIC
OTCYTCTBYET ¢depmenT (ocoObit mis kaxkaoro tuma MIIC), kotopelii HEoOXoauM IS
pacIlerIeHHs ONPeIeIeHHOTO TNIMKO3aMUHOTJINKaHA.

VYV mammentoB ¢ MIIC II tunma mpoucxomaut HapyiieHHe paboThl 0co00TO (hepMeHTa,
Ha3bIBAEMOT0 HJIypOHaT-2-Cynb(araza, KOTOpPBIH HEoOXoauM Juid paciueruienust asyx AT —
nepMaTaHcyiabpaTa U TenapaHcyibdara B 0COOBIX CTPYKTypax KIETOK — ju3ocomax. [lpu
MIIC II pepmeHT 1160 MOTHOCTHIO OTCYTCTBYET, JTMO0 CHU)KEHA €r0 AKTUBHOCTb.

Hepacmeruiennsie nepmatancyabdar u renapadcyiabdar camu 1o cede He TOKCUYHBI, HO
MOCTETIEHHO HAKAIUTNBAsCh B KJIETKAX, BHI3BIBAIOT HAPYIICHUSI UX PAOOTHI.

TsoxkecTh 3a00JeBaHUsL ONpEIENseTCs CTENEHbI0 aKTUBHOCTH (pepMeHTa HIaypoHAat-

cynbdaraspl. MccnenoBanus mokasaiv, uyTo mpu Oosee Jerkux (opmax OO0JIe3HH, aKTUBHBIN
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(epMeHT NpUCYTCTBYET B OpraHu3Me B HeOOJIbIIOM KoiuuecTBe. K cokalieHuto B HacTosiee
BpeMs HeT crnocoba CIpOrHO3upoBaTh, TSDKEIOM WM Jerkod Oyner Oone3Hs. Popma
3a00JI€eBaHNs yCTAHABIMBAETCS KIIMHUYECKH BPayOM IO COBOKYITHOCTH CUMITOMOB M OBICTpPOTE
nporpeccupoBaHmst 3a00€BaHMS.

MIIC II ouenr penkoe 3aboineBanue. [lo oOIEHKaM CIENMAIUCTOB €ro0 YacToTa
npuosmsuTenpHo 1: 100 000 - 1: 150 000 HOBOPOKIEHHBIX.

HacaenoBanmne cunapoma Xanrepa.

CungpoM XaHTepa HMMEET pELECCUBHBbIM X-CUEIUIEHHBIM THUI HacleAOBaHUA. IJTO
O3HauaeT, YyTo I'eH 3a00JIeBaHusl HaXOAUTCA Ha X-XxpoMocoMme. YToObI MOHATh, KaK 3a00j1eBaHue
HacJie1yeTcsl, HEOOXOIUMO MOSCHUTh OCHOBHBIE MOHSATHSI FTCHETUKU. Y Ka)JI0T0 YelloBeKa UMeeT
JIBOITHON HAOOp reHOB, OIMH U3 KOTOPHIX OH MOJy4aeT OT MaTepH, Apyroid — oT otua. X u Y
XPOMOCOMBI OIPEACIIAIOT OJI YeI0BeKa. MyX4MHBI UMEIOT OAHY X XPOMOCOMY, HOJY4ECHHYIO
OT MaTepy U OAHY Y XPOMOCOMY OT OTLA. ¥ KECHIUMH B HAIMYUH ABE X XPOMOCOMBI OT MaTepu
u ot oTra. Takum o6pazom, MIIC II GoneroT TONBKO MaJbYMKH, a JICBOYKH, 32 HCKIIOUYCHUEM
PEIKHUX Ka3yHCTUYECKHX CIIydaeB, HUKOTAAa HE UMEIOT CUMIITOMBI 3a00jeBanus. Eciu sKeHImHa
apisiercs: Hocuteniem MIIC II, to cymectByer 50% puck, uTo oHa mepenact 3abojieBaHUeE
cBoemy cbiHy BMecte ¢ reHoM MIIC II, Haxonsmemes Ha X-xpoMmocoMe. OHako, eciu peOeHoK
HOJYYHUT «3/10pOBYIO» X-XpOMOCOMY, 3a0oyieBaHUS He BO3HUKHET. Takxke cymectByer 50 %
BEPOSITHOCTb, YTO JIOYb JKEHIIMHBI-HOCUTENBHUIIBI TakXke OyJeT HocuTeleM 3a00JieBaHUS U B
OyayiiemM cMoXeT nepenath Oosie3Hb BHYKY. Hocurensimu 3aboneBaHMsl Takke MOTYT OBITH U
CECTpbl MaTepH, MO3TOMY OYEHb BAXKHO YTOYHHUTH SBJSETCS JIM MaThb peOEHKAa HOCUTENIEM
00J1€3HM U PH HEOOXOAMMOCTH — 00CIIe10BaTh POJCTBEHHUI] )KEHCKOTO TI0J1a B CEMbE MaTepH.

B cnyuae mnoaTBep)KIEHMS HOCHUTENIBCTBA 3a00JIeBaHHMS BO3MOYKHO IPOBEICHUE
IpeHaTaIbHONW MAarHOCTUKU — T.€. HA PAaHHUX CPOKaxX OEpPEeMEHHOCTH OINpeAeNuTh, OyAeT Ju
pebeHOK OOJIeH UITH 37I0POB.

Crnenyer Takke OTMETHTb, YTO MaTh IMAalMEHTa B PsJIE€ CIy4aeB MOXKET HE SIBIATHCS
HOcuTeNeM 3a00JIeBaHMsI U PUCK TOBTOPHOTO POXKJICHUS B CEMbE MallMEHTa MUHUMAJIbHbIH.

s onpenenennst HocutensctBa MIIC II menonsiyercs JIHK-anamms. Onpenenenue
AKTUBHOCTH (pepMEHTa HE BCET/1a ABJISETCS JOCTOBEPHBIM METO/IOM.

Bce cempu ¢ MIIC II pomxHBl 00S3aTENIBHO MPOHTH  MEAMKO-TEHETHYECKOe
KOHCYJIFTUPOBAHME U MOTYYHUTh MOJIHYIO HH(POPMALIMIO OT Bpauya-TeHETHKA O PUCKE MTOBTOPHOTO
IPOSIBJIIEHUS] JIaHHOTO 3a00JIEBaHUSl B CEMbE WM OOCYIUTh JOPYrue€ BONPOCHI, CBA3aHHBIE C
HacienoBaHueM 3aboneBaHud. B Poccunm Meamko-reHeTHuYecKue KOHCYJIbTallUM palboTaroT B

KaKI0M pCruoHeC.
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Kak ycranaBimBawT q1uarios?

Bpaun Ha ocHOBaHMM KIMHMYECKHX CHMIITOMOB MOTYT 3all0/I03pUTh OOJIe3Hb. 3aTeM
IIPOBOASTCS. Ja0OPATOPHBIE TECTHl U HMHCTPYMEHTAJbHOE HccienoBaHue. [lockonbKy pa3Hble
tunibl MIIC o4eHb TTOXO0XKH MO CBOMM KIMHUYECKHM TPOSBICHUSIM, HEOOXOIUMO MOATBEPIUTH
JUarHo3 C MOMOUIbIO JIaOOpaTopHBIX MeTon0B. Ha mepBoM sTame MpoBOIUTCS OMNpeelieHue
ypoBH# 3Kckpenuu I'Al" B Moue, KOTopbIi Bhilie y nanueHToB ¢ MIIC, 4yem y 310pOBbIX JIHO/IEH.
BropeiM 3TamoM MpOBOIUTCS U3MEPEHHHM AaKTUBHOCTU (epMeHTa HAypoHAT-Cyiab(paTa3bl B
KJIETKaxX KpOBHM, MATHAX BBICYIICHHOH KPOBM WM KYJIbTYpe KOXHBIX (ubpodmactoB. B
nanpHelmeM pekomeHnayercs nposenenue JIHK nuarHoctuku (ecnu akTUBHOCTH (pepMeHTa
OblIa CHMXKEHA) y peOeHKa, a 3aTeM y MaTepH, JUisl YTOYHEHUS SBJSIETCS U OHA HOCUTEIEeM
00se3Hu.

Kiununyeckue nposiBjieHus CHHAPOMAa XaHTepa.

CrerneHb BBIPaXEHHOCTH KIMHUYECKUX MPOSBICHUN MPHU CUHIApoMEe XaHTepa paziuyHa.
W3BecTHbI KpaifHe Tskenble (QopMbl 3a00JieBaHUSA, KOTOpbIE MPOSBISAIOTCA YK€ B PaHHEM
JIETCTBE, W JIOBOJIBHO JIETKHE, MsATKHe (GopMbl O0Jie3HH. B HEKOTOPBIX Clydasx Hajaudue
cuHApoMa XaHTepa HE BIUSET Ha MPOJOJKUTENBHOCTh JKU3HM MAllMEHTa, HO Ka4yeCTBO KHU3HHU,
0e3yCIIOBHO, CTpaiaeT Mpu Bcex ¢hopmax 0oJie3HH.

OcHoBHas 3a7aua Bpaudeid, OJIM3KUX U CaMOTO TMAIlMeHTa CIeNaTh KU3Hb MPH CHHIPOME
XaHTepa MakCUMajdbHO KOMGMOPTHOH, CHU3UTH PUCK TSKENBIX OCIOXKHEHUH, 3aMeITuTh
porpeccupoBaHue 00J1€3HU, CMATYUTh OCHOBHBIE CUMIITOMBI 3a00JI€BaHUS.

Jlanee omnucaHbl BO3MOXHBIE NMPOOJIEMBbI, KOTOPbIE MOT'YT BOZHUKHYThH Yy MAIMEHTOB C
cuaapomoM Xanrtepa. OHAKO ¢ yueToM OOJNBIION BapuaOeNbHOCTH KIMHUYECKHUX MPOSIBICHUH,
OHM MOTYT BCTPEUYAThCA JAJEKO HE Y KaXKJI0TO MALUEeHTAa JJaXKe B OJTHON CEMBE.

HeobxogumMo  moHMMarh, 4YTO  CHHAPOM  XaHTepa —  TPOTPECCHPYIOIIEe
MYJBTUCUCTEMHOE 3a00JieBaHHWE U TPOOJIEMbl MAlIMEHTOB HE OrPaHUYMBAIOTCS MOpPAXKEHHEM
CKEJIETa U CYCTaBOB — CTPAJAET HEPBHAs CUCTEMA, OPTaH 3PEHHUs, CIyXa, CEPAECUHO-COCYIUCTAast
1 OpOHXOJIETOYHAs CHCTEMBbI

Pannee pa3Burue, pocr.

et ¢ TsokensiMu (popMaMu CHHAPOMOM XaHTEpa Kak MPAaBUIIO POXKIAAIOTCS KPYITHBIMU
U 70 2 jer npuOaBisIOT B POCTe M Bece ObIcTpee, 4yeM OObIYHbIE aeTH. B Goiee crapuiem
BO3pacTe MpudaBKa MacCO-POCTOBBIX MOKa3aTesel npuoctanaBnuBaercs, u namuerTs ¢ MIIC 11
UMEIOT OoJiee HU3KUHM MO CPaBHEHMIO CO 3/IOPOBBIMH CBepCTHHKaMH pocT. Ilpu Gonee nerkmx
dbopmax pocT MOXKET OBITH B HOPME.

YMcTBEHHOE pa3BUTHE.
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YMCTBEHHOE pa3BUTHE JIETE C CHHAPOMOM XaHTepa 3aBUCHUT OT (hopmbl 3a00JIeBaHMUS.
[Tpu TspKENTOM TeueHUU OOJIE3HM BCIEICTBUE HAKOIUICHUS TJMKO3aMUHOTJIMKAHOB B TOJIOBHOM
MO3r€ B BO3pacTe OT 2 710 4 JIeT OCTEIIEHHO OTMEYaeTcs 3aJepikKKa ICUXOPEUYEBOr0 Pa3BUTHS, a
B TIOCJIEJICTBUU JETH TEPSIOT paHee NMPUOOpeTeHHble HaBbIKU. CTENeHb HHTEIEKTYalTbHOTO
nedunuTa BapbUpyeT Y pa3IUYHbIX MAllMEHTOB: HEKOTOPBIE MAbYUKU C CHHIAPOMOM XaHTepa
CIIOCOOHBI TPOU3HECTU JUIIb HECKOJIBKO CJIOB, JIPYyrHMe MOTYT TOBOPUTH pPa3BEPHYTHIMU
IPEUIOKEHUSAMH, YUTaTh U paccKa3plBaTh CTUXU. MHOrMe poauTenu OTMEYaroT, YTO OYEHb
Ba)XHO 3aHMMATHCS C peOEHKOM KaK MOXHO 00JibIie, 0cOOEHHO B paHHEM BO3pacTe, 10 TOT0, Kak
00JIe3Hb 3aTPOHYJA UHTEUIEKTyallbHble QYHKIUU. J{axke mocie yTpaTbl peud JETH COXPAHSIOT
CIIOCOOHOCTh K SMOIIMOHAJBLHBIM TEPEKUBAHUSM, CIOCOOHBI TOHMMATh CBOMX OJHM3KHX,
UCIBITHIBATh PaZ0CTh U OrOPYEHUE.

VY marnueHToB ¢ JIeTKOH (hopMoii cuHApoMa XaHTepa MHTESIUICKT MOXKET OBITh B TIPE/Ieax
HOpMBI. HekoTopkie B3pocibie MalueHThl UMEIOT BhICIIee 00pa30BaHUE M BHICOKUN COIMANIbHBIIM
CTaTycC.

BHemnne oco0eHHOCTH.

Buemnuii BUJI manueHTOB ¢ Tskeynol (opmol cuHAapoma XaHTepa HEOOBIYEH, OHU
0oJbIIe MOXOXHU IpYr Ha Apyra, 4eM Ha CBOUX POJUTENEH U 370pPOBBIX OpaTheB MU CECTep.
M3MeHeHHs CTpOeHHUs Ml 0003HAaYaloT CHEeIHMaIbHBIM TEPMUHOM JIMIEBON AU3ZMOP(U3M, WIn
orpy0seHue 4epT Juia. ¥ NalueHTOB KpYyIMHas ToJIoBa, KOPOTKas Iies, Kpyrioe JHIO0, IIUPOKHil
HOC C IIMPOKOW MepeHOocHlled. JTO B OOJbIIEH CTENEHM XapaKTepHO A TsDKEIoW (hopMbl
oose3nu. [lpu merkoit m mpomMexyTouHoil ¢opme 3abojeBaHUs OCOOCHHOCTH BHEIIHETO BHUIA
CTOJIb HE3HAYUTEIbHBI, YTO MOT'YT ObITh BHJIMMBI TOJIBKO BpayaMm, a OJIM3KUE U 3HAKOMbIE MOTYT
UX COBEPILIEHHO HE 3aMeYaTh.

[Tpu MIIC II xoka ToncTas W KecTKasi, 4TO 3aTPyaHSIET 3a00p KPOBH U HCIIOIH30BAHHE
BHYTPUBEHHBIX KaTE€TEPOB.

CkeJieT, ONIOPHO-ABUTaTeIbHASA U KOCTHO-CYCTABHAsI CHCTEMA.

IIpu MIIC II Tuma, xak W TOpU BcexX Jpyrux (opMax MyKOIMOJUCAXAPUIO30B,
CYILIECTBYIOT MpoOsieMbl ¢ GOpMUPOBaHHEM M POCTOM KocTel. IlopaxkeHne MHOTHMX KOCTEeM, C
U3MEHEHHEM HX (OpMbI HAa3bIBAIOT MHOXECTBEHHBIM Ju30cTo30M. [lpu Tspkenont ¢opme
cuHapoma XaHTepa U3MEHSETCSl CTPOEHHE MO3BOHKOB. OIMH WM J1Ba NO3BOHKA B CEPEAMHE
CIHMHBI MHOTJAa OBIBAIOT YIUIOIIEHBI OOJbIIE, YeM OCTalbHbIE W ClIerka CMelleHbl. Takoe
CMEIIEHUE TTO3BOHKOB MOXKET OBITh MPUUYWHON MUCKPUBIICHUS MO3BOHOUYHHUKA (KHU(]O3, CKOIHNO3).

OOblYHO TIpH JaHHOM 3a00JICBAaHWW WCKPHUBIICHHE ITO3BOHOYHMKA HEOOJIBIIOE M  PEIKO
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HY)KJAcTCd B XHPYPIMUECKOM JICYCHHH. ECIM HCKpUBIEHHE IO3BOHOYHMKA WM CKOJIMO3
IPOrpeccupyer, To TpedyeTcs ONepaTuBHOE JEUCHHE.

Camble cepbe3Hble, ONacHbIC U )KU3HEYTPOXKAIOIINE MPOOIEMBI CBSA3aHbI ¢ Aedopmarueit
U OCOOCHHOCTSIMHU CTpOCHHUs IMIeiHOro otnena. Ecim cnuHHOH MO3r OyneT caaBieH WIN
HOBPEX/ICH (IIeliHas MUEJIONaTHsl), HapylIaeTcsl MHHEPBaLMs BCEX YacTel Tela, YTo MPUBENET K
cJ1a00CTH KOHEYHOCTEH (Iape3bl), HapyLeHUsIM XOAbObl, KOHTPOJIS HaJ Ta30BbIMU (YHKLUIMHU
(Mouencmyckanue u aedekarus), a MHOTJa JaKe JIbIXaHHsl.

TyronoaBm>XHOCTh CyCTaBOB XapakTepHa ais Bcex (opm Mykomonmcaxapuao3os. C
roJlaMy TYTOIOJBM)KHOCTb CYCTaBOB MOXET IPOTPecCUpOBaTh U CTaTh NMpUUMHOM Ooneil. M3-3a
OTPaHUYEHUS MOJBUKHOCTU CYCTaBOB M OCOOEHHOCTEH CTPOEHHUS MENIKHX KOCTeH KHCTH,
HAJIBIBI PYK CTAHOBSITCS )KECTKUMHU U UCKPHUBIIIOTCS, (POPMHUPYS TaK HA3bIBAEMYIO «KOTTHUCTYIO
KUCTh». M3-3a TyromojgBHKHOCTU KPYIHBIX CYCTaBOB M OCOOCHHOCTEH CTPOEHHUS KOCTeH
HAlMEeHThl XOAT C CJEerKa COTHYTBIMM KOJEHSMHM U OelxpaMu. Y HEKOTOPHIX MAIMEHTOB
pasBuBaercs X-00pa3HO€ MCKPUBIIEHHE HW)KHUX KOHEYHOCTeH (BajbrycHas naedopmarius).
BonpmmHCTBO Bpadeld CYMTAIOT, 4YTO JaHHas jAedopMamusi HOCHUT TNPUCTIOCOOUTEIHHBIN
XapakTep, oMorasi NalueHTy pacupeeNsaTh BEC, I0ATOMY ONEPaTUBHYIO KOPPEKIIUIO B paHHEM
BO3pacTe Jydyllle He MpoBOAUTb. Kpome TOro, B CBA3M C CIa0OCTBIO CBSI30YHOrO ammapara u
HapyLEHUIX CTPYKTYpPbI KOCTEH, oneparus MoxeT ObITh Hea(h(heKTUBHOM, U nedopmanus yepes
HEKOTOPOE BPEMSI BHOBb BEPHETCSI.

B psge cinydaeB BO3HMKAaeT MOpa)K€HUE TOJIOBOK OEIpPEHHBIX KOCTEeH (acenmTuuecKuit
HEKpO03), YTO MOXKET IMPHUBOJAUTH K OOJEBOMY CHHIPOMY M W3MEHEHHUIO MOXOJKHU IO THUIY
"yruHONn".

Oprassl AbIXaHHS.

Hapymenne nprxarenbHoi cuctemsl y nanueHToB ¢ MIIC cBsi3aHo Kak ¢ 0COOCHHOCTSIMH
CTPOCHHMsI CKelleTa, XpsIiedl Tpaxewn u pebep, Tak M ¢ HakorieHHeM ['AlT B MSTKHUX TKaHSIX
(YBENIMUMBAIOTCS a/ICHOM[BI, CIU3UCTBIC, BBICTUJIAIONIUE JbIXaTeJIbHbIE MYTH CTAHOBSTCA
PBIXJIBIMU, THUNEPTPOPHUPOBAHHBIMU, B pe3yJbTaTeé YEro IMPOCBET JAbIXaTEJbHBIX IyTeH
YMEHbILIAETCH ).

Tpaxes y mauuentoB ¢ MIIC Gonee rubkas u MsArkas, u3-3a HEMPABHIBHOTO CTPOEHUS
00pa3yIoIMX €€ XpSIIEBBIX KOJEl, KpPOME TOro, OHa CYXKaeTcs H3-3a CKOIUICHUS CIIU3H.
ITpouecc npixanus y nauumeHToB ¢ MIIC HapymeH. Ba)kHO mOHHMMAaTh, 4TO HEIOCTATOYHOE
CHa0)XCHUE TKaHEH KHCIOPOJAOM (THIOKCHS) BIUAECT Ha (YHKIMIO BCEX OPraHoOB, MO3ITOMY

yIy4dllIeHUE bIXaTeNbHON (QYHKIIMN — OJHA U3 MEePBOOYEPEIHBIX 3aa4.
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IIpobnembl ¢ JpIxaHHEM yCYryOJsieT HM3MEHEHHOE CTPOEHHE TIPYAHOH KIETKH:
BCJIEJICTBHE HAPYLLIECHUs COUWICHEHUS MEKAY peOpaMu U IpyAMHON IpyIHAs KJIETKA KECTKas» U
HE MOXET JBHraTbCs CBOOOJHO, HE MO3BOJASA JIETKUM HaOpaTh OoJbIION 00BEM BO3ayXa.
[Ipobnema ycyryOmnsieTcs eie U TeM, YTO YBEIMUYCHHBIC MEYCHb U CEJIE3€HKA «IIOJKHUMAIOT»
nadparMy M 3aTPYAHSIOT HOPMAJIbHYIO 3KCKYpPCHUIO JIETKHX. DTH OCOOCHHOCTH NPHUBOIAT K
TOMY, YTO MALUEHTHI XYK€ MEPEHOCIT NHPEKIUN BEPXHUX JbIXATEIbHBIX IyTeH U JIETKUX.

[lepBbIMM CHUMIITOMaMH HapymICHHH (YHKIUU BEPXHHUX JBIXaTEIbHBIX IyT€H MOTYT
CIIY’)KUTh HOYHOH Xparl, IIyMHOE JbIXaHHe, OOCTPYKTHBHOE HOYHOE almHO? (KPAaTKOBPEMEHHBIE,
JI0 HECKOJBbKUX CEKYHJ 3aJepXKKH [JbIXaHHWsS BO BpEeMs HOYHOro cHa). Takue HpOsBICHUS
JOJDKHBI HAaCTOPa)KMBAaTh, TaK KAaK B JAJbHEHIIEM MOI'YT IPOIPECCHUPOBaTh U IPUBOJUTH K
Pa3BUTHIO OCJIOKHEHUH CO CTOPOHBI APYTHUX OPTaHOB (Cep/le, TOJIOBHOM MO3T).

[Manmentsl ¢ MIIC CKJIOHHBI K Pa3BUTUIO OTUTOB, PUHUTOB M BOCHAJICHUIO JIETKUX,
[O3TOMY AaHTHOAKTEpUAIbHYIO TEpaluI0 CIEAyeT HauMHaThb YK€ Ha paHHUX CTaIMsX
3aboseBaHus. HeCOMHEHHO, HYHO KOHCYJIbTHPOBATHCS CO CIELUAINCTAMM, a HE 3aHUMAThCS
CaMOJICYCHUEM.

HecmoTpst Ha penkocTh U TSXKECTh 3a00JI€BaHUS, CIEAYET NMOMHHUTb, YTO BaKLMHAIUS
naiuentam ¢ MIIC o6s3arenpHa, Tak Kak MOMOTaeT NPeJOTBPAaTUTh Pa3BUTHUS 3a00JieBaHUM,
NOpaXKaloIUX JIETKMEe, B TOM 4YHCJIE€ BaXXHO HE IMPONYCTUTh BaKIMHALMIO IPOTHB
THEBMOKOKKOBOW MH(EKIIHH.

PoroBast mosiocTh M 3y0Obl.

VY nanuentoB ¢ MIIC II 3y0bl MOKPBITHI XPYNKOW 3Majblo, YTO MPUBOJUT K OBICTPOMY
pa3BuTHIO Kapueca. OueHb BayKHO TILATEIFHO YXa)KUBATh 3a 3y0aMU U PEryJsipHO UX YUCTHUTb.

CepaeuHo-cocyaucrasi cucTema.

[Tpaktrueckn y Bcex marueHTtoB ¢ MIIC II maGmromaeTcss  W3MEHEHHUS CO CTOPOHBI
KJIalaHHOTO anmnapara (YIIoTHEHHE CTBOPOK U XOPJI KJIallaHOB).

IIpu ocMoOTpe ManMeHTOB ¢ CUHAPOMOM XaHTepa Bpau MOXKET oOpaTWTh BHUMaHHE Ha
HaJIMuMe «ymMoB» B cepaue. Kak mnpaBuio, 3TO CBA3aHO C MOPAXKEHUEM KJIAllaHOB:
MOBPEXACHHBIN KJIallaH 3aKpbIBAeTCSl HEIUIOTHO, TNPHM COKpPAUIeHWHM cepila HeOoIblIoe
KOJIMYECTBO KPOBM JIBUTaeTcs B OOpPATHOM HANpPAaBIEHUHU, YTO U BBI3bIBAET IIYM, KOTOPBII
CJIBIIINT Bpad. Yarie Bcero nopa)katoTcsi aOpTAJIbHbBIM U MUTPAJIBHBINA KIIallaHBI.

[lopaxeHnue Jerkux, O KOTOPOM HAaIMCAHO BBIIIE, TAK)KE MOXKET CTaTh NPUYUHON
MU3MEHEHHUH O CTOPOHBI cepAana. «IIpokaunBanuey» KpoBH 4epe3 N3MEHEHHBIC JIETKUE, TIPUBOIUT
K Ieperpy3Ke TMpaBbIX OTAEIOB CEpAla M Ppa3BUBACTCA IPABOCTOPOHHASA CEpACYHAsd

HEAOCTATOYHOCTD.
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IIpu  TsKEnOU bopme cuHapoma  XaHTepa  BCIEACTBHE HAKOIUICHUS
[NIMKO3aMHUHOIVIMKAHOB ~ HENOCPEACTBEHHO B CEPAEYHOM  MBIIILE MOXKET  Pa3BUTHCSA
KapAMOMHUOIATHUS.

Bpromnas moJocrs.

[Ipu cungpome XaHTepa MEUYEHb W CEJIE3€HKA YBEIWYEHbl HW3-3a HakomieHus ['Al
(remarocnjaeHOMeraius). YBEJIWYEHHE I€4eHU OOBIYHO HE INPUBOAUT K HApYUICHHUIO €€
(GYyHKINU, HO MOXET BIHUATh HA MEPEHOCHMOCTb TOW MM MHOM MHUIIM, a TAaKXKe yCyryOJsTh
JIBIXATEIIbHBIC POOIEMEI.

IIpu Myxomonucaxapuao3ax, Kak IpaBHJIO, XXHMBOT YyBeIMYeH B oObEME 3a CcyeT
rernaTocIUICHOMETaAIMM M c1aboCTH MHpPSIMBIX MBIIIL] JKUBOTA. Takke YacTo BO3HUKAIOT
COUYETaHHbIE WJIM U30JIMPOBAHHBIE IPHLKU (ITyIIOYHAsI, [1aX0Basi, [1aX0BO-MOILIOHOYHOW U CpeiHel
JWHUAW XUBOTa). Kak mpaBmiio, IIaHOBOTO ONEPATUBHOTO JICYEHHUSI TPEOYIOT MaxOBbIe I'PHIKH,
OJIHaKO TPBIKHM MOT'YT BO3HUKHYTh BHOBb. [lyrouHble rpbikyu HEOOIBIINX Pa3MEPOB OOBIYHO HE
TpeOyIOT ONepaTUBHOTO JieueHus. Perienne o HeOOXOMMOCTH ONEPALH JI0JKHO TPUHUMAThCS
COBMECTHO C JIEHAlllUM BpayoM: IIOKAa3aHUEM K CpPOUYHOM oOmepanuu CIyXUT YILIEMJICHHE
IPBDKEBOIO BBIMSYUBAHHUS.

VY nanuentoB ¢ MIIC II Hepenko HaGmrofaercs HEYCTOMYMBBIA CTyN (3amOpbl WU
nuapest). [IpyunHa 53TOr0 10 KOHLA HEMOHATHA. Bo3MoXHO, Hapymaercs ¢GYHKIUS
BEreTaTUBHOM HEPBHOM CHCTEMbI, NMOCKONbKY ['Al’ HakamiauBaroTCs B HEPBHBIX KIETKaxX
KMILIEYHUKa. Jluapes MOXeT ucue3aTh ¢ BO3pacTOM, HO BO BpeMs IpueMa aHTUOMOTUKOB MOXKET
NOSIBJISIThCSL BHOBb. Ecnu nuapesd BO3HMKJIA HU3-3a INpUeMa AHTUOMOTHMKOB, Bpaud MOTYT
Ha3HAYUTh Mpenaparthl, CHOCOOCTBYIOLIME HOPMalIM3alMd MUKpodopsl kumeuHuka. Ecmu
NalMeHT MaJlo JBMraeTrcs, TO MOTYT pa3BUThCS 3amopel. B sTtom ciywyae 3¢ddexTuBHO
YBEJTUYCHHUE B PAIIIOHE KOJUYECTBA TPYOOH MUK (KIETYATKH).

HepBHas cucrema.

3amepkka U perpecc ncuxoMoTtopHoro pasButus npu MIIC II  cBsazaHo ¢
HENOCPEACTBEHHbIM HakoluieHueM ['Al’ B knerkax Mosra. Taxke CBOK0O JIeNTy BHOCST
HEeaJIeKBaTHasl BEHTUJISIUS M TUIOKCUS TOJIOBHOTO MO3ra, MOBBIIIEHHE BHYTPUYEPEITHOTO
JaBJICHUsI BCIeACTBUE TUApoLedatni, HapyllleHne MO3HaBaTeIbHbIX CIIOCOOHOCTEN BCIIEICTBUE
CHIDKEHHSI 3peHus U ciyxa. ['po3HbIM ocioxHeHueM npu Tsokenbix popmax MIIC 11 sBusercs
HapyLIeHUE IHUPKYISALIUU CIIMHHOMO3TOBOW JKHUAKOCTH C pa3BUTHEM rujapouedanmuu. B stom
Cy4yae TMAalHMeHThI >KAIYIOTCS Ha TOJIOBHBIE O0nHM, y JeTell oOpamaroT Ha ceOs BHHUMaHHUE

OECIOKOMCTBO, PBOTA, 3ajJepkKka pa3BuTHA. HeoOXxomuma KOHCyNIbTalMs Bpada HEHpOXUpypra
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JUISL pelIeHHUs] BOIpoca O HEOOXOAMMOCTH OINEPAaTUBHOIO WM MEAMKAMEHTO3HOIO JICYEHUU
JTAHHOTO OCJIOKHEHUS.

Ecnu BO3HHMKAIOT TOMO3peHHMS HA ruapornedannio, TO HEOOXOAMMO TPOBECTH
KOMIIbIOTepHYIO ToMmorpaduio win MPT. Ocmorpa rina3HOro gHa BpauoM-OQTaaIbMOIOrOM
HEJI0OCTaTOYHO JUIsl MOCTAHOBKHM JWarHosa, T.K. ruaponedanus y aereid ¢ MIIC II moxer
pOoTeKaTh U 0e3 3aCTONHBIX U3MEHEHH Ha TJIa3HOM JIHE.

OnepatuBHOE JIeYeHHE TUAPOICHATHN 3aKITF0YACTCS B TOM, UYTO B JKEIYIOYKH TOJIOBHOTO
MO3ra BBOJST TOHKYIO TPYOKy (IIIyHTa), KOTOpas OTKa4MBAaET JIMIITHIOK XUIKOCTh B OPIOIIHYIO
MOJIOCTh. Y TAaKOro LIyHTa €CTh YYBCTBUTENIbHBIA K JIABJICHUIO KJIallaH, KOTOPBIM MO3BOJISET
OTKAuMBaTh IePEeOPOCHIMHANBHYIO KHJIKOCTh, KOTJa JaBJICHHE CIHMHHOMO3TOBOH KHIKOCTH
CTAHOBUTCS CJIMILIKOM BBICOKHM.

He wmenee rposnsim ocnoxknenuemM MIIC sBisieTcss cnaBieHWe CIOMHHOTO MO3ra B
MO3BOHOYHOM KaHaje WH3-3a YTOJIIEHHS OOO0JIOYEeK CIHMHHOTO MO3Ta C HeCTaOMIbHOCTHIO
MIO3BOHKOB, Yalle — B BepXHEM IIelHoM oTaene. CraaBieHWe MNPUBOAUT K TSHKEIBIM
HEBPOJIOTHYECKUM OCJIOKHEHHUSM, YaCTO HEOOPaTUMBIM — HAPYIICHUH MOXOJIKH, OrPaHUYCHUE
JIBIDKCHUM KOHEUHOCTSIMHU, TEpseTCsl KOHTPOJIb HaJl MOYCHUCITYCKaHHMEM H Jedexarnuei,
HapylaeTcs JAbIXxaHue. PaHHee XUpyprudeckoe BMEIIATEIbCTBO UMEET PEIIAONIEE 3HAYCHHUE B
YCTPaHEHHUH CTEHO3A.

Eme ogHMM OCIOXHEHHEM CO CTOPOHBI HEPBHOW CHUCTEMBI MOXKET OBITh KapradbHBIN
CHUHIPOM (3amsICTHBIM CHHAPOM, TYHHEIBHBIH CHUHIPOM) — paclIpOCTpaHEHHas mpoldiema y
nanrenToB ¢ MIIC. HepBol mpoXoasT yepe3 3amsicThe MEX1y 3alsICTHBIMU KOCTSIMU U CBSI3KaMHU.
Vronuenue cBA30K 3a cuer HakormsieHus ['AlT oka3biBaeT AaBieHHE Ha HepBbl. [IposiBieHuem
ATOr0 CHHApPOMA MOTYT OBITh 0ONb M OHEMEHHE MajblleB PYK M TPYJHOCTH C 3aXBaTOM
MPEIMETOB.

Jns AMarHOCTUKHM HM3MEPSIOT CKOPOCTh MPOBEJAEHWS HEPBHOTO HMMITyJIbca B 00JacTH
KHUCTH. OJTO MpoOcCTas Mpoleaypa, MO3BOJISIONIAS YCTAHOBUTh HAJU4YME€ WJIH OTCYTCTBUE
MOBPEK/ICHHS HEPBOB.

HekoTopsie HapylieHHs HEpPBHOM CHUCTEMBbI (ABUTaTElIbHBIE PACCTPOWCTBA) SIBISIOTCS
BTOPUYHBIMU U B OOJIBIIIEH CTEMEHU CBSI3aHbI C MOPAKCHUEM CKEJIeTa.

Opran 3pennus.

Haxomnenne I'Al" mpoucxouT BO MHOTUX TKaHSX, B TOM YKCJI€ U B POTOBHIIE, TO3TOMY
MOJKET HabmoaThCcs ee moMyTHeHHe. OJHUM U3 IPU3HAKOB U3MEHEHUS! POTOBULIBI  SIBISIETCS

HEMIEPCHOCUMOCTD APKOI'0O CBETA, TaK KaK IIOMYTHCHHEC BBIZBIBACT HCIIPABUJIBHOC ITPEIIOMIICHUEC
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cBeta. B aTom cimydae MoryT momModb CONHEYHbIe OUKH. Eciu moMyTHEHHE POTOBHIIBI TSKENOe
— YXYAILLIAeTCs 3peHre, 0COOCHHO IIPU TYCKIIOM CBETE.

Otnoxenne ['Al"' B ceTdyaTke MOXET MPUBECTH K MOTEpe MEpUPEPUUECKOTO 3pEHUs H
HUKTAJIONNHU («KYpUHOH ciienore»). PeOEHOK MOXKET MyraTbCsi M OTKA3bIBAaThCA XOJUTh B TEMHOE
BpeMs cyTok. JKenarenbHO OCTaBISATh HOYHUK BKJIIOYEHHBIM B crHalibHe M Kopuaope. MHorma
MOTYT BO3HHKATh IMPOOJIEMbI CO 3pEHUEM, BBI3BAaHHbIC M3MEHEHHSIMH B CETUaTKE TIJa3a WU
[JIayKOMOW (IIOBBILIEHHBIM BHYTPUIJIA3HBIM JaBJIIEHUEM), IIO3TOMY pPErYJISPHBIE OCMOTpPbI
BpauoM-o(ranbmoniorom HeoOxoauMbl. C TOMOLIBIO CIEHMUATBHBIX HCCICAOBAHUI Bpay-
0 TATILMOJIOT TIOMOKET OMPENICIUTh, U3-32 YET0 MPOUCXOAUT YXYIIICHHE 3PEHUS.

Opran cayxa.

[Tpu Myxomonucaxapu03ax TYroyXxoCTb MOKET ObIThb HEHpOCEHCOpHas (CBsA3aHHas ¢
HapyIIEHUEM YYBCTBUTEIbHBIX (BOJIOCKOBBIX) KJIETOK B YJIWUTKE), KOHIYKTUBHAs (CBSI3aHHAs C
HapyIICHUEM 3BYKOIMPOBOSIIMUX IyTei) wiM cMemanHas (KomOuHanus AByX TumoB). [lpu
cugapomMe XaHTepa TYroyxoCTh, 4Yallle HOCHUT CMEIIAHHBIM XapakTep M MPOTPECCHPYET C
Bo3pacToM. Pa3nuuaroT 3 CTENeHM TYroyXOCTM — JIETKYIO, YMEPEHHYI0 M Tskeilytro. B
3aBUCHUMOCTH OT THIAa U TSKECTH MOPAXEHHUS CIyXxa NPUMEHSIOT pa3jMyYHble IMOAXOIbI K
koppekuuu. KpaiiHe Ba)XKHO, Kak MO>KHO paHbIII€ 3aMETUTh NMPU3HAKU CHMXKEHUS CITyXa, TaK Kak
0e3 KOpPPEeKIMH TYroyxocTh MeIIaeT HOPMajIbHOMY pa3BUTHI0O W OOYYEHMIO IalMEHTOB.
dakTopoM, ycyryOJsIomKUM HapylIeHHEe cllyxa, SBISIOTCS 4acThle MH(EKIMH CPEIHEro yxa
(oTHUTHI).

Jleyenue, Ha0J1101eHUE U TIAHOBBIE 00C/IeIOBAHUS.

Bpauamu skcriepraMu U3 pa3HbIX CTpaH ObUTH CO3JJaHbl PEKOMEHJAIMU [0 HAOI0ICHUIO,
JuarHocTtuke u yiedeHuto nanueHTos ¢ MIIC Il tuna. B naHHOM paszesne Mbl KpaTKO pacCKaXeM
0 HUX.

Habnrooenue, nnanoswie 00c1€006aHUA U MECMDbL.

s Toro, 4ToObl OLIEHUBATh COCTOSHUE MAIMEeHTa, Y3PQPEeKT MPOBOIUMON (pepMeHTHON
Tepanuy, (U3MOTEepanuu CyIIECTBYIOT pPa3JM4yHble TeCTbl M MKaabl. OueHb BaXXHO HE
OTKa3bIBaThCsl OT MPOBEAEHHUS OSTUX HCCIENOBaHMM, MOTOMY YTO OHHM IOMOTalT Bpadyam
O00BEKTHBHO OLIEHUBATh COCTOSHUE IMallMeHTa, 00OCHOBAThH JIEYEHHE WJIM BBECTH M3MEHEHUS B
porpaMMbl peadMINTalMK U aOUIIUTAIUH.

CaMbIM M3BECTHBIM SBJISIETCS O-MHUHYTHBIM TecT XoapObl. CyThb 3TOr0 TECTa OYEHb
pocTasi- OLEHUTh BBIHOCIMBOCTH MalMeHTta. llanuenty mpeayiaraioT  XOAWUTh MO JUIMHHOMY
Kopuziopy 6 muHyT. TecT olleHUBaeTCsl KOJMYECTBOM MPOMICHHBIX IIaros 3a 3To Bpems. Korga

IIPOBOAMJIN TIEPBBIE KIMHUYECKHE UCIBITaHUs Npenaparta anas jedeHus MIIC pasHbIX THUIOB,
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UCCIIEIOBATENN OLIEHUBAINM 3TOT IOKa3zaTellb 0 M IOocie Hayajga (epMEHTHOH Tepamuu u
CPaBHUBAJIM C TPYIIONW MAIMEHTOB, MOJy4yaBIIUX Iane6o. MIMEHHO 3TOT TecT mokas3al, 4To
depMeHTHasT 3aMecTHTEIbHAas Tepamus YIydllaeT BbIHOCIMBOCTh IALIMEHTOB U  HUX
JIBUTATENIbHYIO aKTUBHOCTb.

YroObl OLEHUTh CTENEHb OIPAaHUYEHUS IbIXaHUS, BpPad MOXET IPOBECTU JIETOYHBIE
(GyHKUMOHAIbHbIE TecThl. JleroyHble (YHKUMOHAIBHBIE TECThl  ONPEHEISAIOT, KakKou
MaKCHUMaJIbHBI 00BEM BO3JlyXa MOXET BJIOXHYThH MAllMEHT, U HACKOJIBKO OBICTPO MPOUCXOAUT
ra3o00MeH. DTH TECThI MOTYT BBISIBUTH 3a00JI€BaHUS JIETKUX, ONPE/ICIUT CTETIEHb MOPAXKCHUS U
oueHuTh 3(deKkTuBHOCTH JeyeHHs. TecTbl OOBIYHO BBINOJHSKOTCS C HCHOJIb30BAHUEM
crienManbHOro o0opynoBaHus. Bo BpeMs HccienoBaHMs HYXHO II0 KOMaHZE BIbIXaTh,
3aJepKUBAaTh BO3AYX, BBIIABIXaTh. VcciemoBaHne (QYHKIUHM JIETKUX HE TPEACTABISAIOT PHUCKA
3JI0pOBBIO.

BeicnymuBanue (ayckyabTanus) cepAlia AOJKHO ObITh 00S3aTENbHBIM U PEryJsipHBIM
UCCIICIOBAaHMEM [UI TALMEHTOB C MYKOIIOJMCAXapuao3aMu. BaXHBIM METOJ0M H3ydYeHHs
cepila sBISETCS YIbTPa3ByKoBOM — a3xokapauorpadus (9xo0-KI'), koropass Oe3omacHa,
0e3005e3HeHHa U BbICOKO MH(popMaTuBHA. COBpeMEHHbIE TPUOOPHI O3BOJISAIOT MOJIYYUTh OHO-
, IBYX- U TpeXMepHOe M300paKeHHEe CepJlla, ONMPEIeIUTh CKOPOCTh KPOBOTOKA U JIABJICHUE B
pasNIMYHBIX €ro  OTJeNax, ONpeAeiauTb HampaBlieHHe U TypOyJeHTHBIM  XxapakTep
KpoBOTOKa. OX0-KI' peKkoMeH1yl0T MPOBOAUTH MO MOKa3aHMUAM, HO He pexe | pasa B roa. Oto
UCCJIEJIOBaHUE HEO00XO0AMMO, YTOOBI OOHAPYXUTH JII0ObIE MPOOJIEMBI ¢ cepalleM (yBEINYEHHE
pa3MepoB, HapyLIEHHE COKPaTUTEIbHOU (DYHKIIMH, TOpakeHNE KIIalaHoB).

Heo6xonumo perymnspHo (Ba pas3a B T0J1) MPOBOAUTE MPOBEPKY CllyXa, AJIsi TOTO YTOObI
Cpazy ke HayaThb JeYEHHE U MAKCUMaIbHO COXPAHUTh BO3MOXHOCTb YUUTHCS U OOIIATHCSL.

Maznummnas pezonancnas momozpaghusi.

MPT mno3BOHOYHWKA JOJDKHA TPOBOIUTCS €XKETOJHO, C OCOOCHHBIM (OKYCOM Ha
00J1aCcTH, B KOTOPBIX MOXET pa3BUBATHCS KOMITPECCHUSI CIIMHHOTO MO3ra — IIEHHBIHN, TPpyIHOMH,
IpylONOsiICHUYHBIA oThensl.  [lammenTsl ¢ cuHIpoMoM XaHTepa JOJDKHBI HaOMIoAaThCs Y
XUpYypra-opTornena, 9To0sl KOHTPOJIHUPOBATH COCTOSTHUE IIEHHOTO OT/ela TTO3BOHOYHHKA. BaxHO
OIICHUBATh PE3YJIbTaThl UCCIIEIOBAaHHUI B JWHAMHKE, IO3TOMY BCE CHUMKH CIIEAYyeT XPaHUTh U
IPEJOCTABIIAT MPU KAXKIOM CIIEAYIOIIEM HcClieoBaHNH BpadaM. KoMnbroTepHyto ToMorpaduio
MIO3BOHOYHHKA MPOBOST, KaK MPABUIIO MEpe]l TNIAHUPYEMBIM OIIePATUBHBIM JICUCHHUEM.

Peumeenoepagus.

Pentren  meiHOro M rpyJonosiCHUYHOTO OTZENOB MO3BOHOYHMKA B JIBYX HPOEKIMSIX

CleyeT TPOBOAWTH Kaxasle 1-3 roma. DTO HCCIIENOBaHHWE MPOBECTH TEXHUYECKU OBIBACT
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npome, yeM MPT, kpome Toro pentrreHorpadus maer Ooisbmie WHpOpPMAIUM O CTPOCHUH
ITO3BOHKOB.

Cumnmomamuueckoe neueHnue.

OcHOBHast 1eJIb CUMNOTOMATHYECKOTO JIEYEHUS — CKOPPEKTUPOBATh BBbI3BAHHbBIC
3a00JIeBaHEM U3MEHEHHS.

Ckenem u onopHo-08ueamenvHas Cucmema KOCMHO-CYCMAasHasl CUCmeMd.

Baxxno HaiiTi OanaHc MeXIy BO3MOKHOCTBIO JKUTh MAKCUMAIIbHO TIOJTHOM JKU3HBIO U HE
JIOITYCKaTh OCIIOKHEHUH 3a00JieBaHUsl, CBS3aHHBIMH C OCOOCHHOCTSAMHU CTpoeHHs ckenera. C
OJIHOM CTOPOHBI, HE CIEAyeT YpPe3MEPHO OrPaHUYMBATH M ONEKATh MallM€HTa, HO Ba)XHO
MOMHHTb, YTO HEKOTOPHIE BUJIbI (PM3MUECKON aKTUBHOCTH, TaKHME KaK KyBBIpKaHHE, CTOHKa Ha
TOJIOBE W HBIPSIHUE JIOJDKHBI OBITh IMOJTHOCTHIO HMCKJIFOUEHBI W3-3a HECTAOWJIBHOCTH MICHHOTO
otAena. Paspemiarorcs Jierkue NMpbLKKH, HO HEJb3s JIONYCKATh CaMOCTOSATENIbHBIE MPBIKKU Ha
0o0e HOrd, MOTOMY YTO CHUCTEMa OIMOpPbI U KOOPAMHALMU JBUKECHHH y MAIlMEHTOB HE COBCEM
pa3Buta. PoauTensM MIKONFHUKOB HYXHO 00s3aT€IbHO COOOMIMTH 00 H3TOM YYHTEIIO
(U3KYIBTYPBHI.

[Tatiuentsl ¢ cuHApoMoM XaHTepa IOJKHBI BECTH TOJBIKHBIA 00pa3 XWU3HH, IS
nojyepxkaHusi QYHKIIMOHUPOBAHUS CYCTABOB U YIYUIIIEHHUSI OOIIIET0 COCTOSTHUSA 370pOBhs. Bpau-
¢bu3noTEpaneBT MOKET MOCOBETOBATH Pa3IMUHbIe KOMOUHAIINH €KEAHEBHBIX YIPaXKHEHUH.

NHTencuBHAs Tepanus Ui YIY4YLIEHUs] NOABUKHOCTH CYCTaBOB M ITO3BOHOYHHMKA, a
TaKKe MJIs YKpEeIUICHUsI CIUHHOW U OpIOIIHOM MYCKyJaTypbl PEKOMEHJOBaHA ISl BCEX
nanreHToB. YToObl YMEHBIIUTH TOCIEACTBUSL TUIEPIOPI03a, HEOOXOAUMO YKPEIUIITh BCE
TPYyNmbl TPYIHOW MYCKYJIATyphl, IPU 3TOM HYXXHO IIPOBOAUTH TEPAIMIO, HANIPABJICHHYIO U HA
pa3BUTHE MOSCHUYHO-KPECTIIOBOTO oTAena. HeoOxomuMo cienuTs 3a TeM, YTOObI MAIMEeHT He
MepEeHANPSTANICS U HE yCTaBaJl YpEe3MEpPHO, MOITOMY PEKOMEHIYETCSA TIIATEIbHO U3YYHUTh €r0
(U3UYECKOE COCTOSTHUE U COOTBETCTBEHHO MPOBOIUTH TEPAITHIO.

Ponurenssm pekoMmeHayeTcss NMPOBOAUTH TAKWE 3aHATHSA 10Ma, COYETas AKTUBHBIE U
NacCUBHbIE yrpakHeHHs. KoMIuiekc 3aHsITHI 10KEeH BKIIOYATh:

- YIpaXKHEHHS Ha BRIPaOOTKY OCAaHKHU M YyBCTBA PABHOBECHS;

- YIIPa)KHEHUS HA PaCTSHKEHUE;

- BOJHBIE TIPOIEAYPHI U 3aHSATHUS CIIOPTOM B BOJIe, OCOOCHHO ISl TIOXKHMIIBIX MAI[UEHTOB.
Paccrabnsromnuii Maccax u MOABOIHBINA MacCak OKa3bIBAIOT BeChMa OJIAarOMpHsITHOE ICHCTBUE.

OtaenbHOTr0 BHUMAaHUS TPEOYIOT 1e(OpMUPOBAHHBIC CTYITHU U KHCTH.

UtoOBbl TOANEpPKUBATH TOJBIKHOCTh CTYIMHEH HEOOXOIMMO IMPOBOJAUTH THMHACTHKY,

Jydlie BCEro JoMa Wiad BO Bpems urp. Ui CHATUS YPE3MEPHOIO MBIIIEYHOI'O HAIPSKEHUS
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HeoOXoauMa opTolequueckas oO0yBb, CTEIbKM U BKIAIBIIIM, KOTOpPHIE BBINOJHSIOT
MOJJIEP>KUBAIOITYIO (PYHKIUIO, B HEKOTOPBIX CIIy4asx — OpTe3bl. BaHHOUKH, Maccax HOT Takxke
HEO0OXOUMBI.

BaxHO BBITIONHATH YNPaKHEHUS HA PACTSHKKY MBI 33HEH MOBEPXHOCTH Oenpa U
TOJICHHU.

Jns  ynydiieHusT MeNKOH MOTOPUKM KHUCTeM pyK pEKOMEHJOBaHA HWHTEHCHUBHAS
TUMHACTHKA JUIsI TIANBIEB W JIAJOMIEK, KOTOPYIO POAMTENH MOTYT MPOBOIUTH aoma. Jlydiie
BCEro BBECTH €€ B TOBCEIHEBHBIC JOMAIIHUE PUTYabl, HAIIPUMEDP, BO BPEMsI €bl 3a CTOJIOM.
Urpel ¢ yyacTueM JiaJOHEH U MalbleB OYCHb IO YIIE IETSAM, HO BO BpeMs YNPaXHEHUH Ha
pacTsbKeHHE MOTYT MOSIBUTHCS 5KajloObl Ha O0JIb U HENPUSATHBIE CUMITOMBI. B maHHOM ciydae
XOpOIIIO TTIOMOTAIOT TETUIbIC BAHHOYKH JIJISI PYK, TIOYIICYKH C TPOTPETHIMU 3€PHAMU HITU MXOM,
TOp(OM, KOTOPBIE MAIIMEHT ACPKHUT B PyKax BO BPEMs UTP.

[Tocne WHTEHCHBHBIX 3aHSATUH AIIEKTPOTEpANMsi, PYUYHOH Maccak, BOJHBIA MAaccCak,
Tepanusi J1e4eOHON Tpsi3bl0, 3aHATUS Ha BOJHBIX TpPEHAXepaxX CHUMAIOT OO0Nb M MPHUHOCST
oOJieryeHue.

[Tpu mpoBeIleHUU BCEX aKTUBHBIX BUIOB TEPAIUU CIEAYET 0O0pamarh 0co00¢ BHUMAaHUE
HA PUTM JIBIXaHWS ¥ JIaBaTh JIOCTATOYHOE KOJUYECTBO TIEPEPBIBOB JIIST OTHAbIXa H
BOCCTAHOBJICHHSI JIbIXaHUSI.

Xupypeuueckoe neyeHue.

CylIecTBYIOT pa3UYHbIE MHEHHUS O HEOOXOJMMOCTH XHPYPTHUECKOTO BMEIIATEIIHCTBA.
Ho omeparuBHOE BMEMIATENLCTBO HECET OINMPEACIICHHBIE PUCKA W TPOBOJUTH HX CIIEIyeT B
ciaydasix ocTpod HeoOxomumocTtu. OaHy u3 Oonbiux ciaoxkHocted npu MIIC mpencraBiser
npoBeneHue aHectesuu. Mutybamus y moaeir ¢ MIIC tpeGyer ompeneneHHOrO HaBbIKa H
JIOJKHA BBITIOJHATHCS OMBITHBIM BpauoM. HecTaOMIBHOCT IIEHHOT0 OT/eNa TO3BOHOYHHKA Y
nanreHToB ¢ MIIC yBennuuBaeT puCcK TpaBMaTUYECKOTO NMOBPEXKICHUS, B TOM YHCIIE IIEHHOTO
OTJlella CIMHHOTO MO3ra, MPH BEACHUHM aHECTe3WH, TaK KaK MHOTHE aHECTEe3HOJOTHYECKHE
nocoOus CBS3aHBl C MaKCHUMAaJbHBIM pa3rh0aHueM Inen. B 3ToM ciydae HYKHO NMPUHUMATH
CIeIMAIbHBIC MEPBI MPEJIOCTOPOKHOCTH. ECIH MalMeHT Tomnan B KPUTHYECKOM COCTOSIHHH B
OOJIbHUITY, HEOOXOAMMO COOOIIMTH AHECTE3MOJIOTY, YTO BO3MOJXKHBI TPOOJEMBI C IIEeH |
uHTyOarme. JlprxarenpHble MyTH, KaK MPaBHIO, CYXEHBI, MOITOMY MOXKET MOTpeOOBaThCS
dHIOTpaxeallbHas TpyOka MeHblIero auamerpa. Cama yCTaHOBKa TakoW TPYyOKHM — OYEHBb
TPYIHBIN MPOIECC, W, BOZMOXHO, TMOTPEOYETCs] UCIOIb30BaHNE THOKOTO OPOHXOCKOIIA, YTOOBI

cenaTh 3TO aKKypaTHO.
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HecrabunpHOCTh 1IEHHOrO OT/A€da IO3BOHOYHUKA KOPPEKTUPYETCS C IOMOIIbIO
onepauuu (mweiHsil cnonannones). C MOMOIIBIO KOCTHBIX (PParMEHTOB MJIM MCKYCCTBEHHBIX
MaTepHuaioB (hOpMuUpyeTcs Ornopa, 00ObEAMHSAIONIAs 1BA BEPXHUX IMO3BOHKA U OCHOBAHUE Yepera.

Opean cnyxa.

HeiipoceHcopHas M KOHIYKTHBHAs TYroyXxocTb B OOJBIIMHCTBE CJIy4aeB MOTYT
KOMIICHCHPOBATBCS TI0I00POM CIIYXOBBIX alapaToB (CIyXOBbIC HMILUIAHTBI CPEIHETO yXa).

Cepoeuno-cocyoucmas cucmema.

B HekoTopbIX cilydasx MOXKET MOTpeO0OBAaTbCA XUPYpruyecKas omepanus JUisl 3aMeHbI
MIOBPEXKACHHBIX KJIAIIAHOB.

Hnghpexyuu.

BaxxHo, 4TOOBI OCYIIECTBISUICS XOPOIIUH YXO[ 3a 3y0amu, TaK Kak pa3pylIeHHbIC 3yObl
NPUYHHSAIOT CUJIBHBIA JAUCKOMQOPT U SABIAIOTCSA odaramMu umHpexkuuu. Heodxommmo perysipHo
YUCTUTH 3YyObl, MCIIOJIB30BaTh PacTBOPbI JUIs mosiockanus. Ho naxke mpu camol TiaTeabHOH
3a00Te 0 3y0ax, MOTYT pa3BUBAThCsl BOCHAIUTENbHbIE MpOLECChl. Pa3ipaKuTeaIbHOCTh, MIad U
0eCIOKONCTBO MHOIZIa MOTYT OBbITh €IMHCTBEHHBIMH CUMIITOMamH mpodiem c¢ 3ydbamu. Ilepen
ONEpaTUBHBIM JIEYEHUEM 3YyO0OB MAalleHTaM, y KOTOPBIX YyX€ JAMAarHOCTUPOBAHO MOpaKCHHUE
KJIallaHOB cepAlla, HEoOXOoAuM NpoPUIAKTUUYECKUM NpueM aHTUOMOTHUKOB Iepes U Iocie
JeyeHHst. DTO BBI3BAHO TE€M, UTO HEKOTOpbIE OaKTepUH U3 POTOBOM MOJOCTH MOTYT IPOHUKHYTh
B KPOBOTOK U BbI3BaTh MH(EKIIMOHHBIN Mpolecc Ha MOopakeHHOM KjamaHe. Ecinu HeoOxoanmo
yaajlieHue 3y0a TI0J] aHeCTe3WeH, H5TO [OJDKHO OBITh clejlaHo B OOJbHUIIE, a HE B
CTOMAaTOJIOTUYECKON TMOJIMKJIMHUKE, TOJ HAOII0JEHUEM OIBITHOIO Bpada-aHECTEe3UOJIora-
peaHrMaroJiora ¥ Bpadya-cTOMAaToJIOraA.

Jleuenne OPBUM y nanumentoB ¢ MIIC nydme Taxke HpOBOAUTH IO NPUCTAIBHBIM
BHHMaHueM Bpauda. CieyeT HOMHUTh 00 0COOEHHOCTSIX MPUMEHEHUSI CTaHJapTHBIX MpenapaTtoB
y 3TOM rpymnmbl nmanueHtoB. Hampumep, Takue jekapcTBa Kak aHTUTHCTaMUHHBIE Mperaparbl
MOTYT CYWIUTh CJIM3UCTYIO, J€jas €€ TOJIE, NPOTUBOOTEUHBIE WM COCYIOCYKHBAIOLIUE
CpPEeICTBA MOTYT TIOBBICUTH KpOBSIHOE€ [aBIEHME M CY3UThb KPOBEHOCHBIE COCYHbI, YTO
HexenarenbHo nmpu MIIC.

N3-3a ocoOeHHOCTEW CTPOEHHs TO3BOHOYHHMKA M TPYJHOM KIIETKH, NAlMEHTaM C
CHHJIpOMOM XaHTepa CJIO)KHEE CIPAaBUThCA C HH(EKUUEH, eclu OHa 3aTparuBaeT JIETKUe,
MIOSTOMY Bpauu Jiaxke NP HE3HAUYUTEIbHOW HHPEKIIMH MOTYT Ha3HaYaTh aHTHOMOTHKH.

YroObl HOpMaIN30BaTh LMPKYJALHUIO BO3J1yXa B JIETKHX, PEKOMEHIYETCS MPOBOIMTH
UTPBl C MBUIBHBIMU ITy3BIPSIMH, BATOM, COJIOMMHKAMHU Ul HAaIMTKOB, OyMa)KHbIMU IaKeTaMu U

JIPYTUMH TpeAMETaMH, TPeOYIOUTMMH aKTUBU3ALUMU PAOOTHI JbIXaTEIbHON cUCTEeMbl. BO3MOXKHbI
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UIPbl C BO3AYIUHBIMHU IIAapamMu WiaW Ms4amu. [ nereil mocrapiie Wiu MOAPOCTKOB MOXHO
pa3paloTarh 3apsAKy Ha PacTsSHKEHHE MYCKYJIOB I'PYIHOM KIETKH, KOTOPYIO POAUTENIU CMOTYT
IIPOBOAMTH CAMOCTOSITENILHO.

[TaccuBHBIE yIpaXKHEHUS AJIs IPYAHOM KIETKU NPUMEHSIOTCS /ISl TAallMEHTOB C OCTPBIMHU
MHGEKIUSIMH JIbIXaTENbHBIX MyTeH WU AJI MalUeHTOB, KOTOPbIE HE MOTYT CaMOCTOSITENIBHO
JBUTAThCS. YTpakHEeHUs1 oMoraroT 6onee 3¢ pexTuBHOMY OTAeNeHuto ciau3u. K HuM oTHOCSTCS
MOTATUBAHUS, PACTSHKEHUS, TOTPSIXUBAHUSI, MACCAXK U BUOpaIUU.

Jluemomepanus.

CnenuanbHas AWeTa HE CMOXET NpenoTBpaTuTh HakomeHue ['Al', Tak kak oOHHU
CHUHTE3UPYIOTCS B KIE€TKax, a He mocrynatoT ¢ nuumieil. [losTomy orpaHuuyeHuss B Auere y
nanueHToB ¢ MIIC He Hy)XHbI, OHH JOJKHBI MUTAThCsl OOBIYHO B COOTBETCTBUHU C BO3PACTHBIMU
NOTPEOHOCTSAMU.

B3pocnas orcusne

[Maruentam ¢ wmsarkoil  ¢dopmoil  3a0oneBaHus HEOOXOIUMO HAYYUTHCS  OBITh
HE3aBUCHUMBIMH OT cBoux ceMel. [logpocTky u B3pociomy Helb3s 3amblkaThbes B cede. HykHbl
Jpy3bs, OOLIEHNE U HAaBBIKH CaMOCTOSITENIbHOM JKU3HHU.

[TockonbKy manueHThl ¢ MATKOM ()OpPMOM CHUHApPOMAa MUMEIT HOPMAJIbHBIA WHTEIJIEKT,
HE00XO0/IMMO MPUIIOKHUTh BCE YCUIIUS, YTOOBI OHU MOJIYYMIIA XOpolliee 00pa3oBaHUe.

[Mompoctku ¢ merkoit Qopmoii cuHapoMa XaHTepa NPOXOIAT HOPMANIbHBIE CTaauu
MIOJIOBOTO CO3peBaHMs. Y TakKWX MAllMEeHTOB MOTYT ObIThb JeTu. Bce podepu MyKUMHBI C
CHHIPOMOM XaHTepa OynyT HOCHTENIAMH 3a00JIeBaHHs, HO €r0 CHIHOBbSI OYJIYT TOJBEP>KECHBI
3a00JIEBaHUIO TOJIBKO B CIIyYae, €CIM MaTh SIBISIETCS HOCUTENIEM.

I'ne B Poccun 3aHMMAalOTCsl AMATHOCTHKOM M JieueHHeM ?

B kaxaoM u3 permoHoB oOIpenesieHbl JiedeOHble YUpEeXKJIeHUS, B KOTOPHIX MaI[MEHTHI
MOJIyYalOT U MaTOr€HETUYECKOE JIeUeHNE U MPOXOAIT Bce HEOOXOJUMBIE UCCIIEIOBAHUSI.

OO0mecTBeHHbIe oprann3zanuu U ¢pouast Poccun.

MIIC 1II Tuma BXOIMUT B TMepeueHb Op¢aHHBIX 3a00JIEBaHUM, JI€eUeHHE KOTOPBIX
MPOBOAMTCA 3a CUET CpeNICTB rocyaapcTBa. I[loMoub manueHTaM MOJyduTh J€UeHUe, MOBBICUTD
WH()OPMUPOBAaHHOCTH OOIECTBA O PEIKUX OOJE3HSIX, a TakKe JOOMBATHCS IPOJBIKCHUS
3aKOHOJATENBHBIX HMHHUIIMATAB B 001acTu oOp(daHHBIX 3a00NIeBaHUN MOTYT OOIIECTBEHHBIE
OpraHu3aIiu.

ITomomL ceMbH.

He 3a0b1BaiiTe — 3HaYMTENIbHAS YacTh yCIexa 3aBUCHUT OT ceMbu. HyxHO coOmronaTh Bce

PCKOMCHAAINU, HU IPHU KAKUX YCJIOBHUAX HC TCPATb HAACKAY U CaAMOMY CTATb 3KCIICPTOM B
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3abosneBaHuu. MimuTte M uyuTaiiTe OTEYECTBEHHbIE M 3apyOeXHble CTaThM M PEKOMEHJAlUH,
oOmiaiitech ¢ ceMbsIMHU, (OHIAMHU, OOIECTBEHHBIMUA OpPraHU3aLUsIMU, HE CTECHIMTECh 3a/1aBaTh
BOMPOCHL.. DJTO OYEHb BaXKHO, OCOOCHHO ceivac, Korja MH(pOpMalus W HaydHbIE TaHHbIC
CTPEMHTEIBHO OOHOBIISIOTCS,, HAKAIUTUBAIOTCS JaHHBIE MEXKIYHApOAHOTO OIBITa B OO0JIACTH
JIeYCHMs], IUCIIAaHCEPHOT0 HaOIoAeHus, peabmintanuu. M naxe eciu Bbl He mobeaute O0e3Hb
IIOJIHOCTBIO, M3MEHMTH XKU3Hb K JIydlleMYy, CleJaTb POJHOTO BaM YEJIOBEKa CYACTIMBBIM B
BalIMX cuiax!

3a00TUTHCS O MAUEHTE C TSHKETIBIM 3a00JeBaHUEM — OYEHb TpyAHas 3agada. Ponutenu
TOKE€ HY>KJAIOTCS B IIOJIHOLIEHHOM OT/BIXE, & 3TO HE Beerza noiyrydaercs. Ecnu B ceMbe pacTyT u
Jpyrue JeTd, OHM Takke TpeOyroT BHUMaHMs pojauTeneil. MHorue ponutenu oOpaiaroTcs 3a
MOMOIUIbIO K BOJIOHTEpAM MJIM COLMAJIbHBIM paboTHHKaM. Eciu B BalieM ropoje CyuiecTBYIOT
TaKOT0 Poja MoAIepiKKa, 00s13aTEIIbHO BOCIIONB3YUTECh CHl.

[Maruentsr ¢ MIICII mMoryT moMo4b CBOMM POJCTBEHHHKAaM, MPOCTO COOOIIHMB UM O
HEOO0XOIMMOCTH NMPOUTH JUArHOCTUKY. Ecam auarHo3 OyAeT yCcTaHOBJEH paHO — J0 Havaia
HEOOpaTHUMBIX M3MEHEHHH BHYTPEHHHX OpraHOB, JieueHHe Oynmer ropaszno 3¢ddexTuBHee.
TectupoBaHue Takke HEOOXOIMMO JJISl BBISIBJICHHS HOCHTENBHUI[ OOJE€3HHU, MOCKOJIbKY OHHU
UMEIOT BBICOKMH pHUCK Nepenaud 3a00JieBaHUsS CBOMM CBHIHOBBSIM U JIOJDKHBI UMETh 3Ty
uHpopmanuto. Jleuamuii Bpau UiaM Bpay-T€HETHK HE MMEET IpaBa pasriiamaTh METUIMHCKYIO
UH(pOPMaLINIO, TOATOMY CYb0a POJHBIX — LIETMKOM B pyKaX CaMHX MalUeHTOB.

Ponnsie OpaThst U cecTpbl, BCE POJICTBEHHUKH 110 MATEPUHCKOW JTUHUM — JI4]U, TETU U
JBOIOpPOJHbIE OpaThsi M CECTPhl JOJDKHBI OBITh NPOMH(DOPMHPOBAHBI O HEOOXOAMMOCTH
TECTUPOBAHUS.

[TpoBeneHne MOJIEKYIAPHO-TEHETUYECKOTO aHaJIN3a, HAINPAaBICHHOIO HA BBIABICHHE
cemeliHoi myTtaruu rera |DS mokaszaHo ciemyromum poICTBEHHUKAM TallieHTa:

e MaTh

e OpaThs U CECTphI

® CBOJIHBIE OpaThs U CECTPHI 110 MaTEPU

® JIeTU J0Yepeit

e OpatTbs U CECTPbI MaTepu

® JIETH cecTep

® JIeTH IUIEMSHHULL

® JIBOIOPOJHBIC OpaThs U CECTPHI 10 MATEPUHCKON JIMHUU
e Jl04€pH BHYKOB (IIpaBHYYKH) 110 JIMHUU A0oYepen

e JIeTH BHYYEK (MPaBHYKHU U MPaBHYYKH) [0 JUHUU JToUepeit
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Ipunoxenne I'l-I'N. llIkanbl oieHKH, BONPOCHUKYU U APYrue OLleHOYHbIE

HHCTPYMEHTBI COCTOSTHUA NMALMMCHTA, IPUBCACHHLIC B KINHUYE€CKHUX

PEKOMEHIAIIUAX

Hpunoxenue I'l. Knaccupuxkanusa Mykonoancaxapuao3on

MIIC | TlogTun Cungpom I'en ®epmentHbii gedpexr | Jlokyc | OMIM
MIIC T H I'ypaep 607014
MIIC I ebunut anpda-L-
I IDUA flet b 4p16.3 | 607015
H/S ['yprnep-1lletie UYPOHH/IA3bI
MIICIS [etie 607016
Jlebuuut uaypoHar-2-
I MIIC I Xanrepa IDS b P Xqg28 | 309900
cynbdartaszbl
MIIC
Hedunut renapan-N- 252900
1A SGSH 17925.3
cynbdartaszbl
Hedunut N-anerun-o-
D-rmroxo3aMuHIIA3BI
MIIC I1IB NAGLU 17921.2 | 252920
Hedunut N-anerui-o-
Il Candununmo TIFOKO3aMUHUIA3b]
Hedunut renapas-o-
MIIC IIIC HGSNAT TIIFOKO3aMUHU N- 8pl11.21| 252930
arieTunTpanchepasbl
edhunut N-
MIIC et
D GNS aleTHITIIIOK03aMuH-6- | 12914 | 252940
cynbdarazbl
MIIC Hedbunur
IVA GALNS rajJjaKkTo3aMuH-6- 16024/3 | 253000
v Mopxkuo cynb(aTasbl
MIIC Hedumut [3-
GLB1 ? P 3p21.33 | 253010
IVB rajakTo3uIa3kl
Hedurut N-
VI | MIIC VI Mapoto-Jlamu ARSB 5014.1 | 253200

areTUIraaakTo3aMuH-4-
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cynbdartaszbl

Hedunut B-
VIl |MIIC VII Cnas GUSB 7021.11 | 253220
[JIIOKYPOHHU1a3bl
MIIC IX | HemoctaTo4HOCTH Hebunur
IX HYAL1 3p21.31| 601492
THATTYPOHH1a3bI THATYPOHHIA3bI
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IIpunoxenue I'2. BoipakennocTs kanHudeckux nposisiaeduiit MIIC |1 B

pa3HOM BO3pacTe

Cucrema CuMnTom Tetu [Moxpoctku/
B3pOCIIbIE
CepneuHo- Kapanomuonarust + +
cocyaucras VYronmenue CTBOPOK . .
KJIAIIAHOB
I[THC Hapymenue nosenenus ++ ++
IlepBukanbHas MuenonaTus + +
IMuaponedanus ++ ++
3anepkKa M OTCTaBaHUE B it ++
pa3BUTUU
Cynoporu + ++
Hapyuienue rnoranus + +
[TnmeBapuTensHas [napes + +
cucreMa I'emarocrmenomeranust +++ +++
Opran ciyxa Tyroyxoctsb ++ ++
PeL[I/I,Z[HPHpYIOHIHH ++ ++
CpPEHUI OTUT
Opras 3peHus Jluctpodus ceTuatku + +
CkeneTHo- HecrtabunpHocTh aTiaHToO-
MBIIIICYHAs OKIIUITUTAIILHOTO + +
COUJICHEHUS
TyHHENbHBIA KapHaabHBINA ++ ++
CUHJPOM
['pyOble uepThl +++ ++
Hucnnazus ThC ++ ++
MHOKECTBEHHBII TH30CTO3 + +
I'peixu +++ ++
KoHTpakTypsl cycTaBoB +++ +++
Kudos ++ +
Makponedanus +++ ++
JpixarenpHas OOCTpYyKTHBHOE amHO3 BO n .
CHE
PectpukTBHOE + +
3a00JIeBaHUE JIETKUX
OO6cTpykius BEPXHHX et et
JIbIXaTeIbHBIX MyTel
Cnennaib- Jlepmaran cynbhar B Mo4e ™ ™
Hble Js1abopaTopHble | ['emapan cyabdar B Moue ™ "
TECTEI Wnyponusiasa Wi Wl
O6mue 'Al' B moue " "
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IIpunoxenue I'3. Yacrora npoBeneHus odcjenoBanus y nauuentos ¢ MIIC

Il Tuna

Hccnenosanus

IIepBoHavasnbHa
A OLICHKA

Kaxnel
e 3 mec

Kaxnapl
e 6 mec

Kaxnrie
12 mec

Onun pa3
B 2 roxa

[Tpuem Bpaua-reHeTuKa

X

IloaTBepKIeHNEe quarLosa

Anamue3s 00J1e3HHA

Knunnueckuit ocMoTp
TepaneBTa

Pocr, Bec, OKpyXHOCTB
r'OJIOBBI

BbLIHOCIMBOCTBL

OcmMmoTp Bpaua-HEBPOJIOTa

OcMmoTp Bpaua-
HEHpoXupypra

T ] o] B i e e e

KomnerorepHnas
tomorpadust unmu MPT
TOJIOBHOT'O MO3Ta

<

DnexTpodrHIedarorpamma
(Tpy HATMYKMH TTOKa3aHUN
— C BUJICOMOHUTOPHUHIOM)

Crumynsaunonnast OHMIT

b

OcMmoTp Bpaua-
OTOPHUHOJIAPUHTOJIOTA

OcmoTtp Bpaua-cypioyiora-
OTOPUHOJIAPUHT0JIOTa

ToHnanbHAas ayaquomeTpus

OcMmoTp Bpaua-
odTampMoIora

OrneHKa OCTPOTHI 3pEHHUS

OdraneMockomnus

UccnenoBanue poroBUIlbI

bl Rl el I ol e B I o B

R X [X] X

OcmoTtp Bpaua-
IIyJIEMOHOJIOTA

110 ITOKa3aHuAM

Onpenenenne GyHKIUN
BHCHIHETO JbIXaHUA

(PBA)

i

KapaunopecnupaTopHslii
MOHHUTOPHHT

OCMOTp Bpada-KapanuoJiora

DJIEKTpOKApIUOrpaMMa

Dxokapauorpadpus

ol

OcmoTp Bpaua-
TpaBMAaTOJIOra-opToneaa

Pentrenorpadun ckenera

VY3U opranos OprourHon
HOJIOCTH

e IR P P

OcmoTp Bpaua-
¢dusnorepaneBTa

I1o nokazanusm
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[Tpuem Bpaua mo jeyeOHOM

ITo mokazanusam
(bUBKYIbTYpE

OcMmoTp Bpaua-
CTOMATOJIOTa

I1o nokazanusam

JlaGoparopHble
MCCIIeJOBAHHS

Omnpenenenue AT X X

buoxumuueckuii ananus
kpoBu (AJIT, ACT, oOuuit
Y TIpSIMOM OMITUpYyOHH, X X

XOJIECTEPHH,
TPUTITUICPUIBI)

1-Jlna neteit crapiuie 3 JeT; pacCTOSIHUE, NMPONUJIEHHOE 3a 6 MUHYT (IPEANOYTUTEIbHBIM
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.
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Ipunoxenne I'4. Tect 6 MunyTHOI X016061 (6MWT)
Ha3BaHue Ha pycCKOM si3bIKe: TeCT 6-MUHYTHOM X0b0bI
OpurnHajbHoe Ha3BaHue (ecsm ecThb): The six minute walking test (6MWT)
HUcrounnk (opuuMaJbHBIA caiiT pa3spadoOTYMKOB, NYyOJMKANHUS ¢ BajJuaanuei):
Laboratories, A. T. S. C. 0. P. S. f. C. P. F. (2002). "ATS statement: guidelines for the six-minute
walk test." Am J Respir Crit Care Med 166(1): 111-117.
Tun (moa4epKHyTH):
IIKaJa OIIEHKU
UHJCKC
BOTIPOCHUK
opyzoe
Ha3nauenue: ormpenereHre BBIHOCIMBOCTU MAlMEHTOB C IENbI0 OLEHKH 3(P(HEKTUBHOCTH
Tepanuu
Conep:xanue (ma6/0H): B Tecte onieHMBaeTCs TUCTAHIMS B METpax, MPOIICHHAS TAIUSHTOM
3a 6 MUHYT 0€3 BBIHY>K/IEHHBIX OCTaHOBOK.
Koy (MHTepnpeTanms): IpOBOIUTCS CPaBHEHUE C Pe3yiIbTaTaMH TeCTa, IPOBEJCHHOTO paHee

(mo Havana Tepanuu, Ha pOoHE Teparuu u T.1.)

6MWT — tect 6-MuHyTHOI X0ab0bI (6 Minutes walking test, 6MWT)
Crnenyer TMOMHHTH, 4YTO JUIsi JAaHHOTO TECTa HMEIOTCA  CIEAYHoIHe  abCOIIOTHBIE
MPOTUBOMOKA3aHUS: HECTAOWIbHAsg CTCHOKApAHWS HampsHKeHHss W MHPApKT MHOKap[a,
JAaBHOCTBIO 110 1 Mecsina. OTHOCUTENbHBIMH MpOTHBOMOKa3zaHusMHU sBisitorca: UCC Beie
120/mMun B mokoe, cucrtonudeckoe AJl >180 mm.pt.cT. u auactomuyeckoe AJl > 100 Mm.pT.cT.
CraOunbHasi CTEHOKApIWs HE SBISETCS aOCONIOTHBIM TPOTHUBOIIOKA3aHUEM [JISl TIPOBEIACHUS
TeCTa, OJIHAKO €ro ClieyeT MPOBOAUTH C OCTOPOKHOCTHIO, Ha (DOHE MpUeMa aHTUAHTHHAIBHBIX
MpenaparoB M0 MOKa3aHUSIM.
Ecnu nmanueHT HaxoguTCsd HaA MOCTOSHHOM KHCIOPOJIHOW TOIJEPKKE, CKOPOCTh MOJayu
KHCJIOpPOJia TIPH TIPOBEJICHUM TECTa JOJDKHA COXPAHATHCS B COOTBETCTBHH C MPEANHMCAHHEM
Bpaya, HA3HAYMBIIETO U KOHTPOJHUPYIOIIETO TEPAIHIO.
[TpoBeneHmne Tecta HEOOXOAMMO HEMENTIEHHO MPEKPATUTH B CITy4ae MOSIBICHHUS

1) bonu B rpyau;
2) HenepeHOCHMMO¥ OBIIIKH;

3) Kpammnu B HOrax;
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4) Pe3Koil HeyCTOWYHBOCTH | MOMIATHIBAHKS TIPH X0160€;
5) Upe3aMepHOTro MOTOOTACICHHUS;

6) Pe3koro usmeHeHus 11BeTa KOXKHBIX IIOKPOBOB (0JIEAHOCTH).

6MWT mnpoBoauTCs B IOMEIIEHUHU, XOPOIIO 3HAKOMOM IIAI[MEHTY, MMEIOIEM J0CTaTOYHO
JUIMHHBII KOPUZIOpP C TBEPABIM MOKPBITUEM. NUHA RPOXOOUMO20 RYmMU O0IHCHA COCMABIAMD
He Mmenee 30 mempoe ¢ pasmemkoi Kaxycovle 3 Mmempa, a MmMakxyce MoOYKAMU
n060OPOMO6/PA360POMOE.

Ilayuenm nonyuaem UHCMPYKUUIO O HEOOX00UMOCMU UOMU C MAKCUMATbHO 603MONCHOU
cKopocmblio (Ho He Dexcams) 6 meuenue 6 Murym.

B Tecte oueHuBaeTcs AMCTaHIUS B METpax, MpOIIeHHAs MNalUeHTOM 3a 6 MHUHYT 0e3

BBIHYKJACHHBIX OCTaHOBOK.
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IIpunoxenue I'S. 3a00p OmomaTepuasa 1l IMATHOCTHKH B ISITHAX KPOBH

KpoBp coOupaercst Ha CTaHZApTHYIO KapTOUKY-

bunetp  (Ne903), KoTOpas TpUMEHSETCS IS

CKpMHMHIAa  HOBOpPOXICHHbIX B  Poccuiickoit
Qdenepani MM AHAJOTMYHYIO IS TOJMYYCHHS
CyXxoro msatHa KpoBH. KpoBb MOXKeT ObITh, Kak
KanuwuisipHasi (M3 Manblia, MATKU), TaK U BEHO3HAs.
BeHnoznas kpoBb cobupaercsi B IpOOHpKY,
aKKypaTHO TIEPEMEIINBACTCS M 3aTeéM OBICTPO C
MTOMOIIBIO IMHUITETKH HAHOCUTCS Ha GribTp 1o 25-50
MKJI KpPOBH Ha KaXIyH BBIICICHHYIO O0JIaCTh.
HeoOxonuMo Xopomio MponuTaTh BBIACICHHYIO
obnacte Ha ¢uiabTpe (puc. 1). IlpenmodyrurenbHO
cobupaTh 00pasubl nocie eapl yepe3d 40 muHyT - 1
yac. Bo3M0XHO Takke OCyIIEeCTBUTh 3a00p KPOBU U
HaTOIIIAK.

Ha xaprouke-puibTpe 0053aTeNbHO JOKHBI OBITH
yeTko ykazanel ®MO, kem W OTKyda HampaBlieH
MAaIMeHT, Jara POXIACHUA M TeledoH JIeYamero
Bpaua (PUCYHOK 2).

OOpaser; cyxoro MmsTHa KpPOBHM BKJIQJbIBACTCA B
YUCTBIM KOHBEPT, JIMOO B yuCThIM ¢aiin. Kaprouka-
GUIBTp HE MJODKHA CONpPUKACaThCS C TPSA3HOM
MOBEPXHOCTBIO M C 00pa3lamMu JAPYruxX MaleHTOB.
Heo0Oxonumo MPUIOKUTH K oOpasiam
WHPOPMHUPOBAHHBIC COTJIACHS IAllMEHTAa WM €ro
MIPEACTABUTENEH  Ha

3aKOHHBIX IMPOBCACHUC

1ab0pPaTOPHBIX UCCIIETOBAHUI

XXX N

He carsiries. ofnscry noorurmani cvisan Ha wocf o 66 A Al

- Kanaun AOJIXXHbI NO/IHOCTBLIO NPONUTaTh KPYXKN C onaTHoﬁ CTOPOHB

*  He kacaiitecb 061acT1, NponnUTaHHO KPOBbIO

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

- — - — -, -

TN TN TN TN s
] vV ! \ ! v/ V! \\
\ ] \ ] \ J \ ] \ I
903 & 2023-10 000002Q/W001
XpaHuts npyu +2 - +25 C*
v 6 0010608
DO Naymenra
[Oara powaeHus [ara 83ATUA KPOBYW MNon

$UO Bpava

Any / ropoa / Aapec

E-mail spada
Tenedou spava

Tect
DQaﬁpu D MNomne D fowe D Mnc1 D Lyso-GL-1 D Lyso-GL-3

D CemerHbIA CKpUHMHT, MyTauuu:

Pucynox 2. O6pazen kapTouku-QuibTpa

AJITOPUTM el CTBHH MeIMIMHCKOIO0 NMePCOHAJIA IIPH B3ITHH 00pa3L0B KPOBH

®  BBIMBITh pyKH (TUTUEHUYECKUI YPOBEHbB), HAJIETh MIepPUYaTKU;

e  BBIMBITH PYKH NAIMeHTa (MATKY peOeHKa, B CiIydae, eCii KPOBb OepeTcs U3 MATKH);
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e [poTepeTh OO0NACTh MPOKAJIBIBAaHUS CTEPWIbHOW candeTrkord, cmoueHHOH 70% cruprom,
IPOMOKHYTb CYXOH CTEpHJIBHOW calngeTKod; - MPOKOJOTh CTEPWIBHBIM OJHOPA30BbIM
cKapu(dUKaTopoM;

®  CHSTbH [IEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TaAMIIOHOM,;

®  MSTKO HaJaBUTb JUIS OJTY4YEHUs BTOPOM KaIlIM KPOBU;

®  [PUIOKUTH NEPIEHAUKYIISIPHO TECT-0JIaHK K KaIule KPOBH U MPOIUTATh €r0 KPOBbIO HACKBO3b;

®  AHAJIOTMYHBIM O0pa30M HAHECTH Ha TecT-OjMaHK 6-8 Kamesb, BUJ HSATEH KPOBU JOJKEH ObITh
OJIMHAKOBBIM ¢ 00€HUX CTOPOH.

®  BBHICYIIUTh TECT-O0JIAHK B FOPU30HTAIBHOM IOJOKEHUU HA YUCTOW OOE3KUPEHHON MOBEPXHOCTH
He MeHee 4 4 0e3 MpUMEeHEHHsI TeIIOBOH 00paOOTKH | MOMAJaHNus MPSIMbIX COTHEUHBIX JTy4eH;

® VyINaKoBaTh TECT-OJAHKM B YHCTBIA KOHBEPT TakuM 0Opa3oM, 4YTOOBI TISITHA KpPOBH HE

CONIpUKaCAINCh.

OcoGennocTu Npu HH(PY3MOHHON Tepanuu
HekoTtopelie nanueHTsl MOT'YT MOJdy4YaTh HHQY3UOHHYIO TEpAIUIo, IepeIBaHie KOMIIOHEHTOB KPOBH,
4YTO MOXET OKa3aTh BIMSHHE Ha pe3ysbTaThl TecToB. Hampumep, npu nepenuBaHuM IIa3Mbl KPOBU
MOTYT OBITh TMOJYYEHBI JIO)KHOOTPUIATEIbHBIC PE3YJbTaThl, TaK KakK oOmpejaessieMble (epMEHTHI
HAXOJATCS B IUIa3Me U B KJI€TKaX KpoBU. PekoMeH1yeTcs OCylecTBUTh 3a00p KpOBH AJisi (PepMEHTHOMN
u JIHK-nmuaraoctuku He 9 panee 4em uepe3 6-7 THEH Tocie mepesinBaHus MIa3Mbl KpoBHU U uepe3 7-10
JHEH 1ocIie NepenBaHns KOMIIOHEHTOB KPOBH
He nomyckaercs 3a60p KpoBH

e cpa3sy nociie NpoBeICHHs MAUeHTy HH(PY3MOHHO! Tepanuu;

® Cpaiy Mocjiec 3aMCHHOI'0O NICPEIIMBAHUA KPOBU.

XpaHeHue U TPAHCIOPTHPOBKA OMoMaTepuaJia
OO0pa3ipbl BBICYIICHHBIX MATEH KPOBU MOXKHO XPAaHUTh B OOBIYHOM Kamepe XonoauiabHuka mnpu +40C
1o otnpaBku. Cpok XpaHEHHs] O MOMEHTa OTIPaBKH HE JOJDKEH MpeBblIaTh 7 nHed. Eciau xpaHuth
JoJbIle W mpu OoJjiee BBICOKOM TeMmIeparype, TO aKTMBHOCTb (pepMEeHTa Ja)keé B HOPME MOXKET

CHUIXATBHCS, YTO NPUBCACT K JIOKHOIIOJIOKUTCIIbHBIM PE3YyJIbTATaAM.
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