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Cnucok coxkpameHui
AJIT — anannHaMuHOTpaHChEpasa;
AP — annepruueckas peakuus;
ACT — acniapraramuHoTpancgepasa ;
I'AI' — rImKo3aMHHOTIINKAHEL,
KT — xommbrotepHas Tomorpadusi;
MIIC — mykomnonucaxapuios;
MPT — MarHuTHO-pe30HaHCHas TOMOTrpadus;
COAC - cunApOM OOCTPYKTHUBHOTO aITHO? CHA
CCC — cepaedHo - cocyaucTasi CUCTEMA;
V31 — ynbTpa3ByKOBOE UCCIIECIOBAHUE;
OBJ] — ¢dyHKIMS BHEITHETO JbIXaHNUS;
O3T — depmeHTHas 3aMeCTUTENbHAS TEPAIus;
OKI' — snektpokapauorpadus;
OHMI' — »snekrponeiipomuorpadus;
Ox0-KI' — sxokapauorpadus;

O0I" — anekrposnIedanorpadus.



TepMHHBI U onIpeneJIeHus

@®epMeHTHAs 3aMECTUTENIbHAs Tepamnusi — JeueHue, 3aKIoyarolieecs BO BBEICHUU
npemapata (peKOMOMHAHTHOTO (epMeHTa) MalMeHTaM C HaCleACTBEHHBIM HapYIICHHEM
MeTaboIu3Ma.

JImzocoMHble 0O0JE€3HM HAKOIUIGHHWS — TpYIIa HAcJeICTBEHHbIX MOHOTEHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HApyIIEHUEM (YHKIIHH JIN30COM.

Myxkononucaxapuno3sl (MIIC) - rpymma HacieACTBEHHBIX 0oJie3Hel 0OMEeHa BEIIECTB,
CBS3aHHBIX C HapylleHueM Merabosnn3ma rnuko3amuHornkaHoB (I'ADY), mpuBopsiiee x
MOpaXEHUI0 OpraHoB U TkaHeil. OOycnoBlieHbl JaHHbIE 3a00JIeBaHHUS MYTalUSIMH T'€HOB,

KOHTPOJIMPYIOIIUX NPOHECC BHYTPUIU30COMHOT'O T'MAPOJIN3a MAKPOMOJICKYJI.



1. KpaTrkas nagopmanus

1.1 Omnpenejenne 3a00j1eBaHUsl  WJIN _COCTOSIHMS _(rpynnbl_3a00JIeBaHMI WU

COCTOSIHMA)

Myxkononucaxapunao3 VI tuma (Cunppom Maporo Jlamu) - HacneacrBenHas

JTU30COMHAas OOJie3Hb HAKOIUICHHS, MpPU KOTOPOM HEJOCTaTOYHOCTh (epmeHTa N-
alleTWITaJIakTo3aMUH-4-cyibdarassl  (apwicyibdarasl  B) mpuBoguT K  HapyIICHHIO
pacmeriennst rimko3amuHorukana (I'Al') nepmarancynbgara.

Cunapom Maporto-Jlamu, mykonosmcaxapuao3 VI tuma (MIIC VI) xapakrepusyercs
OTCTaBaHHWEM B pOCTE, OrpyOCHHEM 4YepT JUIa, CHUKEHHEM CIyXa, TYTOMOIBUXHOCTBIO
CyCTaBOB, MHOKECTBEHHBIM JHM30CTO30M, I€NaTOCIJIEHOMErajiuei, NOCTEIEHHbIM pa3BUTHEM
CEpJCYHO-COCYIUCTOM M JBIXaTEJIbHOM HENOCTaTOYHOCTH. Bce BblllenepeuncieHHbIE
MPU3HAKUA MPUBOJAAT K MHBATUAM3AIMH, a MPH THKEJIOM TEYSHHH OOJIE3HH - K JIETaIbHOMY

ucxonay [1,2].

1.2 DTHOJ0IrUS U IATOreHe3

Henocrarounocts pepmenta N-aneruiranakrozaMuH-4-cynbhaTassl (apuicyibQarasbl
B) mpuBoautT k HapymeHuo aerpagauuu jaepmartaHcyibdara. Al HakamuBaeTcs BHYTpU
JM30COM W OOYCIIOBIMBAaeT  KIMHUYECKYI0  KAapTHHY  TSKEJIOro  XPOHHUYECKOTo
nporpeccupytomiero 3aboneBanus. Hemocrarounocts apuicynbdarassl B oOHapy)kuBaercst Bo
Bcex TKausx [1,2].

I'en ARSB, koaupyronmii apuicynbsgatasy B, kapTupoBaH B XpOMOCOMHON 00jacTu
5g14. MIIC VI Hacnenyercst o ayTOCOMHO- perieccuBHOMy Tumy [ 1,2].

W3-3a cHUXEHUSI aKTUBHOCTU ()epPMEHTa MPOUCXOJUT HAKOIUJICHHE Pa3IMYHBbIX THIIOB
I'AT' u pa3BuBaeTcsi comaruyeckas MaHudecranuss B BHJIE JMIEBOIO JaucMopdusma,
renaToCIUICHOMETAINH, IOPAKEHUS CEpAla, IbIXaTEJIbHON CUCTEMBI, U3MEHEHHMI CKeleTa,
HEBPOJIOTHYECKON CUMIITOMATHKH, OTalbMosIoTHuecKue u3mMeHenus. Bapuabensnocts MIIC
oTpeseNnsieTcsl TUIIOM HaKalJIuBaeMoro cyocrpara npu HepoctaTouHou aerpaganuu Al npu

MIIC VI tuma npoucxoauT HaKOIJICHUE JepMaTaHCylbdaTa.

1.3 DnuaeMuoaorus

MIIC VI tuna penkoe HacleIACTBEHHOE 3a00JieBaHUE, CPEAHss YacToTa B MHpE
cocrasisier 1:300 000-1 :400 000 >XKMBBIX HOBOPOXACHHBIX. B OTIENBHBIX CTpaHax 4acToTa

MIIC VI moxeT ObITh BBIIIIE, YTO CBA3aHO C TEHETHYCCKMMH 0COOEHHOCTSAMHE Mmomysisiuu [ 3-5].



1.4 Oco0eHHOCTH KOAMPOBAHUA 10 MEeKIVHAPOAHON  CTATHCTHYECKOM

Kyaaccudukanum 0oe3Hed ¥ NpoodJeM, CBA3AHHLIX CO 310POBbLEM

Cornacno MKB10, 3a0oneBanue oTHOCHTCA K Kiaccy IV, Oone3HsM SHIOKPHUHHOM
CUCTEMBI, pPAacCTPOWCTBY TMTAaHUS W  HApylmIeHWI0O oOMmeHa BemlectB, E76.2 -

Myxkonommcaxapuao3 VI tuna

1.5 Kaaccuduxkanus

Beigenstor 11 tunos MIIC B 3aBUCHMOCTH OT MEPBUYHOTO OMOXMMHYECKOTO jaedekTa
(ITpunoxenue I'1).

Beinemsitor 3 knmmaMYeckue dopmel  MIIC VI B 3aBHUcHMMOCTH OT BO3pacTa Je0roTa,
CKOPOCTH TMPOTPECCHPOBAHUS U CTEHEHH MOPAKEHUS PA3IUYHBIX OPraHOB U CHUCTEM: IpHU
TspKenol hopme nebroT 3a0osieBaHus - B Bo3pacte 1-3 JieT, mpu CpeaHETSDKENIOoN - ¢ 6 JIeT, Ipu
nerkoit — mocie 20 yer. 1o pazaenenue qoBojbHO yciaoBHo. MIIC VI mpencrasisier ckopee
KOHTUHYYM KJIMHUYECKUX (EHOTHIIOB OT JIETKOTO JO0 TspKenoro. OTIMYUTENbHON

XapaKTepHCTHKOﬁ sroro thna MIIC saBisercs OTCYTCTBHUC HHTCIUICKTYAJIbHbIX HapymeHI/Iﬁ

[1,6].

1.6 Kiinaudeckass KapTHHA

MIIC VI - pa3HooOpa3Hoe 110 CBOMM KIMHUYECKUM IPOSBICHUSAM 3a00J€BaHUE U Y
NAIeHTOB MOTYT HaONIOJATbCsl  PAa3IMYHble IO CTENEHH TSHKECTH M CKOPOCTH
IIPOrPECCUPOBAHUS NTOPAKEHUSI OPTaHOB U CHCTEM.

Bose3Hp xapakTepusyercs OTCTaBaHHWEM B POCTE, H3MEHEHUSIMH CO CTOPOHBI OPTaHOB
3peHHsi, OrpyOJICHWEM 4YepT I, CHIDKEHHEM CIyXa, TYTOMOJBM)XKHOCTBIO B CYCTaBax,
MIOCTENIEHHO Tporpeccupymoomeil  nedpopmanyeil MO3BOHOYHMKA, TPYIAHOM KJIETKH, U
KOHEYHOCTEH; remarocijieHoMeranue, MOCTENEHHbIM pPa3BUTHEM CEPIEYHO-COCYIUCTON W
JBIXaTeIbHOM HemocTaTouHoCTH [1,6].

OcHognbimu npusHakamu 0o0ne3nu SIBISIOTCA HU3KAH POCT, JMIEBBIE AWMOpGHUU
(orpy6usienue uept nuna), aedopMariyst Mo3BOHOYHUKA U 00uKooOpa3Has aedopMarus rpyaHoM
KJICTKH, MHOXXECTBEHHbIE€ KOHTPAaKTyphl CYCTaBOB pAa3JUYHOM CTENEHH BBIPAXKEHHOCTH,
MIOPAKEHHUE CEPACHYHO-COCYUCTON CUCTEMBI, TOMyTHEHHE poroBuisl. IIpu 3tom Ttume MIIC

HWHTCJUICKT HE CTpaaacT.

Brewmnuii 6uo nayuenma nipu tsoxenoit popme MIIC VI xapakrepusyercst OTCTaBaHUEM
B pocre (90-100 cM mpu OBICTPOM MPOrpPECCUPOBAHMU; MaKCUMalbHBIE — 150 cm),
JUCTIPOIIOPLMOHAIBHBIM  TEJIOCIOKEHUEM - KapJIMKOBOCTBIO C YKOPOYEHHEM TYJIOBHIIA.

OTMmeuaeTcss U3MEHEHUE YepT JIMLA - KPYMHBI HOC C 3amaBllel MepeHOCHIeH, SK30(TalbM,



nyxJjele Tyobl, Makporioccus. [lpu nerkori (opme 3abosieBaHusi orpyOJjeHHE YepT JIHIIA,
neopManuu ckeinera M 3aJepKKa pOCTa BBIPAKEHBI B MEHBIICH CTENICHU. XapaKTEPHBI

YIUIOTHEHHE ¥ YTOJIICHHE KOXKH, KECTKHE BOJIOCHI, yMEepeHHbIH rupcytusm [1,6,7] .

Kocmnasa cucmema: HaOMIONAIOTCS HU3KUH pPOCT, TYrONOJBUXKHOCTh CYCTaBOB
KOHEYHOCTEH, BajlbrycHas jaedopMmanus TOJIEHEHM pa3HOHM CTENEeHU BbIPAXKEHHOCTH;
MHOECTBEHHBIN AM30CTO3: cKadoredaus, TMIOIUIa3us 3yOOBUAHOTO 0TpocTKa C2-103BOHKA,
THIOIUIA3UU  TI03BOHKOB, JIOPCOJIOMOApHbI kudo3 B pe3yiabrare OpaxUCIIOHIWINY,
IUTATUCIIOHAMIMM, MHOTJA CKOJIMO3, MOSCHUYHBIA runepiopno3. Onpenensiorcss IUpPOKUe
pelpa, KOPOTKHE M3OTHYTHIE KIIFOUMIIBI, TMIIOIJIa3Usl TOJOBOK IUICYEBBIX KOCTEH M BapycHas
nedopmarusi MIeYeBbIX KOCTEH B MPOKCHMAJBHBIX OT/AENAX, AUCTAIbHBIC SMU(PHU3BI KOCTEH
MpeIUIedbs CKOIIEHBI APYT K APYry. 3aaepkka (GopMUpOBaHHA sijep oKocTeHeHus. [IscTHbie
KOCTH KHUCTEH YKOPOUYEHBI U CYKEHBl — «3a0CTPEHBI» B IPOKCUMAIIBHBIX OT/IENIaX, XapaKTepHa
«CKOILIEHHOCTh» BEPTIY>KHBIX BIAJUH, 1e(OPMUPOBAHHBIE, YIJIOLUICHHbIE FOJOBKH O€IpEeHHbIX
KOCTeil 1 BanbrycHas aedopmarius mmeek oenpeHHbix kocreii [1,8 -10].

Opeanbl Obixanus: 9acThie PeCMpaTopHble MHPEKIMH (PUHUTHI, OTUTHI). [ nneprpodus
MUH/JIQJIMH U aJICHOUJIOB, YBEIMUEHHE A3bIKA, YTOJIIEHUE HAaJATOPTAHHUKA U FOJIOCOBBIX CBA30K,
00yCJIOBIMBAIOT PA3BUTHE JAbIXAaTEJIbHBIX HApYIIEHWH pa3HOW CTENEHM TSXKECTH, BKIOYas
0o0CTpyKTHBHOE amHO3 cHa. OcoOeHHOCTH aedopMalnvy TPYJHOW KIETKH (KEeCTKas IpyaHas
KJIETKa B COYETaHUU C KU(POCKOIMO30M M MOSICHUYHBIM JIOPI030M) CHOCOOCTBYET Pa3BUTHUIO
PECTPUKTUBHBIX JBIXAaTEIbHBIX HAPYIIECHUH.

Opean 3penus: OTMEYAETCS NMOMYTHEHHE POTOBHILBI, CBSI3aHHOE C €€ YTOJIIEHHEM U
yBeJIMUEHUEM (MErajlokopHea), pPETUHONAaTHs, HW3MEHEHHUs JHCKa 3pUTENIbHOTO HEpBa,
BHYTpUIJIa3HAsl THUMEpTeH3us, TriaykoMma. [lopakeHue 3pUTENbHOIO HEpBa MOXKET OBITh
00yCJIOBJIEHO OTJIOXEHHEM TIJIMKO3aMUHOTJIMKAHOB B TaHTJIMO3HBIX KIJIETKaX 3PHUTEIbHOTO
HEpBa, KOMIpPECCHUEeH 3pUTEIHLHOTO HEpBa YTONIIEHHOW TBEPAOM MO3rOBOI 000J0YKON WU
CYKE€HUEM KOCTHBIX CTPYKTYp BJIOJIb TpPaKTa 3pUTEIbHOIO HEPBA, a TAKXKE MOBBIIICHHBIM
BHYTPUYEPEIHBIX JaBICHUEM.

Llenmpanvhas nepsnas cucmema.: UHTEIUIEKT U MOBEJACHYECKNE PEAKIINH Y TAIIUEHTOB C
nanHoit ¢opmoit MIIC 00BbIYHO HE CTpaAaloT, OAHAKO BBICOK PUCK PA3BUTUS MHEIONATHU
LIIEMHOrO OTJeNa IO3BOHOYHMKA. BO3MOXHO pa3BUTHE KOMIIPECCMM CIMHHOTO MO3ra
BCJIE/ICTBHE COMYTCTBYIOUINX HApPYIIEHUI OMOPHO-IBUraTeNIbHOTO annapara. Onucansl cirydan
C/IaBJIEHUSI CIMHHOTO MO3ra, BBI3BAHHOT'O YTOJIIIEHHEM €ro 000J0YeK WM HECTaOMIbHOCTHIO

ATJIAHTOAKCHUAJIBHOTO  CyCTaBa (COHpOBO)KI[aIOTCSI HapylmcHueM IOXOIKH, MBIIIEYHOM’



Cl1ab0CThI0, HEYKITIOKECTHIO MPU COXPAaHHBIX MOTOPHBIX HaBBIKaxX U NUCHYHKIMEH MOUYEBOTO
mny3bips) [1,6,11].

Tsoxkemass  ¢gopma  OOJNIE3HM — CONPOBOXKAACTCS  OTKPBITOW  (cooOIIaromerics)
rugporedanueii, HapymeHusIMA pe30pOIuu cuHHOMO3ToBoU kuakoctu (CMIK), kotopbie
TaK)k€ BHOCSAT BKJIaJ B pa3BUTHE HEBPOJIOTMYECKHX HapymieHui. [Ipusnaku ruppouedannu
3a4acTyl0 NOSBISIOTCS MEIJIEHHO M HE3aMEeTHO, M MOIYT 3aKJIHYaTbCi B H3MEHEHHH
IIOBE/ICHNS, BOSBHUKHOBEHUU TOJIOBHOM 00JIM, HAPYIIEHUI 3pEHMUS.

KpanuosepreOpanbHblii cTeHO3 pa3BuBaercs y mnauueHtoB ¢ MIICVI BcnenctBue
TUNOIUIa3uu  3y0oBUIHOrO oTpocTka C2 TO3BOHKA, AaTIaHTOAKCHAIBHOW HECTaOMJIBHOCTH,
ornokeHus: ['AI' B TBepmoli MO3roBoil 0000YKe M 3adHEH MPOJOJIBHOW CBS3KE, YTO B
JalbHENIIEM IIPUBOAUT K KOMIIPECCUOHHOW MUENONATHH Ha 3TOM YpPOBHE, M KaK CJIEICTBHE,
pa3BuTHIO OynbOapHBIX HapYIIEHUH, LUECHTPAJIbHOM JIBIXaTEJIbHOW HEAOCTATOYHOCTH.
CuUMIITOMBI MOTYT BKJIIOUATh HApPYIIEHUE MOXOJKH, MBIIICYHYIO CIIa00CTh, HEYKIIIOKECTh MpHU
COXPaHHBIX MOTOPHBIX HAaBBIKAX U AUCHYHKIIMIO MOYEBOTO my3bIps [1,6,8].

KaprianpHbIl TOHHENBHBIM CHHAPOM — HEWpONAaTHs CHABJICHHWS Y NALUEHTOB C
paznuuabiMi Buaamu MIIC. Ilpu oTCyTCTBUM JieUeHHMsS] MOXET IPUBECTH K HEOOpaTUMOM
KOHTPAKTYpe AUCTAJIbHBIX MEX(alaHTOBBIX CYCTaBOB, a TaKXE K HApYIIECHHUIO WIM IOTEpe
YYBCTBUTEIBHOCTH MEPBBIX 3 MAJBLEB U K Mape3y MBILII] TeHapa.

Juzocro3 npu MIIC VI Tuna npuBoAsT K CHUKEHUIO MOJIBUKHOCTH HUXKHEW YEIIOCTH,
YTO OTPAHUYUBAET CIIOCOOHOCTh OTKPBIBATh POT M JKeBaTh. HapylieHus riioTaHus BCTpedaroTcs
pEeAKO, OTMEYAIOTCS MPU CPEIHETSKEIOM U TSHKEJIOM TEUYEeHUHU 3a00JIeBaHUs M, B OCHOBHOM,
CBSI3aHbl C HapyleHHEeM (YHKIMOHUPOBAHUS CTBOJIOBBIX OTAEJIOB TOJIOBHOI'O MO3ra.
OTtcyTcTBUE NMPaBUIBHOM PETYNALMU aKTa TJIOTAaHUS MPUBOIUT K 3a0pocy MHILM, CIIOHBI B
Tpaxero U OpOHXHAJIbHOE AEPEBO U PA3BUTHIO BTOPUUHON MH(MEKINY B BUJIE PELIUIUBUPYIOLINX
acCIHUpalMOHHBIX OpPOHXWTOB M NHEBMOHHMH. DTO yCYryOussieT AblXaTelbHble HapyIIEHUs,
ABJIAIOIINECS cleAcTBUEM OTIOXKEHMs ['Al'’ B BEpXHMX M HIKHUX [bIXaTENbHBIX IYTAX
[9,10,13].

Cepoeuno - cocyoucmas cucmema (CCC): W3MEHEHUS CO CTOPOHBI KJIAMaHHOTO
anmapata (YIUIOTHEHHE CTBOPOK M XOpH KJIallaHOB HEJOCTATOYHOCTh W/WIU CTEHO3),
MHOWIBTPATUBHAS KapJMOMUOIATHUS, HApYyLIEHHE PUTMA U MPOBOJUMOCTH CEpAlla, JeroyHas
TUIIEPTEH3Us, PAa3BUTHUA CEPACYHOM HEAOCTATOYHOCTH, KAK C COXPAHEHHOW, TakKk U CO
CHUKEHHOM COKpaTUTEIbHOU crocoOHoCThI0 MHuOKapna. IlposiBneHus cepaedHo-
COCYJIMCTBIX HAapyIIEHUH OTMEYAIOTCS ¢ PAHHETO BO3pacTa. bOJBIIMHCTBO MAllMEHTOB NMEKOT,

0 KpaitHel Mepe, OJIMH MPU3HAK KO BTOPOMY JeCATHICTHIO *u3HH [1,6,12].



XapaktepubiMu npu3Hakamu nopaxenuss CCC npu MIIC sBasitoress  AUCHYHKIIMHA KITATAaHOB
(B OCHOBHOM, MHUTPaJbHOI'O, aOpTaJIbHOI'O KJIAlaHOB), TUIEPTPOPHS MHUOKapJa, HapylleHHE
put™Ma U npoBoauMOCTH. DyHKIHS KJIaNaHOB, HECMOTPA HA MX YTOJLICHUE B pe3ylbTaTe
otnoxeHuss I'Al', MokeT HeKOoTOpoe BpeMs HE Hapyllarbcsi. B mocnenyromem mnosBisercs
IIYMBI, XapakTEpHbIC JJIi MUTPAIbHON (CHCTONMYECKUI) M AOpTAIbHON (MAaCTOINYECKUH)
HEJOCTATOYHOCTH, Ppa3BUBAIOIIMECS B PE3ylbTaTe€ HECOCTOATEIBHOCTH KJamaHoB. B
JambHEeHIeM yKopodeHrue Xopa U Guopo3 JIeBOr0 apTPHOBEHTPUKYIISPHOTO KOJIbIIA IPUBOASAT
K CTCHO3UPOBAHUIO MHUTPAIBHOIO OTBepcTHd. HemxocTaTouHOCTh TPUKYCHUIAIBHOIO U
MyJIbMOHAILHOTO KJIallaHa 00BIYHO KIIMHUYECKH He quarHoctupyrores [1,6,12].

CaMoil yacToif MPUYMHON Pa3BUTHUS CEPACYHOM HETOCTATOYHOCTH C COXpPaHEHHOW (pakiuein
BBIOpOCa JIEBOTO JKEITYA0YKA Y ATHX MAIIMEHTOB SIBIISICTCS TOBBIIIEHHE KECTKOCTH MHOKap/ia B
pesynbrate oTnoxenus Al (mo Tumy pecTpuKTUBHON Kapauomuornatuu). B penkux ciydasx
MOJKET HaOI0IaThCSl CHIDKEHUE COKPATUTENIbHOM CIIOCOOHOCTH 3a CYET JUIaTaIlluH MOJIOCTEH.
Kpome ToOro, cepiaeyHas HeOOCTATOYHOCTb MOKET pPa3BUBAThCA C IOPAKEHUEM IPABBIX
OTJENIOB Cep/Ia, MO TUIY XPOHHUYECKOTO JIETOYHOTO Cep/la, B pe3yinbrare JeopManuu
IPYIHON KJIETKH, MOpPa)XEeHMsI JIETKUX H3-3a oTioxkeHus I'Al’ (;kecTkue jerkue), HapylmeHus
JIPEHUPOBaHUsS ~ OpPOHXMAJIBHOTO [JE€peBa M3-3a CYXKEHHs OpOHXOB M pa3BHUBAIOILEHCS
TpaxeoOMAJIALIMK U PA3BUTUSL XPOHUYECKON TUIIOKCHH.

JKenyoouno-kuweunas cucmema: CHUHIPOM pa3apaxxeHHOIr o KHILEYHHKA,

remarociuienomeranus. [1,6].

2. I[I/IaFHOCTI’IKa, MEIUIMHCKHUC ITIOKA3aHUA U IIPOTUBONOKA3AHUSA K

NPUMEHCHHUIO METOA0B THATHOCTUKH
Huaenoz MIIC  mun V| ycmanaeiueaemcs Ha  OCHOBAHUU — COBOKYNHOCMU:
AHAMHECMUYECKUX — OQHHBIX,  KIUHUYECKUX  OAHHBIX,  pPe3yibmamos  aabopamopHo2o
uccnedosanusi (OUOXUMUHLECKO020 U MOJIEKYISIPHO-2CHEMULECK020 AHAIU3A).
Juggepenyuanvnan ouacnocmuka nposooumcs c¢ opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, NO30OHUMU DOPMAMU 2AH2TUOZUO0308, MYKOIUNUOO30M, HEUHDEKYUOHHbIMU

noauapmpumamu, snuguzaprvimu oucniazusmu [1].

2.1 /Kaao0bl 1 aHaMHe3

Ilpu cobope anamunesa u x#anod peKoOMeHOO8AHO 0OpaMUMb BHUMAHUE HA Clledyioujue
HCanodbl U AaHAMHeCmuyecKue cooblmus.
— Ilpu cbope anammuesa u sHcanob ciedyem oopamumos 6HUMAHUE HA Clledyiouue

2HCANOOBL U AHAMHECMUYeCcKUe coObIMusL:



—  Omsaeowennbvili cemelnbvlll aHamHe3 (CXOOHble CyYau 3a001e8aHUs 8 cembe,
OU3KOPOOCMBeHHbIL OPAK)

—  HU3KUU pocm

—  «epybvley uepmul 1uya

—  yacmele pecnupamophvie 3a0071e6anUs

—  CHUdICEeHUe Cyxa

—  CHUDICeHUe 3peHuUsl

—  peyuousupyiowue epuidicu (0COOeHHO - 08YCMOPOHHUE)

—  nomymHenue po2osuybl

—  Mnoowcecmeennwiii.  ouzocmos  (Oegpopmayuu  uyepena,  pyoOHOU  KIeMKU,

NO360HOYHUKA, KOHEYHOCmell)
—  HapyweHue 0CaHKu-Kugho3, CKOIUO3

—  yxyouienue nepeHocuUMocmu u3u4ecKux Hazpy3oKk

— cnabocms 6 KOHEUHOCHAX

—  MY20N008UIICHOCb 8 CYCMABAX

—  U3MeHeHue NOXOOKU

—  Hel08KOCMb MEeNKOU MOMOPUKU

—  HapyweHue KOHMPOJs 3a PYHKYUAMU MA3Z06bIX OP2AHO8
— anHo3 60 CHe

Kanobwr u anamnes maxorce onucanvl 6pa3deﬂe CKIUHUYECKasA KapmuHay .

2.2 DuzukajabHoe 00CJIe10BAHNE

Ilpu ocmompe HeobX00UMO o0bpamumv 6HUMAHUE HA OCHOBHble KIUHUYECKUe

nposenenusi MIIC VI:

—  HU3KOPOCIOCHb

— 2pybvie uepmul auya

—  MY20N008UNCHOCHb CYCMABOS

—  nomymHeHue po2oeuybl

— eenamomezanus

—  CcnieHomeeanust

—  NAaxo80-MOWOHOYHbIE U NYNOYHbLE SPbICU

— wymbl 8 cepoye



Buipasicennocms KIUHUYECKUX NPOABIEHUL 8 3asucumocmu om eozpacma oeoroma MIIC

VI moocem eapvuposamu (IIpunosicenue 172).

2.3 JIaGopaTopHbIe THATHOCTHYCCKHE HCCIe10BAHUS

OcHnognbie nabopamopHvle mMemoovl noomeepacoenus ouaznoza MIICVI exnouarom
onpedeieHue  akmueHocmu  epmenma  apuicyivgamasel B,  KonuuecmeeHHwvli U
kawecmeennwlli anaiuz A" mouu u monexkynapHo-eenemuveckue ucciedoganus cena ARSB.
Hannvie uccnedosanus npo8oOamMcs 8 CReYUAIU3UPOBAHHBIX 2eHEMUUECKUX 1A00OPAMOPUSIX.

. BceMm marmentam pexkomeHaoBaHo omnpeaesneHue ypoBHs ['AI' B moue. [laHHbId TecT
SIBJISIETCS] OJTHUM U3 ToATBepxkAatonux onoxumudeckux tectos aist MIIC VI tuna [1,14].

YpoBeHb  y0eauTeNbHOCTH pexkoMeHaanmuu B  (YypoBeHb /10CTOBEPHOCTH

A0Ka3aTeJbCTB — 1).
o Kommenrapum: nosviwenue yposns I'Al" 6 moue nabarwooaemes u npu opyeux ¢popmax
MIIC, npu npogedenuu snexkmpogopesa I'Al" 603M04CHO 8b1A6UMb UZOIUPOBAHHOE NOBBIUUEHUE
oepmamancyivpama, ymo XapakmepHo mouavko 01 3moco muna MIIC. PexoMeHI0BaHO
olpesieliecHUue aKTUBHOCTH apwicyibdarasel B B kynbType ¢pudpo01acToB, B M30JIMPOBAHHBIX
JefKoIMTax, JM00 B MATHAX KPOBU, BBICYHIEHHBIX Ha (QMIBTPOBAIbHON Oymare ((QuibTpsl
Ne903) Bcem marmeHTaM C LEIBIO MOATBEPKACHUS auarnosa [1,14].

YpoBeHb  y0eaUTEJbHOCTH pexkoMeHaAanuu A  (YpoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 1).

KommenTapuu: y nayuenmos ¢ MIIC VI axmuenocme 0anHno20 (hepmeHma CHUdICEHA.
Heobxooumo usmepenue axmusnocmu Opyaux cyibghamas 01 UCKIIOUEHU MHONCECMBEHHOU
cynbhamasnoli Heoocmamoynocmu. B coomeemcmeuu ¢ Ilpuxazom Munzopasea Poccuu 13
oxmsaops 2017 & Ne 804u om «0O6 ymeepyxcoenuu HOMEHKIAMYPbl MEOUYUHCKUX VCIYey
Hazeanue ycayeu: Komnnexc uccneoosanuii 0ns ouaznocmuku mykonoaucaxapuoosa mun VI
. PexomennoBano wuccinenoBanne reHa ARSB ¢ 1enbi0 MOATBEPXACHUS JHArHO3a
MOJICKYJIIPHO-TeHETHYeCKUMU MeTonamu [1,6,14].

YpoBeHb  yOeqMTEIbHOCTH peKkoMeHTanud A  (YpoBeHb  /J0CTOBEPHOCTH
A0KAa3aTeJbCTB — 1).

KommenTapuu: guisgnenue mymayuti 6 cene ARSB noomeepaicoaem ouaenos MIIC VI
Cnedyem yuumovieams, Ymo 6 peoKUx CAyyasx Mymayuu 6 2eHe ¢ NOMOwbl0 CMAHOAPMHBIX
memooog [[HK-ananusza, mozym Ovimb He GblsGNEHbl, MAK KAK PACNONA2AOMcs 6 21yOuHe
UHMPOHO8 U npeocmasisiom npomsiicennvle Oeneyuu ecena [1,15]. B smux cayuasx
HeobXo0uMo mujamenbHoe CONOCMABIeHUe OUOXUMUYECKUX U KIUHUYECKUX OAHHbIX O

noomeepacoenuss ouasnosa . B coomeememeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabps
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2017 2 Ne 8041 om «O6 ymeeparcoenuu HOMEHKAAMYPbl MEOUYUHCKUX YCILY2» HA3BAHUE YCIYeU.
Komnnexc uccnedosanuii ons ouacnocmuxu mykonoaucaxapuooza mun VI

. Bcem marmuentam ¢ MIIC VI pexomeHayeTcs MPOBEICHUE OMOXMMHUYECKOTO aHaIn3a
KpOBH JJIsl onpefesieHus: (YHKIMOHATBHOTO COCTOSIHUS TEYEHH, KOTOpas ABISETCS OJAHUM U3
opranoB-muiieHeir npu  MIIC  (onpexmenstor — ananuHamuHoTpancdepasy — (AJIT),
acnapratamuHoTpanchepazy (ACT), obmuit u mpsimol OwnmupyOwH, XonecrepuH (B T.4.,
HccnenoBanne ypoBHS XOJeCTepHHA JIMIOMPOTEHMHOB BBICOKOW IUIOTHOCTH B KPOBH,
HccnenoBanue ypoBHS XOJieCTepUHA JUIONPOTEMHOB HU3KOW TMIIOTHOCTH, WccnemoBanue
YPOBHSI JIMIIONIPOTEHHOB B KPOBH, TpUTIHLepunl) [2, 6,16].

YpoBeHb  yOenuTeJbHOCTH peKkoMeHIauuu B  (YypoBeHb /10CTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

. Bcem mamuentam ¢ MIIC VI pekoMmeHayeTcsi IpOBeIeHUE 001ero (KIMHUYECKOTO)
aHanu3a kpoBu (OOmMi (KIMHUYECKUN) aHAIU3 KPOBU Pa3BEPHYTHIN) Uil OLEHKA OCHOBHBIX
apamMeTpOB KPOBETBOPEHUS U BBISIBJICHUS BO3MOXHBIX HH(EKIIMOHHBIX Mporeccos [2, 6,16].

YpoBeHb  y0enMTeIbHOCTH peKkoMeHIauuun B  (YypoBeHb /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KoMMeHTapuu: 6 831U ¢ 8bICOKUM PUCKOM PA38UMUs UHMEPKYPEHMHbIX UHDeKyul,
acnupayuourot nueemonuu y nayuenmos c¢ MIIC pexomenOyemcs npogedeHue OAHHO20
ucciedosanusi He pedice 2 paz 6 200
. Bcewm nanuentam ¢ MIIC VI pekoMeHlyeTcsl IPOBEJEHNUE OOIIEro aHan3a MOYM JJIs
OLICHKH COCTOSTHHSI MOYEBBIBOIAIIMX MTyTEH U MOYeK He pexe 2 pa3 B rox [2, 6,16].

YpoBeHb y0enuTeJbHOCTH pexkoMeHAanuun B  (ypoBenb Jg0cTOBEpHOCTH
JI0KA3aTeJILCTB — 4).

KoMMeHTapuu: 6 c831 ¢ 8bICOKUM PUCKOM PA3BUMUSL UHIMEPKYPPEHMHBIX UHGEeKYULl )
nayuenmos ¢ MIIC pexomendyemcs npogedenue 0aHH020 UCCIe008AHUSL He pedice 2 pa3a 8 200

2.4 UHcTpyMeHTAJNBLHBIE AMATHOCTHYECKHE MCCIe0BAHNSA

. Bcem mnanmentam ¢ MIIC VI pekomeHnyercs mpoBeneHHE YIbTPa3BYKOBOTO
uccnenosanus (Y3U) opranoB OpromHoi moioctu (YIbTpa3ByKOBOE MCCIIEIOBAHHE OPraHOB
OpIOIIHON TOJOCTH (KOMIUIEKCHOE), YIIBTPa3BYKOBOE HCCIEIOBAHUE II€YEHH) C LENbIO
BBISIBJICHUS YBEITUUCHHUI pa3MepOB NICUCHH U celie3eHKH [2, 6,16].

YpoBeHb y0eauTeJbHOCTH pekoMeHaanun B (ypoBeHb J0CTOBEPHOCTH A0KAa3aTEJNbCTB —
4).

KommenTapun: euviasnsaiomes ymepennas cenamomezanus uau 2cenamochnienomeeanus. Ha

quHe mepanuu pasmepsvl ne4eru U CelE€3eHKU YMEHbUUAIOMCAL.
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. C uenpio BBISIBIIGHUS MHOXECTBEHHOTO Au3ocTo3a BceM mnarueHtam ¢ MIIC VI
PEKOMEHIyeTCsl MPOBEICHUE PEHTreHOrpaduu MIEHHOTrO, TPYJHOTO U TMOSICHUYHOTO OTAeNa
MMO3BOHOYHUKA, a TAK)KE€ PEHTreHOrpapuu BEPXHUX U HUKHUX KOHEUHOCTEU, Ta300€ApEHHOr0
cycrasa [2, 6,16,24,28].

YpoBeHb  yOeauTENbHOCTH pexkoMeHaanmuu B  (ypoBeHb /10CTOBEpHOCTH
0KA3aTeJbCTB — 4).

KomMmeHnTapuu: gwoiasidiomes  MHOdJCecmeHHble  OU30Cmo3bl  ckaghoyeghanus,

eunonaazus 3y006uono2o ompocmxa C2-no360HKa, 00pcontombapuviii Kugos 8 pesyibmame
NIAMUCNOHOUNIUU, NOACHUYHBIL 2unepiopoos. Onpedensiomcs wupokue pebpa, KOpomKue
U302Hymole KII0OYUuYbl, 2UNONIA3Us 20JI080K NJeYeblx Kocmel U 8apycHas oegopmayus
njeyegulx Kocmetl 68 NpOKCUMATIbHBLIX 0moenax, OUCMmAalbHble dNuUgu3vl Kocmel npeoniedbs
ckouieHvl Opye Kk Opyey. 3adepoicka gopmuposanus s0ep okocmenenus. llacmuvie xocmu
KUcmelil YKOPOUeHbl U CYHCeHbl — «3A0CMPEHbLY 8 NPOKCUMALbHBIX OMOENAX, « CKOULEeHHOCHbY
BEPMULYICHBIX 8NAOUH, OehOpMUPOBAlHbIE, YNIOWEHHble 20N08KU OeOpeHHbIX Kocmell U
savbeycHas Oeghopmayusi uieex 6eOpeHHbIX Kocmell.
. Bceem nmanmmentam ¢ MIIC VI pekoMeHIOBaHO MpOBEACHUE DIIEKTpOHEeHpoMuorpadun
(OHMI') (Dnexkrponeiipomuorpadus CTUMYISIIMOHHAs OJIHOTO HEpBa, DJeKTpoMmHorpadus
CTUMYJISILIMOHHAST CPEIMHHOTO HEpBa), YTO MO3BOJIACT OLEHHUTh (DYHKIIMOHAIBLHOE COCTOSHHE
MBIIICYHBIX TKaHEH, HEPBOB M HEPBHO- MBIIIICYHOM mepeaayu [2, 6,16].

YpoBeHb  yOeauUTENbHOCTH pekoMeHganmuu B  (ypoBeHb /J10CTOBEPHOCTH
JI0KA3aTeJILCTB — 4).

Kommenrtapuu: cmumynrayuonnas OHMI  nozeonsem onpedenumsv —coasieHue

CpeouHHo20 Hepsea oadxce 00 NOAGNEeHUS CUMNMOMOG U OOJHCHA NPOBOOUMbCS, HAYUHAS C
so3pacma 4-5 nem exnce2o0Ho.
o PexomennoBano mpoBeneHUEe ayauoMeTpun BceMm mammeHTam ¢ MIIC | ¢ menbro
BbisiBIIeHUST Tyroyxoctu (TonambHas ayauomerpusi, PeueBas ayauometpusi, Mrposas
ayJMOMETPHS); DHIOCKOMHUS HOCOTJIOTKM u ropTaHu (DHIOCKONMHUYECKas HSHAOHA3aJIbHAS
peBU3HS TOJOCTH HOCA, HOCOTJIOTKH, ONH(PApUHTOIAPUHTOCKONUS, ONU(apuHTOCKOIHUS
BHJICODHIOCKOITUYECKas) I OILEHKH CTEIEHH THIEPTPOPHH aJeHOUIOB M MHUHIAIUH; MPU
MOJIO3PEHUM HAa CHUKCHHE CTyXa HEOOXOJMMO TPOBEACHHE OTOAKYCTHICCKOW dMHUCCUU  (TIpH
OTCYTCTBHH 3KccynatuBHOro otuta) (MccnenoBanue BBI3BAaHHOW OTOAKYCTHYECKOH SMHUCCHH,
HccnenoBanue 0TOAKyCTHYECKOM SMUCCHU HA YaCTOTE MPOJIYKTa UCKAKCHUS).

YpoBeHb  y0eauTeqbHOCTH pexkoMeHaanmuu B  (ypoBeHb /10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).
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KomMmeHnTapuu: myzoyxocms paszuoii cmeneuu 6blpadCeHHOCMU XapakmepHa OJisl
oanHnozo 3aboneeanus. OHa Modcem KOHOVKMUBHOU UNU HEUPOCEHCOPHOU Ul HOCUMDb
cmewlannwll xapakmep. Paunee @viasnenue my2oyxocmu no360aiem YAYUUUMb Ka4ecmeo
JHCUBHU NAYUEHMO8, 0Decnedums um iyduiee ooujeHue u odyuenue.

YpoBeHb yOeauTeJbHOCTHM pekoMenaanuu B (ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 4).

J [Ipy mogo3peHHH Ha CHUIKEHHE CllyXa HEOOXOIHMMO MPOBEICHHE OTOAKyCTUYECKOU

MHCCHI (ITPH OTCYTCTBUH SKCCYIATHBHOIO O0THTa) [2, 6,16].

J PekomennoBano mnpoBeneHue wuccienaoBanus (yHkuuu BHemHero abixanus (OBJ)
MeTooM crupoMerpun BceM manueHtaM ¢ MIIC VI, cnocoOHBIM BBINOIHUTH
TpeOyeMBbIl TbIXaTSIBHBIN MaHEBD IS OIeHKH 3()(PEKTUBHOCTH MPOBOIUMON TEPAITHH,
KOHTPOJISI 32 COCTOSIHUEM OpOHXO0JIETOYHOM cuctemsl [2, 6,16].

YpoBenb y0eauTenbHOCTH pexkoMeHganuu B (ypoBeHb 10cTOBepHOCTH
JA0KA3aTeJbCTB — 4).

KommenTapuu: ¢ coomsemcmesuu ¢ Ilpukazom Munzopaea Poccuu 13 okmsaops 2017 2
Ne 804n om «O6 ymeepacoenuu HoMeHKIamypbvl MeOuyuHckux ycayey:  Hccnedoeanue
HeCnpoBoYUpOBAHHbBIX  ObIXAMENbHLIX 00beM08 U nomokos, Droymempus  OvixaHus,
Hccneoosanue ovixamenbHblx 06beM08 ¢ NPUMEHEHUEeM 1eKaAPCMEEHHbIX NPenapamos.

J PexomennoBaHo mpoBeneHue peHTreHorpaduu jerkux Bcem mnamueHtam ¢ MIIC VI

NPU HAJTMYUK ayCKYJIbTaTHBHBIX U3MEHEHUIA B NIeTKux [2, 6,16].

YpoBeHb  y0eqMTeIbHOCTH pexkoMeHIanuu B  (YypoBeHb /10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 4).

. PexomennoBano nposeaeHue noaucoMHorpaguu 6oasmuHcTBY nanuentos ¢ MIIC VI

JUTS1 TUarHOCTUKU OOCTPYKTHBHOTO arHod cHa [2, 6,16,26].

YpoBeHb  yOeqMTeJbHOCTH peKkoMeHIauuu B  (ypoBeHb  /10CTOBepHOCTH
JI0KA3aTeJIbCTB — 4).

KommenTapuu: ¢ coomsemcmesuu ¢ Ipuxazom Munzopasa Poccuu 13 okmsabps 2017 2
Ne 804n om «O6 ymeepoicoeHuu HOMEHKAAMYPbL MEeOUYUHCKUX YCIye» Hem  YCiyeu
«llonucomnozpaghusa», 6 c6A3U ¢ UYeM BO3MOJCHO UCNONBL30BAHUE HAOOpA  YCaye:
Onekxmpoanyeganoepagua ¢ sudeomonumopuncom,  Cymounoe  MoOHUmMOPUpOSAHUE
apmepuanvHo2o  oaenenus, Peeucmpayus anexkmpoxapouocpammul, Monumopuposanue
anekmpokapouozpaguieckux 0annvix, Xoimeposckoe MOHUMOPUPOBAHUE CEPOeUHO20 PUMMA,
Pacwugposxa, onucanue u ummepnpemayus  snekmpoxapouozpaguueckux — OaHHbIX,

Onekmpomuocpaghusi HaxodxcHas (0OHa amamomuyeckdas 30Ha), IDnexkmpooxyrozpagus,
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Onpeoenenue napyuaibHo20 0a8IeHUsE KUCIOPOOd 8 MACKUX MKAHAX (OKCUMEmPUsL)).

e PexomennoBano nposenenue IKI', Oxo-KI', xontepoBckoro monutopupoBanus OKI' u
CYTOUYHOTO MOHMTOPHPOBAHHS apTEepHATLHOTO AaBiieHUs BceM manueHtam ¢ MIIC VI s
OLIEHKH COCTOsSHUSA cepana [2, 6,16,25].

YpoBeHb  y0eauTeNIbHOCTH pexkoMeHganmuu B  (ypoBeHb /10CTOBEpHOCTH
0KA3aTeJbCTB — 4).

KommenTapuu:  peeynapuoe  nposedenue  IOKI,  Oxo-KI,  xonmeposckoeo
mouumopuposanusi  IKI, cymounoco monmumopuposaunusi apmepuanbHo20 — 0A8lIeHUs
HeoOX00UMO nayueHmam ¢ OaHHOU namono2uell, Max KAk ¢ pPAaHHe20 803pacma y HUX
ommeuaomcest cepoedHo-cocyoucmole HapyueHusl.

B coomeemcmeuu ¢ Ilpuxkazom Munzopasa Poccuu 13 oxmsabps 2017 2 Ne 804u om
«06 ymeepoicoeHuu HOMeHKIamypvl MeOuyuHckux ycayey: CymouHoe MOHUmMOpuposauue
apmepuanvHo2o  oaenenus, Peeucmpayus anexkmpoxapouocpammul,  Monumopuposanue
nekmpoxapouozpaguieckux 0anusix, Xoameposckoe MOHUMOPUPOBAHUE CePOEYHO20 pUmMma,
Pacwugpposxa, onucanue u unmepnpemayus s1ekmpoxapouocpaghuyeckux OaHHuIXx,

. Bcem manmentam ¢ MIIC VI pexkoMeH0BaHO NMpOBEAECHUE MAarHUTHO-PE30HAHCHOU
tomorpadun (MPT) w/unu KT ronoBHOro mo3ra u meHHOTo OT/IeNa MO3BOHOYHUKA C IIEJIBIO
BBISIBIICHHS] KOMIIPECCHH CIIMHHOIO MO3ra u ruaporedanuu [2, 6,16].

YpoBeHb  yOenuTeIbHOCTH pekoMeHIanuu B  (YypoBeHb  /10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 4).

KommenTapuu: HecmabunbHocms amiaHmoakcuaibHO20 COYJIeHeHUs Modcem Obimb
8blAGIEeHA NpU peHmeeHozpaguu welHo2o omoend MNO3860HOYHUKA C QYHKYUOHATbHbIMU
npobamu, 0OHAKo OJisk NOOMBEPHCOEHUSL KOMNPECCUU CRUHHO20 MO32d 8Ce0CmEUe YMOIUeHUs.
€20 0001104eK U POPMUPYIOWUXCA AHOMATUL NO360HKO8 mpebyemcs npogedenue MPT u/unu
KT.

B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsaopsa 2017 e Ne 804nu om
«06  ymeepocoeHuu  HOMEHKIAmMypbl  MeOUYUHCKUX  ycayey. Maenumno-pe3oHancHast
momoepagus weu, CnupanoHas KOMIbIOMEPHA MOMOSPadus uieu.

° [Tarimentam ¢ MIIC VI  pekoMeHI0OBaHO MPOBEICHWE WCCIECIOBAHUS TEPETHETO
CeTMEHTa Tjla3a METOJIOM OOKOBOTO OCBEIICHHS, W3MEPEHHE BHYTPHUTIJIA3HOTO JIaBICHHS
(OdranmeMoTOHOMETPHSI) M OlEHKAa CcOCTOSHUS ThazHoro aHa (Odtambmockonusi, OcMoTp
nepudeprur TIA3HOTO JHA C UCIHOJIb30BaHUEM TpPEX3epKalbHOW JHH3BI [ onbaMaHa,

buomukpodororpapuss rinazHOro JgHa C UCHOJIb30BaHUEM (YyHIyC-KaMepbl) C IEJIbIO
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BBISIBJICHUS TJIAyKOMbBI, M3MEHCHHUSI TPO3PAYHOCTH TJA3HBIX CPEll U COCTOSHHS CeTYaTKu [2,
6,16].

YpoBeHb  yOeqMTeJbHOCTH peKkoMeHIauuu B  (ypoBeHb /10CTOBEPHOCTH
0KA3aTeJbCTB — 4).

Kommenrapun: y nayuenmosg ¢ MIIC VI mooicem evisigniamvcs — nomymuenue
pocosuybl. Y HeKOMOpPuIX  NAYUEHMO8 PA3BUBAEMCsl 2NAYKOMA, NUSMEeHMHAas Oucmpogus
cemuamxku. Pedko - omek oucka 3pumenbHoco Hepaa.

. Bcem marmmmentam ¢ MIIC VI Tuma pekoMeHIOBaHO MPOBEACHUS 6 MHHYTHOTO TECTa
x01160b1 (6MTX) 2 pa3a B roa ¢ 5 nernero Bo3pacra [2,6,16,26].

YpoBeHb  y0eIMTeIbHOCTH PpeKoMeHIAUH A  (YpOBeHb /JI0CTOBEPHOCTH
A0Ka3aTeJbCTB — 1).

Kommenrtapuu: Tecm 6-munymmuoii xo0b0ul s611emcs 0OHUM U3 Hauboiee npocmvix u
OOCMYNHLIX 8 MUPOBOU NPAKMUKe CHOCOO08 OYEHKU BbIHOCAUBOCMU U (DYHKYUOHATbHBIX
B03MOJICHOCIEN NAYUEHMNO8 C KAPOUOJO2UYECKOU U JIe20YHOU NAMONO2UAMU, a MaKdHce
BbISBIIEHUS. MAKOBLIX, 8 MOM yucie u y oemei. Ileped nauarom mecma u no ucmeveHuu wecmu
MUHYM CREYUATUCTOM OYEHUBAEMC S NPOUOEHHbII NYyMb ¢ MOYHOCMbIO 00 Mempa, a maxoice
nepeHocumocms Hacpysku no wkaie bopea, apmepuanvnoe oaenenue, nyavc, uacmoma
ObIXaHus M caTypanus KHCIOPOIAOM KPOBU. NAyUeHmy HeoOX00UMO UMepums apmepuaibHoe
OaslieHue,  4aAcCmMoma — CepoeyHblX — COKpawjeutl,  uacmoma  ObIXAHUs, — NPOGecmu
nynvcoxcumempuio. Pe6énox dondicen 3a 6 munym npoumu MaKxcumMaibHO 803MONCHOE OJist ceOst
paccmosnue Ha mpexe 8 KOMpopmuom 0ns cebsi memne. B ciyuae 6osnHuknosenus 6onu 6
2pyou, CUTbHOU O0O0bIUWKU, CYOOPOS 6 HO2AX, 20J0BOKPYIHCEHUs, NOomepu YCmoudugocmu,
Hapacmarwel crabocmu u A6HOU Ole0HOCmU cledyem HeMeOlleHHO NpPeKpamums mecm.
Jucmanyuro, npotioennyro ¢ meuenue 6 mun (6MTX), usmepsiiom 6 mempax OyeHu8arOm
Ounamuxe 1 pasz 6 6 mec. u cpaguugaiom ¢ OAHHBIMU NPeObLOYWe20 UCCAe008AHUL.
Ilpunoswcenue I'4.

2.5 luddepeHnnanbHas TMATHOCTHKA

Hugpgepenyuanvuas ouacnocmuxa npogooumcs ¢ opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, NO30OHUMU (POPMAMU 2AH2AUOZUO0308, MYKOIUNUOO30M, HEUHDEKYUOHHbLMU

noauapmpumamu, snuguzapuvimu oucniasusmu [1,2, 6,16].
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3. Jleuenne, BKJIIOYASI METMKAMEHTO3HYI0 M HEMeIUKAMEHTO3HYI0 Tepanuu,
AMETOTEPANNIo, 00e300/1UBaHNE, MEAUIUHCKHE IOKA3AHUS H

NMPOTUBONOKA3aHUA K IPUMECHCHHUIO METOA0B JICHCHUS
Jleuenue MIIC mun V| exnouaem kax namoecenemuyeckoe Jiedenue  HAZHAYEHUE
Gpepmenmuou 3amecmumenvuou mepanuu (©3T), max u nposedeHue CUMNMOMAMUYECKOU
mepanuu. Beoenue nayuenmos ¢ MIIC mun V| npeononacaem mynbmuoucyuniuHapHolii
nooxX00 ¢ 00A3amenbHbiM yuacmuem neouampa, Heeposoed, 2eHemuKd, Kapouonoead,
OMONApUHe0N02a, OQMATLMONO2A, NYIbMOHON02A, HeUuponcuxonoed, usuomepaneema u
gpauetl Opyeux CneyuaibHOCmetl, UMEeoWUx Onblm 6 1eYeHUU dMo2o peoKo2o 3a001e6aHUsl.

3.1 IlaToreHern4yeckoe JeyeHue

° PexomennoBano nposenenre 3T namuentam ¢ yctaHoBiIeHHBIM auarHozom MIIC VI
C LEJNbI0 3aMEUICHUs IMPOTPECCUpPOBAaHUS 3a00JEeBaHMs, YMEHBIICHHsS pa3MEpOB IEUYEHU U
CEJIC3CHKHU, YIy4lleHus (QYHKIMU Cep/la, CHUKEHHS YPOBHs dKckpetupyembix ['AT [2, 17-
21].

YpoBenb y0eauTeabHOCTH pexkoMeHaanmuu B (ypoBeHb /10cTOBepHOCTH
A0Ka3aTeJbCTB — 1).

KommenTapuu: @37 nposooumcs npenapamom eancyrvgpaza™* (koo ATX A164AB0S)
npenapam 68ooumcsi 8 003ze Ime/ke 00uH pas 6 Hedenlo 8 GuOe BHYMPUBEHHOU UHPDY3UU 6
meuenue 4 u 6 ycnosusx jeyedOno2o yupedcoenus. Ilpenapam nepeo ungysueii HeobOX00umo
pazeecmu 6 pacmeope Hampua xaiopuda 9 wme/mn (0,9%). Obwuii obvem unghysuu
onpeoensiemcs Ha OCHOBAHUU UHOUBUOYANbHO20 6eca nayuenma. Oun cocmasnsiem 100 mn
unghysuonnoz2o pacmeopa nampus xaopuoa 9 me/ ma (0,9%), ecau eéec nayuenma menvie uiu
pasen 20 ke unu 250 mn, eciu eec nayuenma 6onvute 20 xe. 2,5% pacmeopa 6600am 6 meuenue
nepeozo uaca, ocmanvHol 06vém (npumeprno 97,5%) ¢ meuenue nocreoyrowux 3 u. @3T 6 sude
BHYMPUBEHHBIX UHDY3ULL NPOBOOSM eIHCEHEOENbHO NOHCUSHEHHO.

U3-3a pucka 603HUKHOGEHUs allepeUYecKux peakyuii 6 omeem Ha UH@Y3uo,
nayuenmam HAa3Hauaomcs AHMUSUCMAMUHHBLE npenapamul 8 couemanuu
HCAPONOHUNCAIOWUMU ~ HENOCPeOCMmBeHHO  neped  un@ysued. Ilpu  803HUKHOBEHUI
HedCeamenbHol peakyuu UH@Y3U HYHCHO OCMAHO8UMb, 00 pa3peuleHus CUMAMOMO8 U
3amem NPoOOONAHCUMb UHPY3UIO CO CKOPOCMbIO HA NOJOBUHY MEHbUe MOU ¢ KOMOpPOU OHA

npPoOBOOUNACD.

3. 2 CuMnoroMaTuyeckoe Je4eHue
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o PekoMeH10BaHO TPOBEACHUE MEIUKAMEHTO3HOHN MpeMenuKanu (aHTUTHCTAaMUHHBIMU
CpeICTBAMU W/WJIM aHTUITUPETUKAMH) TIPH MOSBICHUH MOOOYHBIX AJJICPTUYECKUX PEAKIHI TpH
undysuu. [2,22].

YpoBenb yOeauTeJbHOCTHM pekoMenaanuu B (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTEJbCTB — 2).

Kommenrtapuu: V nayuenmose c¢ MIIC, nonyuarowux @D3T, mozym pazeumvcs
nobounvle peakyuu (MUXOpaAoKa, O3HOO, peoma, KpanueHuya, msadcenvle peaKyull
2UNep4y8CmeuUmesbHOCMuU AlIep2udecKo20 muna), npoucxoosujee uilu 80 8pems UHQY3uu uiu 6
meyeHue OHA npogedeHuss un@ysuu. llpu nossrenuu nobOUHBLIX peakyuil 80 epems/nocie
unpy3UU pexomeHdyemcs coomseemcmsyroujee ieueHue, npu Komopom HeodXoo0umo ciedosams
COBPEMEHHBIM CINAHOAPMAM OKA3AHUS MEOUYUHCKOU NOMOWU (NPOMUBOPEOMHbLE NPENnapamsl,
AHMUSUCMAaMUHHble CpeoCmed, AHMUNUPEMUKY, 2TIOKOKOPMUKOCMEPOUOHble Npenapamal).
Ipunoxncenue I'S u Ilpunoscenue I'6.

Jleuenue XPOHUYECKUX 3ab01esanuil (nogedenueckux HapyuleHut,
0QhmanbMoNI02UtecKUx HapyuleHuti, Opmoneouyeckol namoio2uu, CyOOPOICHOO CUHOPOMA,
Al', cepoeunoii HedocmamouyHocmu, peyuoUSUPYIOWUX OMUMO8, YACbIX PEeCNUpamopHbIX
sabonesanui u 0p.) y nayuenmos c¢ MIIC V| pexomenoosano nposodums ¢ yuemom
oelcmeylowux — KIUHUYECKUX peKOMeHOayuu, NPUHUMAs 60  GHUMAHUE  pe3Vlbmambl
KOMNJIEKCHOU OYEeHKU CO CMOPOHbL 8CeX OP2aHO8 U CUCmeM U NepCOHANUUPOBAHHbIE Ueu
nayuenma.

Jleuenue nosedenyeckux HapyueHut npo8OOUMCs He8PONI020M, 0ObIUHO UCHONIb3VIOMCS
cedamugnvle cpeocmeda, MpAaHKeUIU3aAmopwvl, KOppeKmopwvl nosedenus. Buvibop npenapama,
003UpoBKa, ONUMENbHOCMb Kypca onpeoensitomces uHousuodyaivruo. Hauunaiom npuem oanmnvix
npenapamos noo MmMujamenbHblM 6paA4eOHbIM KOHMPONEeM 6 YCIOBUAX KPY2LOCYMOUH020 /
OHEeBHO20 CMayuoHapa.

Ilpu ogpmanvmonozuveckux HapyuweHusx npo8OOUMCs eueHue no NoKa3aHusam, noobop
mepanuu oCywecmeiiemcs Ha OCHOBAHUU PEKOMEHOAYUl No JledeHuro COOMmEemcmeayiouux
HO30102Ul.

Opmoneduueckas Koppekyus HApYWleHUus OCAHKU, KOHMPAKMYp CYCMAgo8 ¢
UCNONIL3068AHUEM HEXUPYP2UUEeCKUX Memooos eKadaem ¢usuonpoyedypvl u Je4ebHyIo
GuzKyrbmypy, UCoOnL3yIom opmonedudeckue ycmpoticmea. 1lo noxazanusm ocywecmensiom
Xupypauueckoe JedeHue CUHOPOMA KapnaibHO20 KAHALd, NPo80OUMCs IHOONPOmMe3uposaHue
Mazob6e0penHo2o Ul KOJNEHHO20 CYCMAsd, KOppueupyiowjue ocmeomomuu Osl UCHPAGIeHUs.

ocu KOHeuHocmell.
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Peyuousupyrowue omumol, uacmole pecnupamopuvie  3a06071e6aHUS  BEPXHUX
ObIXaMenbHblX nymei mpeoyiom npo8eoeHuUs: CUMIMOMAMUYECKOU, aHMUOAKmMepuaIbHou
mepanuu [2, 6].

Y nayuenmoe ¢ MIIC VI npu nanuuuu snunenmuueckux npucmynog pexomeHo008aHO
UCNONIb3068AHUE NPEenapamos U cXeMm Jje4yeHus, HA OCHOBAHUU DPeKOMEHOAUuu No JedeHuio
SnuIencui.

Pexomenoosano yuacmue myabmuoucyuniuHapHol KOMAHObl 8 Be0eHUU CepOedHOl
Hedocmamounocmu y nayuenmos ¢ MIIC V1.

Ilpu neyenuu cepoeunotl HeOOCMaAmMoOYHOCIMU, NAMOI02UL KIANAHO08, KAPOUOMUONAMULU,

HapYWeHuuu pumma u npo8ooUMOCmU cepoya pPeKOMeHOO0BAHO HA3HAYeHUe mepanuu 8
cooOmeemcmeul ¢ KIUHU4eCKUMU PeKOMEHOAYUIMU.
. [Tpu xponuueckoil Heliponatuueckoi Oonu y manuentoB ¢ MIIC VI pekomenagoBaHo
Ha3HAYEHHUE IIPErapaToB, BO3JCHCTBYIOIIMX Ha ILEHTPAJIbHBIE MEXaHU3MBI (HOPMHUPOBAHHS
XpPOHUYECKOW  OOJM:  aHTUKOHBYJIBCAHTOB (/1032  MOAOUpaeTcs  MHAMBUAYAJILHO),
aHTHCTpeccanToB [2,22].

YpoBenb y0eauTeNbHOCTH pexkoMeHaanuu B  (ypoBenb jocToBepHOCTH
A0KA3aTeJIbCTB 4)

Kommenrtapum: [lonooscumenvrozo sghghexma gpapmaxomepanuu XpoHuueckou 6oy y
nayuenmos ¢ MIIC mooicno 0obumscsi npu yuéme NPpUHUMAEMbIX NAYUESHIMOM NPenapamos u
pe2yiapHoOM MOHUmopuHee 6ezonacHocmu Jnevenus. Ilpu neuenuu 6onesoco cuHopoma y
nayuenma ciedyem uUcnoib308ams HauMeHee UHEA3UBHbIUL CHOCOO.

o [Tatmentam ¢ MIIC VI pexomeHyeTcst KOHCYIbTAlUH CIEIYIOUINX CIIEHUATINCTOB He
pexe 1 paza B 3 Mecslia Wi yallle MPH HATMYUK TIOKa3aHuii: nexquarpom [2,16,28].

YpoBeHb yOequTeJbHOCTH pekoMeHAanuun B (ypoBeHb 1gocToBepHOCTH
JI0KA3aTeJILCTB — D).

. [Taruentam ¢ MIIC VI pekomenayeTcss KOHCYIbTAlMM CIEAYIOIINX CIIEINUAINCTOB HE
pexe 1 paza B 6 MecsAleB WIM 4alle Npd HAIUYUM TIOKA3aHUH: OTOJIAPHHIOJIOrA,
o(ranpMoiora, KapJKoora, OpTorne/a, MyJbMOHOJIOTa, HEBpomaroJora, opronena [2,16,28].

YpoBeHb y0equTEJbHOCTH pekoMeHAanuun B  (ypoBenb jgocTOBepHOCTH
JI0Ka3aTeJIbCTB — 5).

[Taruentam ¢ MIIC VI pekomeHayeTcs KOHCYJIbTAIMsl BpauOM-XHPYpProM (Mpu
HaJIMYUH NIATOJIOTHH, TPEOYIOIIEH XUPypruuecKoro BMemaTenbcrea) [2,16,28].

YpoBeHb y0equTeJbHOCTH pekoMeHaanuun B  (ypoBenb jgocTOBepHOCTH

JI0Ka3aTeJIbCTB — 5).
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3. 3 Xupypruyeckoe JeyeHue

Xupypeuueckoe neuenue nayuenmos ¢ MIIC V1 ciedyem nposooums npu yuacmuu

MYTLMUOUCYUNTUHAPHOU  KOMAHObL 8 COOMBEMCMEUU C  OeUCMBYIOWUMU  KIUHUYECKUMU
DPEKOMEHOayUsAMU.
o [TarueHTaM ¢ COXpaHHBIM HMHTEIUICKTOM W HapylieHHeM (QYHKIUU KUCTEH WU C
HapylLIeHUEM HEPBHOM IpoBoguMocTu mo pesynbraraM OHMIT pekomeHayercs ornepanus
JIEKOMIIPECCUU HEPBHBIX CTBOJIOB, KOTOpasi MPUBOAUT K OBICTPOMY CTOMKOMY YITYYILIEHHUIO
byukuuu [2, 16,24,25].

YpoBeHb  yOequTENIbHOCTH pexkoMeHaanmuu B  (ypoBeHb /10CTOBEpHOCTH
JI0KA3aTeJIbCTB 3)

KomMmenTapuu: uacmoma peyuougo8 KapnaibHo20 MOHHENIbHO2O CUHOPOMA Y

nayuenmos c¢ paziuunvimu munamu MIIC neuzsecmua. Ilockonvky nosmopHas Komnpeccus
MeOuanHo2o Hepsa 6creocmeue pyoyeeaHus: UNU  OMIONCEHUs.  2TUKOZAMUHOTUKAHOS
B03MOICHA, HEOOXOOUMO NPOOONAHCAMb HADIIOOEHUe.
o [Taiuentam ¢ MIIC VI tuna npu coobmarornieiics: ruaponedaiuu ¢ IporpecCupyronmm
yBeIMUCHUEM JKenyqoukoB 1o gaHHbIM MPT w/mm KT moaTBepKAEHHBIM IOBBIIICHUEM
JaBJIeHUA 11epedpo-cruHaNbHOM kuakoctu 6osee 250-300 cM BoHOTO cTOI0a PEKOMEHTyeTCs
BEHTPUKYJIO-TIEPUTOHEAIBHOE ITYHTHpOBaHue [2, 16].

YpoBeHb  yOeauTeNbHOCTH pekoMeHaanmuun B  (ypoBeHb JI0CTOBEPHOCTH
A0KA3aTeJIbCTB 3)

o PekoMeHI0BaHO TMPOBEIEHUE XHUPYPrHYECKOrO BMEIIATEIbCTBA IS IMAIIUEHTOB C
JTUArHOCTHPOBAHHBIM CTEHO30M IISHHOTO OT/IeNa - IEKOMITPECCHH CITMHHOTO MO3Ta, 9YTO UMEET
pelaroriee 3HaueHUE B yCTpaHeHuu creHosa [2, 10,16,24,25,29].

YpoBeHb  y0eIUTEJIbHOCTH pexkoMeHAamuu A  (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2).

KommenTapumu: coasnenue cnunnoco Mmo32a  npugooum K — HeoOpamumbim
HeBPOI02UUeCKUM HAPYULEHUAM, ONepayuro ciedyem paccmampusams oadxce y nayuenmos 6e3
HeBPOI02UYeCKOl CUMNIMOMAMUKU, €eClU CASUMMANbHbIL Ouamemp HNO360HOYHO20 KAHANA
cyorcen bonee uem na 50%. Xupypeuueckoe emewamenbcmeo OO0NHCHO BbINOIHAMbBCA PAHbULE
PA38UMUS HEBPONOSUYECKUX NPOSABTIEHU.

o PexoMeHnyeTcst mpoBeIcHHE XUPYyPrHUSCKON 3aMeHBI Ta300€JPEHHOTO HIIH KOJIEHHOTO
CycTaBa, KOPPUTHPYIOIIHAE OCTEOTOMUH KOCTEH KOHEYHOCTEH MPH BHIPAKCHHOM HapYIICHUN
(YHKIIUM KOHEYHOCTH OOYyCIOBIEHHOW nedopManueil WiIu apTpo3oM, MPU OTCYTCTBUHU

a¢dekTa oT KoHcepBaTHBHOM Tepanuu [2, 10,16,24,25,29].
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YpoBeHb yOeauTeJbHOCTHM pekoMeHaanuu B  (ypoBeHb  J0CTOBEPHOCTH

A0KAa3aTeJbCTB — 3).

5. IlpodpuiakTHKA U JUCHAHCEPHOE HAOIIOAeHHE, MEAHIHHCKHE MOKA3AHHS
H NMPOTHBONOKAa3aHUA K IPUMECHCHUIO METO/10B HpO(l)l/IJ'IaKTI/IKI’I
. [Tocne ycraHOBICHUs IWarHO3a MAUCHTY WM €ro O(QHIUAIbHBIM IPEICTABHTEISIM,
PEKOMEH/IyeTCsl KOHCYJIbTAIMsI Bpadya-TeHETHKA C LENbI0 Pa3bsICHEHHH TeHETUYECKOrO PUCKA,
00CYKICHUSI BOBMOXHOCTEH MPEeHATAIBHOW ¥ MPEUMILIAHTAIIMOHHON TMarHocTuku [2,6,14].
YpoBenb y0eAuTeNILHOCTH pekoMeHaammu B (ypoBenb /10cTOBEpHOCTH

JA0KA3aTeJbCTB — 5).

5.1 penaraabuasg nuarnoctuka MIIC VI

° B cempsx, rae ectb NAUMEHT C YCTAHOBICHHBIMU MYTAlUsMH, CYILIECTBYET
BO3MOXHOCTh MPOBEACHUSA MPEUMIUIAHTALIMOHHON M IMpPEHATaJIbHOM JUAarHOCTUKU. ['eHeTuk
PEKOMEHIYET POJIUTENSIM COOTBETCTBYIONINE TUArHOCTUYECKHE TaOOPaTOPUH U MEIUIIMHCKUE
neHTpbl. [IpeHnaranbHas IMAarHOCTHKA BO3MOXKHA  MeToAaMu IpsiMod miau kocBeHHoil JIHK-
JIMAarHOCTUKY JUIsl CEMEH ¢ M3BECTHBIM F'eHOTUIIOM [2,6,14].

YpoBeHb  yOenuTeIbHOCTH pexkoMeHaamuu B  (ypoBeHb  jJocTOBepHOCTH

JI0KA3aTeJIbCTB — D).

3abonesanue umeem myrbmucucmemMHyo npupooy u Heobpamumvle, NPocpeccupyrouue
KIUHUYECKUEe NpPOAGIeHUsl, UYmo 00)Closiusaem HeoOXo0UMOCmb HAONOO0eHUs. He MOJIbKO
V3KUMU cneyuanucmamu (omopunonapuneonrocamu, Xupypeamu-opmoneoamiu,
ogpmanomonocamu, Kapouoio2amu, nyIbMOHOIO2AMY, He8PONAmoso2amu u m.0.), HO U
Pusuomepanesmamu, 1020n€dAMU, NCUXOTI02AMU U PAOOMHUKAMU NATTUAMUBHBIX CLYHCO.

Hayuenmor ¢ MIIC VI 0oadcHbl nocmosanHo Haxooumuvcs oo Habaroodenuem, 1 paz 6 6-
12 mec. (8 coomsemcmeuu ¢ maxicecmvio COCMOSIHUA) NOKA3AHO KOMNIIEKCHOe 00clied08aHue 6
MHO20NPODUIbHLIX cmayuoHapax. [[numensHocms HAXodcoeHus 8 cmayuorape / OHe8HOM
cmayuonape 21-28 oHeii.

Habniooenue nayuenmos no mecmy sxncumenbcmea (6 ambyiamopHo- NOJUKIUHULECKUX
VCI0BUAX) OO0NHCHO OCYWECMBIAMbCs NOCMOsAHHO. Jlabopamophvle U UHCMPYMEHMAbHbLE

06cnedosanus U pekomeHoyemas yacmoma ux nposederus: npeocmasnena 8 Ilpunoscenuu I'3.
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1)
2)
3)

6. Opranu3anusi MeIMIMHCKOI MOMOIIU

6.1 Iloka3auus JUIS1 IJIAHOBOM TOCIMTAJIH3ALUN

MPOBE/ICHUE JUATHOCTUKU U JICYCHHUs, TPEOYIOIIHNE KPYIIIOCYTOYHOTO MEIUIIMHCKOTO
HaOJIIOIEHNS;

COCTOsSIHME, TpeOyromee aKTUBHOIO JICUEHHS M KPYIJIOCYTOYHOTO METUIIMHCKOTO
HaOmoneHuss  (IpbDKECEYCHHE, OIEepaTHMBHOE JICUCHHE TOPAKEHHS  CYCTaBOB,
[IO3BOHOYHUKA, CKOJIMO3, aJ€HO’KTOMHS, TOH3MJUIDKTOMHUS, HEHPOXUpYyprudeckas
JEKOMIIPECCUs] CHHIpPOMAa 3allsICTHOIO KaHajla, YCTAaHOBKA TPAHCTUMIIAHUYECKOIO
JpeHaXa Ipu CpeHEM OTUTE, Xupypruueckas koppekuus natoiaorun CCC u npyrue);
OTCYTCTBME  BO3MOXHOCTM  obOecrnedyeHus  ®3T B amOymartopHblX U
CTAaLlMOHAPO3aMEIIAIOLINX YCIOBUSX;

HEOO0XOAUMOCTh TPOBEJEHUS PA3JIMYHBIX BHUJOB 3KCIEPTU3 WM O0CIelOBaHUSA B
MEIULMHCKOW OpraHu3allMy NMpPU HEBO3MOXHOCTH IPOBEAEHUS HUX B aMOyJIaTOPHBIX
YCIIOBHSIX, TPEOYIOIIMX JWHAMHYECKOTO HaOMOJAeHHs (B TOM 4YHCIe OQpOpMIICHHE

3aKIII0UeHHS (eIepabHOr0 KOHCHIIMYMA).

6.2 [Tokazanusi JUIS1 JKCTPEHHOM TOCIUTAJIU3ALNNT

OCTphbIe 3a00JICBaHUS;

000CTpEeHHST XPOHUYECKUX O0JIe3HEH;

OTpaBJICHUsI M TPaBMbl, COCTOSIHUS, TPEOYIOINEe HHTEHCUBHONW Teparuu U MepeBoja B
peaHNMalMOHHbIE OTJENECHUS WIM OTJEJICHMs WHTEHCHUBHOW Tepanuu (B TOM 4YHCIIE
MOOOYHBIE PEAKIMH, MPOMCXOASIIME BO Ipoluecce MHQY3UU WIM B TEUYEHHUE [IHSA
npoBeeHuss UHPy3un O3T, epBUKAIBHBIM CTEHO3 ¢ KOMIIPECCUEH CIMHHOIO MO3ra U
Jpyrue yrpoXKamollue >KU3HU OCTpPhle COCTOSHUS), a TakXKe KpYIJIOCYTOYHOIO
MEIULUHCKOTO HAOMIOJICHUM M TPOBEIEHHs CHEeLMalIbHBIX BHJIOB OOCIEAOBaHUS U

JICUCHHUA.

6.3 IToka3aHusl K BBINMCKE MNanMeHTa U3 CTalMoHapa

OTCYTCTBHE YI'pO3bI )KU3HH MALMEHTA,
OTCYTCTBHE YTPO3bI pa3BUTHUS OCI0KHEHHH, TPEOYIOIINX HEOTIO0KHOTO JICUCHHUS;
CTa0MJIM3alUsl COCTOSIHUST M OCHOBHBIX  KJIMHHMKO-JJAOOPATOPHBIX  IOKa3aTesei

MMaTOJIOrMYECKOTO IMponecca mo OCHOBHOMY 336OJ'IeBaHI/IIO;
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4) orcyrcTBHE HEOOXOJAMMOCTH B IIOCTOSHHOM BpadyeOHOM M KPYIJIOCYTOYHOM
MEJIUIMHCKOM HaOIF0ICHUH 110 OCHOBHOMY 3a00JICBaHHIO;
5) HeoOXOAMMOCTH TMEpeBOAa TMAalMeHTa B JPYIYyI0 OOJBHHIYY WIH YUPSKICHHUE

COLIMAJIBHOTO 00€eCIIeYeHU S

7. lonostHMTEeIbHAA HH(pOpMALKS (B TOM 4ucJie (PAKTOPHI, BJUSIOIIHAE HA

HCXO0)

IIpu mpoBeneHMM HapKo3a M MHTYOAlMM HEOOXOIMMO IOMHHUTb O BBICOKOM pHCKE
KOMIIPECCHM CIIMHHOTO MO3Tra BCJIEJCTBHE HECTAOMJIBHOCTH AaTJIAaHTOAKCHAJIHHOTO CYCTaBa.
Koporkast 1mies, orpaHuueHue TMOABMXKHOCTH HUXKHEM YENIOCTH, YBEIMUYEHUE S3bIKa,
BbIp@)KEHHasi TUNEepTpodus aJACHOMJIOB W MMHIAIUH CO3AA0T MPOOJIEMbl MPU HPOBEACHUU
aHEeCTE3UOJIOTHYECKOr0 MOCOOMs, OITOMY IMPEANOYTEHHUE CIIEAYEeT OTIaBaTh MECTHOMY WM
peruoHasibHOMY 00e300nuBaHuto. llanMeHT mnpenBapUTENbHO KOHCYJIBTUPYETCS BpadOM-
KapInOJIOTOM,  OTOPHHOJIAPUHIOJIOIOM,  aHECTE3MOJIOroM,  HeBpojoroM.  O0s3aTenbHO
IIPOBE/IEHHUE MOJIHOTO KapAHOJIOTHYECKOro 00CIe0BaHMsl, TOJTUCOMHOTpaduu (1 BBISBICHUS
CTENEHHU JbIXaTeJIbHBIX HApYIIEHUI), IpU HEOOXOIUMOCTH - SHAOCKONHUU HOCOIJIIOTKH U
KOMIIBIOTEpHOH  ToMorpadum nerkux. OrmepaTuBHOE BMENIATEIbCTBO C  aHECTe3neH
HEOOXOMMO TIPOBOIUTH B KPYIHBIX MEIUIIMHCKUX LEHTPaX, HMEIOUINX OTACICHHE
peanumanuu M HMHTeHCUBHON Tepanuun (OPUT), tak kak HMHTyOauMs M THOCIERyrOIIast

IKCTYOAIMs y TAKUX MAI[MEHTOB MOXKET BbI3BATh 3aTpyaueHus [2,14,19].
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

Kpurtepuu xauecrBa

YpoBeHb
y0eauTeabHOCTH
pexoMeHanuii

YpoBeHb
JAOCTOBEPHOCTH
JA0KAa3aTeJbCTB

BrinonneHo onpenenenue ypoBHs u criektpa AT
MOYH (IIPH TOCTAHOBKE JMArH03a)

2

B

BrinonHeHo onpesenenrne akTHBHOCTH
apuncynbdartasbl B 1 MOTEKyIsIpHO-TEHETUIECKOE
uccnenoanue rena ARSB  (mpu mocranoBke
JIMarHo3a)

Beimonneno nHazHaueHue GpepMeHTHON
3aMECTHUTENIBHOM Teparnuy rajicyiab(pa3oii B BUIE B/B
UH(Y3UH eKEHEIEIBHO

Brmonaeno OIpeaACICHUC TNTIMKO3aMHUHOI'JINKAaHOB
MouH (eciiu He MPOBOJUIOCH B IPE/IIECTBYIOIIHE O
MECSIICB)

Brimonnenst IKI', 9x0-KI', xonTepoBckoe
MonutopupoBanue OKI' u cyrounoe
MOHUTOPUPOBAHUE apTEPUAIIBHOTO JaBJICHU (ecin
HE MPOBOAMIIOCH MpeamecTByomue 12 Mecsies)

BrimonHeHO onpe/iesieHne pa3MepoB TICUCHU U
CEJIC3CHKHU 10 JIAHHBIM YJIBTPa3ByKOBOTO
WCCIIeIOBaHMs (€CITU HE MTPOBOIMIIOCH ITOCIIEHNE
12 mecsiieB)

Brimonnena peHtreHorpadusi OpraHoB IpyIHOR
KJIETKH (€CIIM He MPOBOIMIIACH Mocieanue 12
MECSIICB)

BrinmonHeHna MarHuTHO-pe30HaHCHAsE ToMOrpadus
IIEHHOTO OT/IeIa TO3BOHOYHUKA (€CIU He
MIPOBOJIMIIOCH B NTOCJIeIHUE 24 MECAIIEB)

BrinonHena koMnbloTepHast TOMOTpadust Wiin
MarHMTHO-PE30HaHCHAs TOMOTpadus TOJIOBHOTO
Mo3ra (eclii He TPOBOIUIIOCH B TIoclieHue 24
MECSIICB)

10.

BelInonHeHo onpeneneHne CKOpOCTH HEPBHOM
IIPOBOJIUMOCTH 3j1eKTpoHeiipomuorpadpuu (GHMI')
(eci He MPOBOMIIOCH TIOCTeHUE 12 MecsI1IeB)

11.

BrinonaeHo onpenenenre GyHKIIMN BHEITHETO
JbIXaHUs (€CIU HE MPOBOAMIOCH Mociennue 12
MECSIICB)

12.

Brimonuena monrcomuorpadus (eciu He
MIPOBOIMIIACH TTOCIeTHHUE 12 MecsIeB)™

13.

Brimonnena penTrenorpadus meiHoro, TpyIHoro
" IIOSICHUYHOTI'O OTAC]a IIO3BOHOYHHUKA, a TAKXKE
peHTreHorpaduu BEpXHUX U HIDKHUX KOHEUYHOCTEH
(ecnm HEe MPOBOAMIIACH TTOCIETHIE 12 MecsIeB)

14.

Brimonnena ayaunomMeTpus (€Ciiu He TPOBOAUIIACH
nocienaue 12 mecsien)

15.

Brinmonsena KOHCYJIbTallusl Bpa4OM-
OCbTaJ'II)MOJ'IOFOM N UCCIICAOBAHMNA IIEPECIAHETO
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Kpurepun kavyectBa

YpoBeHnb
y0eauTeJIbHOCTH
pexoMeHanui

YpoBeHb
JAOCTOBEPHOCTH
J0KA3aTeJIbCTB

CEerMeHTa rjaa3a MEeTOA0M OOKOBOI'O OCBEIIEHNS,
M3MEpEeHNE BHYTPUTIIA3HOTO JABJICHUS U OIICHKA
COCTOSIHHMS TJIa3HOT'O JIHA C LEJIbI0 BBISBICHUS
TJIAYKOMBI, H3MEHEHHUS MIPO3PAYHOCTH TJIA3HBIX
CpeJl ¥ COCTOSIHUS CETYATKH (IIPH HATUIHUN
MATOJIOTUH 3pEeHMSI) (€CII HE TIPOBOIUICS
nocinennue 12 mec.)

16.

BelnonHeHa KOHCYIbTaldsl Bpa4OM-T€HETUKOM IIPH
YCTAHOBJICHUHU JIMArHO3a U MPH TUNIAHUPOBAHUN
OEpEMEHHOCTH B CEMbE

17.

Brinonnena KoHCYIbTalUs BpauOM-KapAHOIOTOM
MIPU HAJTMYUU IATOJIOTUHU CEPACYHO-COCYTUCTON
cHCTeMBI (eciIH He POBOAMIICS MOCIeaHNE 6 Mec.)

18.

BeinonHeHa KOHCYIbTaLUs BpayOM-
OTOJIAPUHTOJIOTOM (TpY HAJIMYUH NTATOJIOTUU CO
cropoHs! JIOP-opranoB u/unm BepXHUX
JbIXaTENbHBIX IyTel) (€Cau HE MPOBOAUIICS
TocJIeTHUE 3 MeC.)

19.

BrImosiHeHa KOHCYIIBTANNST BPAa4OM-HEBPOJIOTOM
IIPY HAJTMYHU TATOJIOTHH CO CTOPOHBI LIEHTPAIbHOM
HEPBHOW CUCTEMBI (€CITU HE MPOBOTUIICS
ToCJIeTHUE 3 MEC.)

20.

BrinonHena KoHCyIbTalMs BpauOM-OpTONIEAOM MPH
HaJIMYUH NaTOJIOTUU CO CTOPOHBI OTIOPHO-
JIBUTATEIBHOTO armnapara (eciy He MPOBOIUIICS
rocyuenHue 6 mec.)

21.

BrImosTHeHa KOHCYIIBTAIHAS BpAYOM-XHPYProM (TIipu
HaJIMYUU TATOJIOTHH, TPEOYIOIIelH XUPypruaeckoro
BMEIIIATEIILCTBA)

22.

BelInonHeHa KOHCYIbTalHAsI BpPA4OM-
IIyJIBMOHOJIOTOM (IIPY HAJWMYWHU NATOJIOTHUH CO
CTOPOHBI JIbIXaTEIbHON CUCTEMBI)

23.

BeinonHeH 6-T1 MUHYTHBIH TECT ¢ X0600i1 (eciu
HE IPOBOJIMJICS MOCJIeIHNE 6 Mec.)

24,

BeinonHeHn OMoXuMHUECKUH aHaIu3 KPOBH
(amanmaamuaOTpancepasza (AJIT),
acrapraramMmuHoTpancdepasa (ACT), obumii n
npsiMO OMITMPYOUH, XOJIECTEPUH, TPUTITHIICPHUIbI)
(ecu He MpoBOAWIICA B ITpeALIECTBYIOIIUE 6
MECSIICB)

25.

BrimonHeH o0mmii (KTUHIYECKHiA) aHaIM3a KPOBU
(ecnm HE TPOBOAMIICS B TIPEIIECTBYIOMIHE 2
MECSIIEB)

26.

BrimonHen o0mumii  aHanu3a Mouu (eciu He
MIPOBOJIMJICS B TIPEAMICCTBYIOIINE 3 MECSIIIA)

27.

HpOBCI[CHO XUPYPTAYCCKOr0 BMCHUIATCIIBLCTBA AJIA
MaIMEHTOB C AMArHOCTUPOBAHHBIM CTCHO30M
LIeHHOTO OTAeA - JACKOMITPECCUU CIIMHHOI'O MO3Ta

24




*-IIpoBenenue monucoMHOTpaduu PEKOMEHIyeTCs MAIlMeHTaM C MOJI03PEHUEM Ha HaJnudue CHHIpOMa

obctpykruBHOTO armHod cHa (COAC) wn npu auHaMudeckoM odcienosannu naruentam ¢ COAC.
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IIpuao:xenue Al. CocTtaB padouell rpynnbl 0 pa3padoTke M HepecMOTPY KIHHUIECKHX

10.

11.

12.

peKoOMeH AN

Kynes C. U., n.m.H., npodeccop, wi.-kopp PAMH, ®I'BHY "Meauko-reHeTHaecKkuii
HayyHbIH HeHTp uM. akagemuka H.I1.boukosa "

Moucees C. B., amuH., O®I'AOY BO IlepBeii MI'MY wum. M.M. Ceuenona
(CeuenoBckuii yausepcurer) M3 PO

HamazoBa-bapanoBa JI.C. akan. PAH, mnpodeccop, am.H., mnpesuneHT Corosa
nenuarpoB Poccun; nact-npesunenr EPA/UNEPSA; pykoBoaurens HUU nenuarpuu u
oxpanbl 31m0poBbsi gereid LIKb PAH, 3aBenmyromas xadeapoil ¢akynbreTckoit
neauarpuu neauarpuueckoro ¢akynsrera ®I'6OY BO «PHUMY um. H.W. [Tuporosay»
MunsznpaBa  Poccun, TJIaBHBINA BHEIITATHBIN JETCKUU CIICLIUAJINCT 1o
npodunakTudeckoir Meaunuae Munsapasa Poccun

Bbapanos A.A. akan. PAH, npodeccop, n.M.H.; modeTHbIi npe3uneHT Coro3a neiuaTpos
Poccun, cosernuk pykoBogutenss HUW nenmarpum m oxpanbl 310poBbs nerei LIKD

PAH, riaBHbIi BHEIITATHBIN ClieHUANIKCT neauatp Munsapasa Poccuun

Bamakmanze H.Jl., n.m.H., kadenpa dakynprerckoit nmeauarpuu [Id OI'BOY BO
PHUMY umenn H.U. Iluporosa, HMM nemmarpum u oxpansl 310poBbs aereil LIKb

PAH MunoOpHayku

3axaposa E.IO. a.m.H., ®IBHY "Menuko-reHeTUYeCKUl HaydHBId LEHTP WM.

akagemrka H.I1.boukosa "

JlapuionoBa B.11. n.m.H., ®I'BHY "UHCTUTYT 3KCEpUMEHTaNbHOM MEIULIUHBI"
KyzenkoBa JIM. a.m.H., OI'AY «HMMUIL] 3n0poBes neteit» MunsnpaBa Poccun,
npodeccop kadenpsl nemuatpuu u gerckod peBmaroiorun PI'AOY BO Ilepssrit
MOCKOBCKMI TOCYNapCTBEHHBbIM MeIuUMHCKUN yHuBepcurer um. M.M. CeudeHoBa
MunuctepctBa  3apaBooxpaHeHust — Poccuiickoit  ®epeparuun  (CeueHOBCKUH
YHuBepcurer)

Cemsukuna AH., n.M.H., PI'BY «Mockosckuit HUUM nennarpum u 1eTCKOW XUpypruu
Munsapasa Poccuny»

Bocko6oesa E.}O., x.m.H., ®I'BHY "Menuko-reHeTndeckuii Hay4yHBIH LEHTP HUM.
akagemnka H.I1.boukosa "

baiinakoa I'.B., x.6.H., ®I'BHY "Menuko-reHeTH4eCKHii Hay4HbI LIEHTP WM.
akagemuka H.II.boukosa "

Muxaiinosa JLK., n.m.H., mpodeccop PI'BY «HanmoHanbHBII MEIUIIUHCKUAN
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HCCIIEIOBATENILCKUI LIEHTp TpaBMartosioruu u oproneauu umenu H.H. IIpuoposay M3
PD

13. Muxaitnosa C.B., a.m.H, ®I'BOY BO PHUMY wum. H.U. Iluporoa Mun3zapasa
Poccun «Poccuiickas neTckast KIIMHUYecKas: O0JbHHIIA»

14. TlonaxoBa O.A., nmerckuii optomen, tpaBmaronor denepanpHoe [ocymapcTBeHHOE
broxkernoe Yupexaenue "HanuoHanbHbIH MEIUUMHCKUI MCCIEAOBATEIBCKUNA LIEHTP
TpaBmarosnoruu u opronenuu umenu H.H. IIpuoposa" M3 PO

15. ITeuatauxoBa H.JIL. - pykoBomutens LleHTpa opdaHHbIX U APYTUX peAKHX 3a00JeBaHUN

I'bY3 «Mopo3oBckas feTckas TopoJickas KauHudeckas 0onpHuIA J[3M».

ABTOpBI  TIOATBEPKIAIOT ~ OTCYTCTBHE (MHAHCOBOW  MOJICPKKH/KOH(IUKTA

HUHTEPECOB, KOTOPbIA HEOOXOAMMO OOHAPOJOBATD.

30



IIpunoxenue A2. MeronoJiorus pa3spadoTKi KJIMHHYECKHUX PeKOMEHIauM i

Hacrositiue pekoMeHmanuu MNpeaHa3HAYEHbl Il  TNPUMEHEHUS MEAUIIMHCKUMHU
OpraHM3allMsIMH M Y4pexKJIeHUsMU (eaepaabHbIX, TEPPUTOPUATBHBIX M MYHHUIMIAIbHBIX
OpraHOB YIpaBJICHUS 3/IPaBOOXPAHEHUEM, CHCTeM O00s3aTeNbHOTO0 U J0OPOBOJIBHOIO
MEIUILHUHCKOTO CTPAaXOBaHHUS, JPYTMMU MEAMIMHCKUMHU OpraHU3alUsIMH  Pa3IHMYHbIX
OpPraHU3aIMOHHO-TIPABOBBIX (POPM JESATENLHOCTH, HAMPABICHHONW Ha OKa3aHHE MEIMIIMHCKOU

ITOMOIIIH.

Hacrosimue pexoMeHalMu yCTaHABIMBAIOT BUJbI, O0BEM W HMHIUKATOPHI KayecTBa
MeauIHCcKoi momomny naruerTaM npu MIIC VI u 6bumn pacemotpens! 1-2 utonst 2018 rona B
pamkax Hayuno-npaktuueckoro koHrpecca «Opdannsie 0one3nm» B Mockse.

Knunuueckne pekoMeHAalMK CO3/IaHbl HA OCHOBaHMM 0030pa nuTepatypsl 1992-2018
rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, c
MCIIOJIb30BaHUEM CO3/IaHHBIX TpoTokosoB Giugliani R, Harmatz P, Wraith JE., Management
guidelines for mucopolysaccharidosis VI., Pediatrics. 2007 Aug;120(2):405-18; R.Giugliani;
A.Federhen; M.V.M.Rojas Mucopolysaccharidosis I, 11, and VI: brief review and guidelines for
treatment, Genet. Mol. Biol. vol.33 no.4 Nov 12, 2010; Harmatz P, Shediac R; Front Biosci
(Landmark Ed). Mucopolysaccharidosis VI: pathophysiology, diagnosis and treatment, 2017
Jan 1; 22:385-406 u npyrux COBPEMEHHBIX MEXIYHAPOAHBIX KIMHUYECKUX PEKOMEHIAIUN 110
JMArHOCTHKE, JICYCHUIO U BEJICHHUIO MAI[HEHTOB C METa0OTUYECKIMH OOJIE3HIMH.

MIIC oTHOCATCS K pEOKUM HACIEJICTBEHHBIM 3a00JI€BaHUSM, UYTO HCKIIOYAeT
BO3MO’KHOCTh MPOBEACHUS OOJIBIINX KOTOPTHBIX W PAHIOMH3UPOBAHHBIX KOHTPOJIMPOBAHHBIX
WCCIEAOBAaHUN U N7l CO3/1aHMSI MPOTOKOJOB AUArHOCTUKH W TEpPAlUU HCIOJIb3YIOTCS JIMIIb
TEMaTHYECKHUE UCCIIEIOBaHMS SKCIIEPTOB, ONMyOJIMKOBAHHBIE B MOCIEIHUE IBA JECATHIICTHUS.

OrneHKa KayecTBa JOKA3aTeNbCTB U CHUJIBI PEKOMEHJIAIUM MPUMEHEHUS] MEIUIIMHCKUX
TEXHOJIOTUI MPOBOJMIACH B COOTBETCTBUU C YHU(DUUIMPOBAHHOM IIKaNO, NMPUBEACHHON B

tabnumax 1-3.

IeneBast avaiuTopus JAHHLIX KIHHUYECKHUX PEKOMEHTAIIMII:

1. Bpaum obuieit BpaueOHOI npakTHKH (CeMelHHbIe BpauH);
2. Bpauu- neauatpsr,

3. Bpauun-tepaneBTsr,
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Bpauu-reneruku;
Bpauu-naboparopHble reHETHKH;
Bpauu-peBmaroiiory;
Bpauu-nerckue kapauonoru;

Bpauu- HeBpoJiory;

© © N o 0 &

Bpauu- opronems

10. Bpaun- OTOPHHOJIAPUHTOJIOTH

11. Bpauu-cypaonoru

12. Bpauu- peHTI€HOJIOTH;

13. Bpauu pyHKIIMOHAIBHON TUAarHOCTUKY;
14. MenuuuHCKHE IICUXOJIOTH;

15. Crynentsl meguimackux BY30B;

16. OGyuaromuecst B OpAUHATYpE.

Ta6auma 1. Illkana omeHkH ypoBHEW JOCTOBepHOCTH nokazarenbetB (YIJ1) st

METOA0B AUAarHOCTUKHU (III/IaFHOCTI/I‘IeCKI/IX BMGHIaTCJII)CTB)

Y Pacummgposka

1 Cucremarndeckue 0030pbl UCCIEAOBAHUN ¢ KOHTPOJIEM PePEepPeHCHBIM METOIOM HIIH
CHUCTEMAaTUYEeCKUN 0030p pPaHIOMM3UPOBAHHBIX KIMHUYECKUX HCCIIEIOBaHUN ¢
IMIPUMCHCHUCM MCTa-aHAJIN3a

2 OTtnenpHBIC WCCIEAOBAHUS C KOHTpOJIeM pedepeHCHBIM METOJIOM HWJIU OTHeIbHBIC
PaHJIOMU3HPOBAHHBIE KIMHUYECKHUE WCCIEIOBAaHUS U CHCTEMaTHYeCKUE 0030pHI
UCCIEeIOBaHUM  Jr000T0  Nu3aifHa, 3a  HCKIIOYEHHEM  PaHIOMH3UPOBAHHBIX
KIMHUYECKUX UCCIEOBAHHM, C MPUMEHEHUEM MeTa-aHaIn3a

3 HccnenoBanust 0€3 MOCIENOBATEIBHOTO KOHTPOJS pEePEpeHCHBIM METOJO0M WIIH
Hccjaea0BaHuss C pe(l)epeHCHI)IM METOAOM, HE ABIMIIONIMMCA HE3aBUCUMBIM OT
HCCIIeTyeMOT0 METOJIa WIIM HepaHJOMH3UPOBAHHBIC CPABHUTEIHHBIC UCCIICIOBAHMUS, B
TOM YHUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HecpaBHuTensHbIE HCCIEIOBAHUS, OMTUCAHUE KIIMHUYECKOTO CIydast

5 Nmeetcs nuims 000CHOBaHUE MEXaHU3Ma JACHCTBHSI UM MHEHHE DKCIIEPTOB

Taoauna 2. Illkana oneHku ypoBHe#H moctoBepHOCTH mokazarenscTB (YJM) mst

METOJIOB MPO(HUIAKTUKH, JIeYeHHs] W peadbunurtanuu (IpoduiIaKkTHUEeCKUX, Je4eOHBIX,

pea6I/IJ'II/ITaI_II/IOHHBIX BMeI_HaTCJ'IBCTB)

YA Pacuugposka
1 | Cucremarnueckuit 0630p PKU ¢ npumenennem mMera-aHanumsa
2 | Orpensable PKUM u cucrematnyeckue 0030pbl HCCIEAOBAaHUM JI0O0Oro aM3aiiHa, 3a
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uckimoueHnem PKH, c npumeneHneM Mera-aHanusa

3 HepaHIIOMI/I?)I/IpOBaHHBIC CpPaBHHUTECIbHBIC HUCCIICOOBAaHUsI, B T.4. KOT'OPTHEBIC
HUCCICIOBAaHUA

4 | HecpaBHUTENIbHBIE UCCIIEOBAHMS, OIUCAHNE KIIMHUYECKOIO CiIydas WM CEpUU CIIy4yaes,
UCCIIEIOBAHMS «CI1y4aii-KOHTPOJIbY

5 Hmeercss mump 00OCHOBAaHHME MeXaHH3Ma I[CﬁCTBHH BMEIIaTCIIbCTBA (I[OKJ'II/IHI/IIIGCKI/IC
I/ICCJICI[OBaHI/ISI) HJIM MHCHHC SKCIICPTOB

Ta6muma 3. Illkama omenku ypoBHeil ybemmrenbHOCTH pekoMenmanuii (YVYP) mas
METOAOB TPO(PWIAKTUKHA, ITUATHOCTHKH, JICUYCHUS W peaduiuTaruu (MpoPuIaKTHIECKUX,

JUAarHoCTUYCCKHUX, JIG‘I€6HBIX, peaGI/IJII/ITaL[I/IOHHBIX BMCIH&TCJILCTB)

YYP Pacuugposka

A CunpHas pexkoMeHAanus (BCe paccMaTpuBaeMble KpUTEpUH 3(PPeKTUBHOCTU
(ucxonpl) SIBJIAIOTCS Ba)XKHBIMH, BCE MCCIEAOBAHUS HMEIOT BBICOKOE WJIU
YIOBJIETBOPUTEIBHOE  METOAOJOTMYECKOE  KAaueCTBO, MUX  BBIBOJABI IO
MHTEPECYIOIIMM UCXO0JIaM SIBJISIFOTCS] COIVIACOBAHHBIMH)

B YcnoBHas pexkoMeHanus (He Bce paccMaTpuBaeMble KpUTepuu 3PPEeKTUBHOCTH
(MCXOJBI) SIBIIAIOTCS BaXKHBIMH, HE BCE HCCIICJIOBAHHUS HMMEIOT BBICOKOE WIIU
yIIOBJIETBOPUTENHFHOE METOJ0JIOTHYECKOe KayeCcTBO W/MIM UX BBIBOJABI IIO
HWHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCS] COTIACOBAHHBIMH )

C Cnabas pekoMeHaanus (OTCYTCTBUE JOKA3aTEIbCTB HA/AJIEXKAIEro KauecTBa (Bce
paccMmarpuBaeMbie Kputepun 3(QPeKTUBHOCTH (MCXOBI) SIBJISIFOTCSI HCBRXKHBIMH,
BCE MCCIICIOBAHUS HMEIOT HU3KOE€ METOJI0JIOTHYSCKOE KaUeCTBO M UX BBEIBOALI I1O
HWHTEPECYIOIIMM MCX0JIaM He SIBJISIFOTCS] COTIACOBAHHBIMH )

Iopsiiok 00HOB/IEHMS KIMHUYECKHUX PEKOMEH A,

MexaHu3mM  OOHOBNEHHUS KJIMHUYECKUX PEKOMEHJIAlUN MpeaycMaTpHBaeT UX
CHUCTEMAaTUYECKYI0 aKTyaIM3allMl0 — HE pEeXe YeM OJWH pa3 B TPU TOJa, a TaKXKe MpHU
IIOABJICHHUU HOBBIX HTAHHBIX C ITO3UIINU I[OKaBaTeJIBHOfI MCIOUIIUHEI 110 BOHpOC&M JUAardoCTHUKH,
JedeHus, NpOoPUIAKTHKA U  peadWIMTallMd  KOHKPETHBIX  3a0O0NeBaHUil, HaIU4uU
000CHOBaHHBIX JOTOJIHEHUH/3aMeuaHnii Kk panee yrBepxaA¢HHbBIM KP, HO He yamie 1 pasza B 6

MCECAILICB.
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IIpuaoxkenue A3. CripaBo4HbIe MATEPHAJIbI, BKJIKYAas COOTBETCTBHE
NMOKA3aHUIl K NPUMEHEHUI0 U MPOTUBONOKA3AHNIA, CIIOCO00OB NMPUMEHEHUS 1
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMH MO MPUMEHEHUI0

JIEKApCTBEHHOI'0 Mpenapara

1. [Tpuka3 MunuctepctBa 3apaBooxpanenus P® "OO0 yrepxxkaenun Ilopsaka oxazaHuUs

MEIULIUHCKOW TOMOLIM  OOJBHBIM C  BPOXKICHHBIMH W (WJIM)  HAcJeICTBEHHBIMH

3aboneBanusamMu” ot 15 HosiOpst 2012 . N 9171).

2. [Ipukaz Munzapaa Poccun ot 09.11.2012 Ne 834n Cranmapt crienuain3upOBaHHOMN
MEJIUIIMHCKON OMOIIHM AETIM ITpU MyKoroaucaxapuaose VI tuna

3. Nudopmanus 0  JIGKApCTBEHHBIX  Ipemaparax: [ OCymapcTBEHHBIH — peectp
JIEKapCTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru

4. ®enepanbhblil 3akoH OT 21 HOs6ps 2011 1. Ne 323-D3 «OO6 ocHOBax OXpaHbI 37J0POBbs

rpaxmaH B Poccuiickoii ®@enepamnmn» (Cobpanue 3akoHomaTenbcTBa Poccuiickoit denepanumy,

2011 r., Ne 48, cT. 6724);

5. Mexnynaponnas kinaccuukanusi Oolie3HEW, TpaBM U COCTOSIHHH, BIMSIONIMX Ha

3nmopoBbe (MKB — 10);

6. [Tpuxaz M3 P® ot 20 gexabps 2012r. Ne 1183n OO0 yTBepKI€HUH HOMEHKJIATYPHI

JOJKHOCTEN METMIIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX PaOOTHUKOB.

7. [lpukaz M3 P® or 23 wmrons 2010 r. Ne 541n. Enusbpii KBanuQuKaIMOHHBIN

CIPaBOYHMK  JIOJDKHOCTEH  PYKOBOAMTEJEH, CHEUUAINCTOB M CIYXKallUX, pasjeln

KBanudukaoHHble XapaKTEPUCTHKH TOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpaHEHUS.

8. ®enepanbHbiit 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeCceHUU U3MEHEHUHN B CTaThIO

40 denepanpHoro 3akoHa "OO o00s3aTeIbHOM MEIULMHCKOM cTpaxoBaHuMM B Poccuiickoit

@eneparun" n denepanpHplii 3akoH "OO OCHOBaX OXpaHbl 340pOBbS TpakaaH B Poccuiickoii

®enepanyn" o BOpocaM KIMHUYECKUX PEKOMEHAALMI.

9. [Tpuxa3z Munzapasa Poccun Ne 103n ot 28.02.2019 r. «O0 yTBepKJIeHUU MOPAIKA U

CPOKOB Da3pabOTKH KIMHUYECKUX pPEKOMEHJAIMi, WX TIepecMoTpa, TUIOBOM (QOpMBI

KIMHUYECKUX pPEKOMEHJalMi W TpeOOoBaHMH K MX CTPYKType, COCTaBy W Hay4HOM

000CHOBAaHHOCTHU BKJIFOYaeMON B KIIMHUYECKHE PEKOMEHIAIIUN HH(POPMAIIUNY.

10.  Ilpuka3 MunzapaBa Poccun ot 13.10.2017 N 804n "OO yTBepKIeHHUH HOMEHKIATYPHI

MEIULUHCKUX YCIyr".

11.  Ilpuka3 MunucrepcTtBa Tpyna M conuainbHoi 3ammtel P ot 27 asrycra 2019 T.

Ne 5851 "O knaccudukanusx U KPUTEPUSX, UCHOIb3YEMBIX IMPH OCYIIECTBICHUHU MEIUKO-
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COLIMAJIbHOW AKCHEpTHU3bl TpaxkaaH ¢eaepalbHbIMU TOCYAAPCTBEHHBIMH  YUPEXKICHUIMU
MEINKO-COIHaIbHOM 3KcrepTu3bl” (BeTymaer B cuiy ¢ 1 ssaBaps 2020 roga);

12.  Ilpuka3 MunucrepcTBa 3xapaBooxpaneHuss P® ot 14 suBaps 2019 1. Nedn
«O0 yTBEep)KICHMM TOPSAIKA HA3HAYCHUS JICKAPCTBEHHBIX MpenapaTtoB, (GOpM pelenTypHBIX
0JIaHKOB Ha JIEKAPCTBEHHbBIE MpenapaThl, Mopsiika opopmiIeHUs] YKa3aHHbBIX OJaHKOB, UX y4eTa
U XpAHECHUS»

13. IIpukas MuHHCTEPCTBO 3IpaBOOXPAHEHUS U COLMAIBHOIO pa3BUTHUs Poccuiickon
@enepann «O MoOpsAIKEe TPUMEHEHUS JIGKAPCTBEHHBIX CPEACTB Yy OOJBHBIX IO JKU3HEHHBIM
nokazanusiMm» oT 9 asrycra 2005 r. Ne 494

14,  HudopmanuonHoe mnucbMo Mun3apaBa Poccur 1m0  BO3MOXKHOCTH — 3aKYIKHU
JIEKapCTBEHHOI'O npemnapara 1o TOPrOBOMY HauMEHOBAaHMIO

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

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu).
15.

35


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

IHpuioxkenue b. AiropuT™Mbl JeHCTBUI Bpaya

MpyaHakym MNC VI y naumeHTa

NaBopaTopHaA AMarHOCTHHE

Ondd ararHocTmea C
By MK
3abonepaH MAMH

OwarHoa
NoATBEPHAEH 7
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MoxazaHuA K
@3T?

HET

MoHHTOpHHT
COCTOAHMA NAUMEHTa

¥

3T
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Hpuinoxenue B. Undopmanus 1/ manueHra

Cunapom Maporo-Jlamu

Cunapom Maporo-Jlamu wim mykononucaxapuao3 VI (MIIC VI) — ogna u3 cambIx
penkux ¢Gopm mykomnonucaxapuao3os (MIIC). Bnepsrie 3a0oneBanue ommcanu B 1963 romy
nBa (QpaHiy3ckux Bpada Mapoto u JlamMu, OHM CUUTanM, YTO ATO BApUAHT JPYTOTO
Mykonosmmcaxapuaos3a (cuaapoma ['ypaep (MIIC 1) ¢ coxpanHbiM HHTEIEKTOM). B cBoei
CTaThe aBTOPHI onucanu HambOojee Tspkenyro dpopmy MIIC VI, mo3xke BBISICHUIOCH, YTO 3TO
3a00JeBaHNE OYEHb MHOTOJHMKOE U CYIIECTBYIOT Pa3HbIe, B TOM 4Hcie Oojee jerkue, popMel
6omne3an. MIIC VI — ouenp penkoe 3a0oieBaHHe, MOXKHO Jake cKas3arb, yinbTpapeakoe. [1o
OLICHKaM CIIELIMAJINCTOB, OHO BCTpevaeTcst Bcero jauiib y oaHoro u3 200 000 HOBOPOKIEHHBIX.

3a mpomieamue roAbl ObLI CO3JaH CHEIMANBHBIA Mpenapar, KOTOPbI MO3BOJIAET
3aMe[UIUTh MPOTpeccCHpoBaHre OOJNE3HU, CMIATYUTh HEKOTOphIe M3 ee mposiBaeHuil. OmHako,
HapsAIy ¢ IPUMEHEHHEM ATOTO IpernapaTa, HeoOX0AUMO HE 3a0BIBaTh, O CHMIITOMATHYECKOM
Tepanuy, (U3NOTepanuy, peadMIMTAlllK, a TJIIAaBHOE — IMO3UTUBHOM OTHOIICHUH K >KH3HU
MalHUEHTA U YWIEHOB €r0 CEMbH.

IIaTorenes

I[Ipy  Bcex  MyKomoJHCaxapuao3ax  Hapymaercs  oOMeH  (pacuieruicHHe)
rIMKo3aMUHOTTIMKAaHOB (I'AI) — 0COOBIX CTPYKTYPHBIX KOMIIOHEHTOB COEIMHUTENBHON TKAaHH.

I'Al' — 3T0 JIMHHBIE LIENOYKU MOJIEKYJ caxapa, KOTOpbIE COEAMHSAIOTCS ¢ OelKaMu U
CIIy’aT Ba)XHBIM CTPOUTEIBHBIM MAaTEpUaJIOM [UIsl KOCTEH, XpSIIeHd, KOXH, CYXOXKUIHM,
KJIAlIaHOB cepana W MHorux napyrux TkaHed. Al comepkarcs B BS3KOW CHHOBHAIBHOU
KHUJKOCTH, KOTOpasl YyBJIaXXHSET CYCTaBbl, BXOJIAT B COCTaB KJIAllaHOB CEpJlla, CYCTaBOB U
CYXOXKWIHid. B HOpMe MpPOMCXOAMT MOCTOSHHBIA Tporecc oOpazoBaHus «HOBbIX» ['Al u
pacuienyieHue «cTtapbix». s mporecca pacuieruieHuss U nepepabotku ['AIT HeoOxoanma
rpyrmma ocoOsix O6enkoB-pepmeHToB. st Toro, uro6sl pacmenuts ['Al, depmenTs paboTaroT
10 o4epean, APYT 3a JPYroM, U pacIleIIsioT JIMHHY0 Monekyny ['Al Ha yacTu.

VY Bcex mamuentoB ¢ MIIC  orcyrctByeT  (hepMeHT (OCOOBIN I KaXJA0TO THIIA
MIIC), koTopbIit HeoOXoaUM A paciueruieHus onpeaeneHuoro Al Y mamuentos ¢ MIIC VI
TUINA OTCYTCTBYET (EpMEHT, Ha3blBaeMbIN apuicyibdaTaza B, KOTOpbIi HEOOXOAUM JUIs
pacmerienuss ['AI'  —  nepmatancynbgarta.  HepacmieruieHHbslt  gepMartaHcyibdar
HaKalJuBaeTcsl B KJIETKaX, Hapyimas ux padory. JlepmaTaHcyiabhaT HaXOIUTCS, TIaBHBIM
00pa3oM, B KOCTSIX U COEIMHUTEIHHON TKaHU W €ro HaKOIUICHHE, MPEXKAE BCErO, BBI3HIBACT

MHO>KECTBO npo6neM, CBA3aHHBIX CO CKCJIICTOM.
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MIIC VI Ttuma OTHOCUTCS K JHM30COMHBIM OOJIe3HSIM HakoIwieHus. B nm3zocomax
(opranemibl KJIETKH) MPOUCXOIUT paCIIEIJICHHE KPYITHBIX MOJEKYJ (MaKpOMOJEKYI), TaKHX,
KaK JKUpPBI, OCJIKHM, TIMKO3aMUHOTJIHMKAHbI, riukoreH. [Ipm pasubix Qopmax Oone3Hu
HapyLIAOTCS pa3HbIe CTA/IUS PACHICTUICHUS 3THX MaKPOMOJIEKYIL.

HacaenoBanue cunapoma Maporo-Jlamu

Cungpom Mapoto-Jlamu — OTHOCHTCSI K HAcleZICTBEHHBbIM 3a00JIEBaHUSM U
HACJIETyeTCS 10 ayTOCOMHO-PEIECCHBHOMY THITy. JTO 3HAYHT, YTO OOJIE3Hb MPOSBISCTCS
TOJILKO B TOM CIIy4ae, €Ciii 00a POIUTENs SBISIOTCS HOCUTEISIMHU OOJIE3HH U, XOTSI CAMU OHH
He 0oneroT, mepenaloT peOeHKY JBa MOPaXEHHBIX I'eHa (OAMH OT KaXKAOro U3 POIUTENEH).
BonbmnHCTBO ceMel, rae ecTh peOeHOK ¢ 3TUM 3a00JIeBaHHEM, HE CTAIKUBAINCH PaHbIIE C
nogoOHo# mpobnemoit. Puck nmoropHoro poxaeHus peoenka ¢ MIIC VI B cembe, e yxe
€CTh MAIMEHTHI JIETCKOTO BO3PacTa, COCTABISACT 25% Ha Kax Iyl OEpeMEHHOCTb..

Bce cempu ¢ MIIC VI gomkHBI 00s3aT€IBHO TPOWTH MEIUKO-TEHETHYECKOE
KOHCYJIbTUPOBAHUE U TOJYYUTHh MOJIHYI0 MH(OpPMAlLMIO OT  Bpada-TeHETHMKa O  pPHCKe
MTOBTOPHOTO TIPOSIBIICHUS JTAHHOTO 3a00JICBaHHUS B CEMbE, OOCYAHMTH CO CICIIUAIHCTOM BCE
BOIIPOCHI, CBS3aHHBIE C HacienoBaHuem 3abosieBanus. B Poccum menmko-reHeTnueckue
KOHCYJIbTAIIUU PabOTAIOT B K&XKJIOM PETHOHE.

Kak ycranaBiauBawT Auaruos?

Bpaunu Ha OCHOBaHMM KIMHUYECKHUX CHMIITOMOB MOTYT 3aloA03pUTH O0JIe3Hb. 3aTeM
MPOBOJSATCS JIAOOPATOPHBIE TECTHI U MHCTPYMEHTAIbHOE uccheaoBaHue. [1ockonbKy pa3Hbie
tunbl MIIC oueHb MOX0KH IO CBOUM KIIMHHUYECKUM MPOSIBICHUSAM, HEOOXOIUMO MOITBEPAUTH
JIMarHo3 ¢ TIOMOIIBIO0 TaOOPATOPHBIX METO/IOB.

[HoarBepxknaromast ~ aumarHoctuka MIIC 3akmrodaercss B ONpeNeNieHUH YpPOBHS
skckperuu 'Al' B Moue W U3MEpPEHUM aKTHUBHOCTH (PEPMEHTOB B KJIETKAaX KPOBHU, MSATHAX
BBICYLIICHHOW KPOBHM WM KYJIbType KOXHbIX ¢ubpodnactoB. [ns MIIC VI nposoasar
ompesieNieHue aKTUBHOCTU apuiicynbdarassl B. B nanpHeimeM pexkoMeHIyeTcs MpoBeneHue
JIHK nuarHocTuku (€ciu akTUBHOCTh (hepMEHTa Oblia CHUKEHA).

[IpoBenenue mabopaTopHON AWMATHOCTUKH JJIS TOATBEPIKIACHHS JHArHo3a KpaitHe
HEOOXOJMMO, TaK KaK OT 3TOTO 3aBHUCUT BBIOOp JICYCHHS, IPOTHO3 TEUCHUs 3a00JeBaHUS U

OIIPCACIICHUC THUIIA HACJIICIOBAaHUA 00JIe3HU.

Kinunuuyeckue nposiBjienust cuaapoma Maporo-Jlamu
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Cunapom Maporo-Jlamu — mporpeccupyromee MyJIbTUCUCTEMHOE 3a00JICBaHUE U Y
naueHTa ObIBalOT IMOpak€Hbl HE TOJBKO CKEJIET W CYCTaBbl, CTPAJalOT TaKKe HEpBHas
crcTeMa, OpraHbl 3peHHsI, CIIyXa, CEPJICYHO-COCYANCTast 1 OPOHXO-JIETOYHAsI CUCTEMBI.

CreneHb BBIPAKEHHOCTH KIMHUYECKUX MPOSBICHUNW TpU cuHapome Mapoto-Jlamu
pasnuuHa. M3BecTHBI U KpailHe Tspkenble popMbl 3a001€BaHUs, KOTOPbIE MIPOSBISIIOTCS yKE B
paHHEM JIeTCTBE, M [JOBOJIBHO JIeTKHE, MArkue (opmbl Oose3sHH. B HekoTopeIx ciaydasx
Hajnuuue cuHapoMa Mapoto-JlaMu He BiIMSET HAa NPOJODKUTEIBHOCTh JKU3HM IMalMEHTa, HO
KaueCTBO KU3HHU, O€3yCIOBHO, CTPAJaeT pH BcexX opMax OOJIC3HH.

OcHoBHas 3a7aya Bpaye, ONM3KUX U caMoro MalueHTa ¢ CuHApoMoM Mapoto-Jlamu —
ClleNaTh JKU3Hb MaKCUMalIbHO KOM(OPTHOM, CHU3UTh PUCK TSDKEJBIX OCIOXKHEHUH, 3aMeIIUTh
porpeccupoBaHe 00JIe3HH, CMATYUTH OCHOBHBIE CHUMIITOMBI 3200JICBaHNSI.

Jlanee mpHUBENCHBI OCHOBHBIC MPOOJIEMBI, ¢ KOTOPBIMU CTAJIKMBAIOTCS TALMEHTHI C
CHUHJIpOoMOM MapoTto-JlaMu, HO 3TO HEe O3HAyaeT, YTO OHU 00sA3aTeNbHO OYAYT y KaXkKJI0ro
namueHTa. 3a0ojeBaHle IPOTEKaeT OYCHb [10-Pa3HOMY, AaXe B OJTHOM ceMbe.

Pannee pa3Burue, poct

[TocTtaBure nmarHo3 cuHapoma Maporo-JlaMu HOBOPOXACHHOMY IPAKTUYECKH
HEBO3MO)KHO, TaK KaK Hallli MallMEeHThl POXKAAIOTCS B CPOK, C HOPMAIBHBIMU POCTO-BECOBBIMU
nokasareiasiMu. Poct  3amesigercs, Korja Malbllld JOCTUIAIOT BO3pacTa TPEX-IATU JIET.
[TaneHTs! ¢ TsDKENoi popmoii 3a00meBaHMs OOBIYHO MPEKPAIIAIOT PACTH B BO3pacTe BOCBMHU
aeT — ux poct He mnpesbimaer 110 cm. Jlpyrue mnanueHThl OPOAOIKAIOT PacTH [0
MIOJIPOCTKOBOI0 Bo3pacTa u aocturator 152 — 160 cm. Ilpu nerxoii ¢popme pocT y ManueHToB,
KaK [PaBUJIO, HUXKE YEM Yy 3/I0POBBIX CBEPCTHUKOB, HO OBIBAET U MOYTH HOPMAJIbHBIM.

Buemnune ocodeHHOCTH

Buemnuil BU1 nanueHToB ¢ Tspkenol ¢popmoil cuHinpoma Mapoto-Jlamu HeoObIYeH —
OHHM OOJIbIIIE MTOXO0XKH JAPYT Ha Jpyra, 4eM Ha CBOUX POJUTENEH U 310pOBbIX OpaTheB U CecTep.
V3MeHeHMsT B CTPOEHMM HX JIMI] OOO3HAYAIOT CIELHaTbHBIM TEPMUHOM «TaprOMJIU3M»
(orpy0uieHue 4ept): KpyIHas rojoBa, KOpOTKas Iiest, KpyIriloe JIMLO, IIUPOKUI HOC C IMIHUPOKOM
Y TUIOCKOW MEPEHOCULICH.

[Ipn nerxkoii u mnpomexyTouyHOM Qopme 3a0o0jieBaHUS BHEUIHHE OCOOEHHOCTH Y
MaIMeHTa CTOJIb HE3HAYMTENbHbI, YTO UX BUIAT TOJBKO Bpaud, a ONM3KUE U 3HAKOMbIE HE
3aMey4aroT HUYero HeoObIYHOTO.

VY nauuenroB ¢ MIIC VI koxa Tosicras u kecTkas, 4YTO 3aTpyAHSET 3a00p KPOBHU U
WCIOJIb30BaHNE BHYTPUBEHHBIX KaTETEPOB.

CKeJ'IeT, OIMMOPHO-ABUTATEC/IbHAA U KOCTHO-CyCTaBHasl CUCTEMa
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V¥ nanuentoB ¢ MIIC VI tuna, kak u ipu Bcex Apyrux GopmMax MyKOIMOJIHCAXapUI030B,
CYLIECTBYIOT Mpo0iieMsl ¢ (popMupoBaHHEM U pocToM KocTel. IlopakeHre MHOTHUX KocTel ¢
M3MEHEHHEM UX (POpMBI Ha3bIBAIOT MHOXKECTBEHHBIM Iu30CcTO30M. Ilpm TspKenoit dopme
cungapomMa Mapoto-Jlamu u3MeHsieTcsi CTpOeHHE MMO3BOHKOB. OJWH WM JBa MO3BOHKA B
cepe/iiHe CIMHBI OBIBAIOT MEHbIIE, YEM OCTalIbHbIE, U CJErKa CABMHYTHI. Takoe CMelleHHe
II03BOHKOB IOPOH CTAHOBUTCSA NMPUYMHON Pa3BUTUS UCKPUBIIEHUS MO3BOHOYHUKA (KU(O3 MU
rop0). OGBIYHO TIpU JaHHOM 3a00JIEBaHMH UCKPUBJICHUE TTO3BOHOYHHKA JIOBOJIBHO JIETKOE M HE
HYXJaeTcsd B Je4eHUH. ECiau MCKpUBIICHUE ITO3BOHOYHUKA WM CKOJIMO3 IIPOIPECCUPYIOT, TO
TpeOyeTcsi MEUIIMHCKAs IOMOILb.

Camble cepbe3Hble, ONACHble U JKM3HEYIPOXKAIOLIUME MpOoOJIeMbl CBS3aHBl C
nedopmareii 1 0COOCHHOCTSAMM CTPOCHHS MIEHHOTO otTnaena. Ecnau cnuHHOW MO3r OyAeT
C/aBJIEH WJIM NOBpEX/eH (1IeliHas MHUeNonaTus), HapyllaeTcsi HHHEpBallus BCEX YacTel Tena,
YTO MPUBEJET K C1a00CTH (BSUIBIM Mape3) MBI, HApYIIEHUSM IpU X0Jb0e, HHOT/a Jaxe K
3aTPYJHEHUSAM C JbIXaHUEM.

TyronoaBM>XKHOCTh CyCTaBOB XapakTepHa Uil Bcex (opMm Mykomosucaxapujo3on. C
roJlaM TYTOIOJIBUKHOCTb CYCTaBOB MOKET IIPOIPECCUPOBATh U CTaTh IPUUMHON OOJIH.

N3-3a orpannyeHus MOABUKHOCTH CYCTaBOB M OCOOCHHOCTEH CTPOEHUS MEJKHX KOCTEH
KHUCTH, Malblbl PyK CTAHOBATCS JKECTKUMHU M HUCKPHUBIAIOTCA, GOPMHUPYS TaK Ha3blBAEMYIO
«KOTTHCTYIO KHCTBY.

N3-3a TyromoaBMKHOCTH KPYMHBIX CYCTaBOB U OCOOCHHOCTEW CTPOEHUS KOCTEH
MAlUEeHThl XOAAT C CJerka COTHYTHIMH KOJEHSMH U OeapaMu. Y HEKOTOPBIX IalMEHTOB
pa3BuBaeTcsd X-00pa3HOE MCKpPUBJIEHHWE HWXHUX KOHEYHOCTeH (BajbrycHas aedopmarius).
BonpmHCTBO Bpadelt cuuTaer, uYTO JaHHas JAedopMaiys HOCUT HPUCHOCOOUTEITbHBIN
XapakTep, MoMoras NaUeHTy pPachpeleisaTbh BeC, IMOITOMY OIEPAaTUBHYIO KOPPEKLHIO B
paHHEeM BO3pacTe Jydllle He MpoBOAUTH. Kpome TOro, B CBSI3U CO CJIa0OCTHIO CBS30YHOTO
anmnapara ¥ HapylIEHUsIM CTPYKTYpbl KOCTEH, OIEpalys HE BCErAa NPUBOAUT K OXKHIAEMOMY
pe3yiabTary — nedopmalys BO3BPALIAETCs CIYCTS KaKoe-TO BpeMsl.

B psne ciydyaeB BO3HMKaeT MOpaXeHHE TOJIOBOK OEIPEHHBIX KOCTed (acenThyecKuit
HEKpO3), YTO MPUBOIUT K 00JIEBOMY CUHIPOMY U U3MEHEHHUIO MMOXOAKH 110 TUITY "yTHHOR".

Oprasb! IbIXaHUSA

Hapymenue ppixarenpHo cuctemsl y mnanueHtoB ¢ MIIC  cBs3zaHo kak ¢
OCOOCHHOCTSIMU CTPOEHHUS CKeJeTa, XpsAulel Tpaxen u pedep, Tak u ¢ HakorieHuem ['Al’ B

MATKHUX TKaHAX (yBeJ'II/ILII/IBaIOTCSI AACHOUAbI, CIIM3HUCTBIC, BBICTUIIAIOINNUE AbIXAaTCIIbHBIC ITYTH,
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CTaHOBSATCS PBIXJIBIMH, TUNEPTPOUPOBAHHBIMM, B PE3YyIbTAaTe YEro MPOCBET JbIXaTEIbHBIX
MyTeH YMEHBIIIACTCS).

BaxHOo moHMMaTh, 4TO HEIOCTATOYHOE CHAOXKEHHE TKaHEH KHUCIOPOAOM (THUIOKCHS)
BIMSIET HA (YHKIHMIO BCEX OPTaHOB, MMO3TOMY YJIYYIIEHHE IbIXaTeIbHON (PYHKIHUU — OJHA W3
IIEPBOOYEPEAHBIX 3a/1a4.

IIpobGnemsl ¢ AbIXaHUEM ycyryOssieT U3MEHEHHOE CTPOCHUE IPYAHOM KIETKHU: rpyaHas
KJIETKA <OKECTKas» M HE MOXET JIBUTaThbCsl CBOOOIHO, HE MO3BOJISET JIETKUM HaOpaTh OOJBIIONHN
00beM BO37yXa. OJTH OCOOCHHOCTH NPUBOAAT K TOMY, YTO MAIMEHTHI XYyXE IEPEHOCST
MHGEKIUHY BEPXHUX JbIXaTEJIbHBIX IIyTEH U JIETKUX.

[lepBbIMM CHUMITOMaMU HapylleHUs (DYHKIUM BEPXHHUX JbIXaTEIbHBIX IyTEH MOIYyT
CILY>KMTb HOYHOM Xpall, IIyMHOE JbIXaHUE, OOCTPYKTUBHOE HOYHOE alHOE (KPaTKOBPEMEHHBIE,
JI0 HECKOJIbKUX CEKYHJ, 3aJIep’KKH JIbIXaHUs BO BpEMs HOUHOIO CHa). Takue NposiBIEHUS
JOJDKHBI HACTOPAKUBATh, TAK KAaK B JAJIBHEHUIIEM OHU MOTYT IIPOIPECCUPOBATH U IPUBECTU K
Pa3BUTHIO OCJIOKHEHHI CO CTOPOHBI APYTMX OPraHOB (CepAle, FOJOBHOM MO3T).

[TarmenTtsl ¢ MIIC CKIOHHBI K pa3BUTHIO OTUTOB, PUHUTOB M BOCHAJIEHUIO JIETKUX,
[I03TOMY AaHTUOAKTEPUAJIbHYIO TEpPANUIO CleAyeT HAuMHaTh YK€ HAa paHHUX CTagusixX
3abosneBanus. HecoMHEHHO, HY)KHO KOHCYJIbTHPOBATHCS CO CHEIUATMCTAMH, & HE 3aHUMAThCS
CaMOJICUECHUEM.

HecmoTpss Ha peakocTs U TsKecTh 3a0osieBaHUs, CleAyeT IOMHUTh, YTO
BakIMHUpoBaTh mnauueHToB ¢ MIIC oO0s3arenbHO, Tak Kak HPUBUBKH [TOMOTarOT
MPEeIOTBPATUTh pa3BUTHE 3a00JIEBaHUMN, MOpaXKAIOUIMX Jierkue. B ToM uMcie BaXHO He
MPONYCTUTh BaKLIMHAIMIO TPOTHB THEBMOKOKKOBOH MH(pEKINH.

PoroBasi mosiocTh 1 3yObl

VY nanuenTtoB ¢ MIIC VI 3y0bl MOKPBITEI XPYNKOW 3Majblo, YTO MPUBOJIUT K ObICTpOMY
Pa3BUTHIO Kapueca.

Cepaeuno-cocyaucrasi CHCTEMA

[MaTonorus cepaeuno-cocynuctoii cuctemsl (CCC) y manuentoB ¢ MIIC nposiBisiercs
B BHJE: YTOJIIIEHHE CTEHOK Cepjlla, W3MEHEHHs CO CTOPOHBI KJIAlaHHOTO  ammapara
(YIUIOTHEHHE CTBOPOK M XOpJ KJalaHOB), Pa3BUTUS CEpPACUHON HEAOCTAaTOYHOCTH, KakK C
COXPaHEHHOM, TaK M CO CHI)KEHHOH COKPAaTUTEIbHON CIIOCOOHOCTHIO MHOKAp/A.

@yHKIMS KJIAaHOB, HECMOTPS HAa MX YTOJUICHHE B PE3Y/IbTATE€ OTIOKEHUS
I'AI', MoXeT HEKOTOpoe BpeMs HE HapywmaTrbCi. B mociemyromeMm MOsBISETCS LIYMBI,
XapakTepHble [UIsI MUTpPAIbHOM (CHUCTOJIMYECKMM) W  aopTalbHOM (AMACTOINYECKUI)

HCEAOCTATOYHOCTHU, Pa3BUBAOIIHUECA B PE3YJIbTATC HCECOCTOATCIBHOCTU  KJIAIIAHOB. B
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JanbHEHIIeM yKopodeHHue XopA U puopo3 JIEeBOro apTpHOBEHTPUKYIISIPHOTO KOJIbLA IPUBOJAT
K CTEHO3UPOBAHUIO MUTPAIBHOIO OTBepcTUA. HemocTato4HOCTh TPUKYCHUIAIBHOTO U
IyJbMOHAJIBHOTO KJanaHa oOOBIYHO KJIMHHUYECKHM He JuarHoctupyrorcs.  Kpome Toro,
cepleyHasl HeJOCTaTOYHOCTh MOXKET Pa3BUBATHCS C NOPAKEHUEM IIPABbIX OTAEIOB CEpALA, 110
TUIIy XPOHUYECKOro JIEFOYHOIO cepaua, B pe3yiabTare  AedopManuu IpyaHOW KIETKH,
MOpa)KEHU JIETKUX U3-3a oTioxkeHus ['Al" (kecTkue nerkue).

bpromnas nosocrb

IIpu cunnpome Maporo-Jlamu neueHp U cene3eHKa yBelIMueHbl U3-3a HakoruieHust AT
(remarocmjieHOMeranus). YBEIMYEHHE IIeYeHH OOBIYHO HE MPUBOAMT K HAPYLICHUIO €€
GbyHKIUH.

IIpu MIIC, kak npaBuiio, )KMBOT YBEJIMUYEH B 00bEME 3a CUET renaToCIIICHOMETralluu U
cJ1a00CTH TPSMBIX MBIIIIL )KUBOTA. TakKe 9acTO BO3HUKAIOT COUCTAHHBIC MIIM N30JIMPOBAHHbIC
IpbDKH (MyIIOYHAasi, MaxoBas, MaXOBO-MOLIOHOYHOW M CpeHeW JMHUU >KUBOTA). Pemenue o
HEOOXOAMMOCTH OIEPATUBHOIO JICYEHUS JOJDKHO HPUHUMATbCA COBMECTHO C JIeYallluM
Bpa4yoM: IIOKa3aHUEM K CPOYHOM OIlepalluy CIIYKUT YIIEMJICHUE TPBLKEBOTO BBIIITYMBAHUS.

HepBHas cucrema

I[Ipu MIIC VI uHTemnekr He cTpajgaeT — JETH U IOJPOCTKH  XOpOIIO M C
YIIOBOJIBCTBHEM yuyaTcsi. MHOrue ¢ OTJIMYMEM 3aKaHYMBaIOT Koy 1 BY3.

[Tpu TsxensIX GopMax MOTYT BO3HHMKATh HApyIIEHHs LUPKYJSALMS CIIHHHOMO3TOBOM
KUAKOocTH. B 3TOM cioyyae mnDamueHTsl JKalyloTcs Ha TrosioBHble Oonu. Heobxomuma
KOHCYJIbTAIMsl Bpaua-HEeHpoXupypra Juisi pelieHus: Bonpoca 0 HeoOX0IUMOCTH ONEePaTUBHOTO
WJIM MEAUKAMEHTO3HOIO JIEYEHUS JaHHOTO OCIIOKHEHUS.

Ecnu  BO3HMKAaOT MONO3pEHUS Ha THApouedanuio, TO HEOOXOIUMO IPOBECTH
KOMITIbIOTepHYI0 ToMmorpaduio win MPT. OcMoTpa ria3HOro AHa OKYJIHMCTOM HEJOCTaTOYHO
JUIS TIOCTAaHOBKHM JIMarHosa, T.K. ruaponedanus y nereit ¢ MIIC VI moxer nporekats u 6e3
3aCTOMHBIX U3MEHEHUH Ha TJIa3HOM JIHE.

OnHMM U3 YaCTBIX OCIOXKHEHUH SIBJISIETCSA CTEHO3 MI03BOHOYHOT0 KaHaIa.

DTO OMacHOE OCI0KHEHHE KOTOPOE MOXKET MPUBECTH 3HAYUTEIIBHBIM MOCIEACTBUSAM, B
TOM JBUTATEIbHBIM HapyLIEHUSM, [IO3TOMY OY€Hb Ba)KHO YTOOBI MallMeHT HaOIromancs y
Bpaua-HEBpOJOra M opromena-xupypra. Pentrenorpadus meiiHoro otjena Mmo3BOHOYHHKA,
MPT u KT mMoryr noMous B BU3yaaU3alMy 3TOI0 OCIOKHEHUS.

Kapnanbublii  cuHApoM  (3amsICTHBI  CHHAPOM, TYHHEJIBHBIA  CHHIPOM)  —
pacrmpocTtpaneHHas npobiema y nanueHToB ¢ MIIC. HepBbl mpoxoasT depes3 3amsicThe MEXITy

3aMSCTHBIMUA KOCTSIMH M CBSI3KaMH. Y TOJIIIEHHE CBSA30K 3a CUET HAKOILJICHHUS I'ATI" oxa3piBaeT
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JaBJieHHe Ha HepBbl. [IposiBIeHHeM 3TOro CMHIpPOMa MOTYT ObITh 00Jb M OHEMEHHUE MalblIeB
PYK M TPYIHOCTH C 3aXBaTOM IIPEIMETOB, YTO 3aTPYAHSET KaXKJIOJHEBHYIO aKTUBHOCTh
MAIMEHTOB

JUnisi TUarHOCTHKU M3MEPSIOT CKOPOCTb MPOBEACHUS HEPBHOTO HMITylIbca B 00JacTu
KUCTH. DTO IMpOCTas NpoLenypa, I[O3BOJISIONIAS YCTAHOBUTh HAJW4YME€ WM OTCYTCTBHE
MTOBPEX/ICHHUS HEPBOB.

Hekortopsie HapylieHHs: HEPBHOM CHUCTEMBI (JABUTATENIbHBIE PACCTPOMCTBA) SIBISIOTCS
BTOPUYHBIMU U B OOJIbILIEH CTEIIEHU CBA3aHbI C MOPAKEHUEM CKEJIETa.

Opran 3penust

Hakomnenne I'AI" nmpoucxoauT BO MHOTHX TKaHSAX, B TOM YHUCJE, B POrOBUIIE,
[I03TOMY MOXKET HalJto1aThesl ee moMyTHeHHe. OJJHUM U3 NPU3HAKOB H3MEHEHUS! POTOBULIbI
SIBJIIETCS. HEMEPEHOCUMOCTDb SIPKOIO CBETA, TaK KaK IIOMYTHEHHE BBI3BIBAET HEIPABHIIBHOE
IpesoMJieHue cBeTta. B 3ToM ciyyae MOryT mOMOYb COJIHEYHblE OYKU. Eciau momyTHeHue
POTOBHUIIBI TSKENOE, YXYALIAETCS 3peHHe, 0COOCHHO MPU TYCKIIOM CBETE.

Otnoxenue ['Al' B ceTuaTke MOXKET MPUBECTH K IOTEPE NEPUPEPUUECKOTO 3pEHUS U
HUKTQJIONUU («KYpUHOU ciernoTe»). PeOeHOK B 3TOM CUTyallMM MYyraeTcs U OTKa3bIBAThCA
XOJUTh B TEMHOE BpeMsi CyTOK. JKenaTenpbHO OCTaBIIATh HOYHUK BKJIIOUEHHBIM B CHAJIbHE U
Kopuaope. MHoraa MoryT BO3HUKATh MPOOJIEMBI CO 3pEHUEM, BBI3BAHHBIE M3MEHEHHSMHU B
ceTyaTKe IJla3a MM TJIayKOMOH (TOBBILIEHHBIM  BHYTPHUIJIA3HBIM JaBIIEHHEM), MOITOMY
perymsipHbie OCMOTPBI 0PTATBMOJIOTa HEOOXOTUMBI.

C mnomouIpl0 CHENUANbHBIX HCCIIEIOBAaHUI CIEUMATUCT ONpPENeIuT, H3-3a YEero
YXYALIAETCSI 3pEHUS.

Opran cayxa

[Ipn Mykomonucaxapua03ax TYTOyXOCTb MOXKET ObITh HEHpOceHCOpHas (CBA3aHHas ¢
HapyILIEHUEM YYBCTBUTEIBHBIX (BOJOCKOBBIX) KJIETOK B YJIMTKE), KOHAYKTUBHas (CBSI3aHHAs C
HapylIeHHEeM 3BYKOIPOBOJAALIMX MyTel) WIM cMellaHHas (KoMOWHaMs AByX THUIOB). [lpu
cuHapoMe MapoTto-JlaMu TyroyxocTs 4alle HOCUT CMELIAHHBIA XapaKTep U MPOTPECCUPYET C
BO3pacToM. Paznuyaror 3 cTeneHM TYroyxOCTH: JIETKYK), YMEPEHHYI M Tsbkenyw. B
3aBUCHUMOCTH OT THIIAa U TSHKECTH TOPAXKEHUs ClyXa MPUMEHSIOT pa3udyHble METOJIbI
KOppeKIMH. Ba)kHO Kak MOYKHO paHbIIEe 3aMETHTh NMPU3HAKU CHIKEHMS CIlyXa, TaKk Kak 0e3
KOPPEKIMH TYroyXxoCTh IIOMENIAeT HOPMAaJbHOMY pa3BUTHIO M OOYUEHHIO IallMEHTOB.
dakTopoM, yCYryOISIFOIIMM HapylIEHUE CllyXa, SBISIOTCA 4yacTble MH(QEKIMHU CPEelHEro yxa
(OTHUTHI).

Jleuenne, HA0TI0JIeHHE U TIJIAHOBLIE 00C/I€10BAHUS
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Bpauamu-skcnepramMu U3 pa3HbIX CTpaH ObUIM CO3JaHbl PEKOMEHJALUU IO
HaOJIIOIEHUIO, JUAarHOCTHKeE U JedeHuro nanuentos ¢ MIIC VI tuma.

Ha0nronenne, niianoBble 00c1e10BaHUS M TECThI

Jnist Toro, 4yTOOBI OIEHUBATH COCTOSHUE MAaIMeHTa, 3G (GeKT mMpoBOANMOIl (pepMeHTHON
Tepanuy, (pu3noTepanuy, CyIIECTBYIOT pa3iMyHble TeCThl M IIKajabl. OueHb Ba)XXKHO HE
OTKa3bIBaTbCsl OT IPOBEAEHUS 3TUX HCCIEN0BaHWM, MOTOMY 4YTO OHHM IIOMOIalOT Bpayam
OOBEKTHBHO OLIGHUTHh COCTOSHUE TalueHTa, OOOCHOBATh JICUCHHE, BBECTH H3MECHEHUS B
IIPOrpaMMbl peadMIINTAIlMK U a0MIINTAIHH.

CaMbIM H3BECTHBIM SBJISIETCS 6 MHUHYTHBIM TecT X0AbObl. CyTh €ro oueHb MpOCTas:
OLIEHUTh BBIHOCIIMBOCTD MalyenTa. [lanuenTy npeanaraloT XOAWTh IO JJIMHHOMY KOPUIOPY B
TedyeHrne 6 MuHyT. OLIEHHMBaeTCs KOJIMYECTBO NpoiifeHHbIX MeTpoB . Korga mnpoBoauiau
KJIMHUYECKHE HCIbITaHusd mpenapata s JedeHuss MIIC pas3HbIX THIIOB, HMCCIEI0BATENU
IPOBOJMIIM TAaKO€ TECTUPOBAaHME 10 M TOcCie Hayajga (EepMEHTHOM Tepanuu, CpaBHUBAJIM
pe3yabTaThl TPYIIbl MALMEHTOB, MOJIyYaBIIUX Mpenapar, ¢ pe3yjabTaTaMu TeX, KTO MOoIydal
wrane6o. VMMeHHO TecT mokaszan, 4ro (epMEHTHAas 3aMECTUTENIbHAs Tepamus YaydIlaeT
BBIHOCJIMBOCTD MAIMEHTOB U UX JBUTATEIbHYIO aKTUBHOCTb.

Jlnist muarHOoCTUKM 3a00JIeBaHUS JIETKMX M OPOHXOB HEOOXOAMMO MPOBECTH (PYHKITUIO
BHemHero apixanus (OBJI). [lpu momormu ®BJl onpenensior, Kako MaKCHMaJIbHBIH 00beM
BO3/yXa MOXET BJIOXHYTb MAllMEHT, HACKOJIBKO OBICTPO MPOUCXOAUT ra3000MeH. DTHU TeCThl
MOTYT BBIIBUTH 3a00JI€BaHUSl JIETKUX, OMNPEICIUTh CTENEeHb WX TOPAXKEHUS M OLCHUTH
3¢ (eKTUBHOCTh JiedeHUs. TecTbl OOBIYHO BBIMOJIHAIOTCS C HCIIOJIb30BAHUEM CIELMAIBLHOTO
obopynoBaHusi - crnupoMeTpa. Bo BpeMms HccienoBaHMs HYXKHO 10 KOMaHJAE BHbIXAaTh,
3aJiepKUBaTh BO3AYX, BBIAbIXaThb. lccnenoBaHue GyHKIMH JIETKUX HE IpeJCTaBIseT
OIACHOCTH ISl 3/10POBBSI.

BricnymuBanue (ayckynpTanus) cepaua J0HKHO OBbITh 00S13aTENIbHBIM U PETYIISPHBIM
HCCIIEIOBAaHUEM I MAIlMEHTOB C MYKOIIOJIMCaxapuao3aMu. BakHbBIM METOIOM H3Yy4EHHs
cepAla sABISETCS YIbTPa3BYKOBOM — axokapauorpagus (Oxo-KI'), ona Oe3omnacHa,
6e300s1e3HeHHa U BbICOKOMH(pOpMaTHBHA. COBpeMEHHbIE MPHOOPHI IMO3BOJISIIOT MOJYYUTH
OJIHO-, JIByX- W TpEXMEpPHOE M300pa’keHHe Ccepla, OMPEIeNIUTh CKOPOCTh KpPOBOTOKA H
JaBlieHHE B Pa3IMYHBIX OTJeNaX, ONpEAeiIUTh HamNpaBieHUWE U TYpOyJEHTHBIM Xapakrep
KpoBoToKa. 9X0-KI' peKOMeHyI0T IPOBOANTH IO MOKa3aHUsM, HO He pexe | pasa B roa. 3t1o
UCCleIoBaHNe HE0O0XO0JUMO, YTOObI OOHAPYXUTH JH0OBIE MPOOIEMBI C cepieM (yBelInYeHHe

pa3MepoB, UHAEKC MACChl JIEBOTO KeJTy[J0UKa, HAPYIIEHNUE COKpATUTENbHON PpyHKIMHK (hpakuus
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BbIOpOCa), a Takke JMACTOIMYECKOM (DYHKIMH, OLEHKAa CEpACYHBIX KJIallaHOB, ABMIKCHHE
MEXIKEIyI04YKOBOM I1epEeropoiKku)

Kpowme Toro, 11st BbISIBIEHHS HapyLIEHUSI PUTMa U IPOBOJAUMOCTH CEpLia HEOOXOMMO
IIPOBOAUTH X0JTEPOBCcKOe MoHUTOpUpoBanue DKI', He pexe 1 paza B roa.

Heo6xonumo peryinspHo (1Ba pasza B roJ) IPOBOAUTh IPOBEPKY CIyXa, sl TOTO YTOOBI
cpa3y K€ Hayarb JIEYCHHE, eCId IMOTpeOyercs, U MaKCHUMaJbHO COXPAHUTh BO3MOXHOCTb
YUUTHCS U OOIIATHCS.

MarnuTHasi pe3oHaHCHasi ToMorpadust

MPT n03BOHOYHMKA [OJDKHA IPOBOJUTCA €XKEroJHO, ¢ OCOOEHHBIM (OKYCOM Ha
00J1acTSX, B KOTOPBIX MOXET pa3BUBATBbCS KOMIIPECCUS] CIIMHHOTO MO3ra: IIEHHBIN, TPYAHOM,
IpyIONIOSICHUYHBIN oTAenbl. [larmenTtsl ¢ cuaapomMoM Maporto-Jlamu nomKHBI HAOMIOAATECS Y
Bpauya HEBpOJOra M XUpypra-opTroreaa, 4ToObl OHM MOIJIM  KOHTPOJUPOBATH COCTOSIHHUE
LIEMHOI0 OTJENa NO3BOHOYHMKA. BaKHO OLlEHMBATh pE3yJIbTAaThl UCCIECJOBAaHUI B JMHAMUKE,
II03TOMY BC€ CHMMKH CIEAYET XPAHWUTh U NPEAOCTABIIATH BpayaM IPH KAKIOM CIIELYIOIIEM
uccrenoBannd. KoMmproTepHyt0 TOMOTrpaduio MO3BOHOYHUKA JETSM YacTO MPOBOISAT MO
HapKO30M, B TOM YHUCIIE , IEPE IJIAHUPYEMBIM OIEPATUBHBIM JICUEHUEM.

Pentrenorpagus

PeHTren wmeiHOro u rpyno-nosiCHUYHOIO OTIEJIOB IO3BOHOYHMKA B JIBYX IMPOEKIMSIX
clieyeT IPOBOANTH Kaxable 1-3 roga. OTo MccnenoBaHue MPOBECTH TEXHUYECKH IPOLIE, YEM
MPT, kpome Toro peHtreHorpadus aaer Oonblie HHGOPMALIUKA O CTPOCHUU TTO3BOHKOB, HO HE
MTOKAa3bIBAET CTENEHb CAABJIEHUSI CHUHHOIO MO3Ta.

CuMnromaTuyeckoe Je4eHne

OcHOBHasi LEelAb CHMITOMAaTHYECKOTO JIEYEHHSI — CKOPPEKTHUPOBATh BBI3BAaHHBIC
3a00J€BaHUEM U3MEHEHUS.

CkeJieT ¥ ONIOPHO-ABUTaTe/bHAS CHCTEMA KOCTHO- CYCTaBHAsl cMCTeMa

BaxHo HaiiTu OanaHc MeXIy BO3MOXHOCTBIO JKUTh MAaKCHMAJIbHO TIOJHOM
KHU3HBIO M MUHUMM3ALMEH OCIO0KHEHUH, CBS3aHHBIX C OCOOCHHOCTSAMHU CTPOCHHUS CKelera
nanueHToB. C OJHOW CTOPOHBI, HE CIEAYeT YpEe3MEPHO OTpaHUuYMBATH M ONEKaTh JAETed, HO
HEKOTOpbIe BUJbI (DM3UYECKON aKTMBHOCTH, TaKMe, KaK KyBbIpKaHHE, CTOMKAa Ha TrOJIOBE U
HBIPSIHUE JOJDKHBI OBITh TOJHOCTBIO MCKITIOUEHBI M3-32 HECTaOMJIBHOCTH IIEHHOro OTaena.
Pazpematorcst jerkue MOJCKOKH, HO MAIMEHT HE JOJDKEH CaMOCTOSITEIbHO MphIraTh Ha 00e
HOTH, TOTOMY YTO CHCTEMa ONOpbl M KOOPJIMHAIMU JBM)KEHUN y Hero ciabo pa3BuTAa.
PoputensiM IIKOJBPHUKOB HYXHO 00f3aT€bHO COOOMIUTH YUHUTETHO (U3KYIBTYpHl 00

0COOEHHOCTSIX YYCHHKA.
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[TanmenTts! ¢ cuaagpoMoM MapoTo-JlaMu 1OKHBI BECTH TMOJABMKHBIN 00pa3 KU3HH IS
nojiepkaHusi (PYHKIIMOHMPOBAHUS CYCTAaBOB M YJIYyYIIEHHUS OOIIEro COCTOSIHMS 370POBBS.
®u3noTepaneBT MOXKET IOCOBETOBAThH Pa3INYHbIe KOMOMHALINY €KEIHEBHBIX yIIPaKHEHUH.

WNHTeHcuBHas Tepanus Uil yIydylIeHHUs MOJBUKHOCTU CYCTaBOB U ITI03BOHOYHHUKA, a
TaKXKe JUIsl YKpEIJIeHUs: CHUHHOMN 1 OPIOIIHON MYCKYJIaTypbl PEKOMEHI0OBAaHA BCEM MALIUEHTAM.
YroObl yMEHBIIUTH [OCIEACTBUS TUIEPIOPI03a, HEOOXOIUMO YKPEIUIATh TIPYAHYIO
MYCKYJaTypy, IpPH 3TOM IMPOBOJAUTH TEPAINIO, HANPABICHHYK) Ha PpPa3BUTHE IOSCHUYHO-
KpPECTLOBOrO OTAeNa. BaxXHO cieanTh, YTOOBI MAlMEHT HE TMEpPEeHANpAralcs M HE yCTaBal
Ype3MEepHO, IMOITOMY PEKOMEHJYeTCs TLIATEIbHO M3Y4YHUTh €ro (U3NYECKOEe COCTOSIHHE U
BbIpAa0OTaTh UHANBUYAIbHbIE PEKOMEHIAIUH.

Pekomenayercss 3aHMMATHCS JIOMa, co4yeras aKTHBHbIE U I1aCCHBHBIE
ynpaxHeHus. KoMIUIeke 3aHATHHI JOJKEH BKIIIOYATh:

- yIIpa’kHEHHsI Ha BBIpaOOTKY OCAHKU M YyBCTBA PaBHOBECHS;

- YIPaXHEHUS HA PaCTSKEHUE;

-BOJIHBIE TIPOLIEAYPHI U 3aHATHS CIIOPTOM B BOJIE€, OCOOEHHO IS MOKUJIBIX MallUEHTOB.
Paccrnabnstommii Maccax ¥ IOJBOTHBINA MacCak OKa3bIBalOT BEChMa OJIarONpuUsTHOE ICHCTBHE.

OTnenbHOTO BHHMAaHUS TpPeOYIOT Ae)OpPMUPOBAHHBIE CTYMHH W KHCTH. YTOOBI
MOJICP>)KUBATh MOJIBUKHOCTh CTYNHEH, HEOOXOAUMO BBIIOJIHATH CIELUAIbHBIE YIPAaXKHEHUS,
Jy4Ille BCEro JA0Ma WINM BO BpeMms Urp. /i CHATUS YpE3MEPHOrO MBIIIEYHOIO HaNpsKEHUS
HeoOxonuMa opTonenuueckass oOyBb, CTEIbKM M BKJIQJBIIH, KOTOPHIE BBINOJHSIOT
MO/IIEP’KUBAIOIYIO (PYHKIUIO, B HEKOTOPBIX ClIydasix — opTe3bl. BAHHOUKM, Macca)x HOT TaKxke
HEO0XO/IUMBI.

BaxxHO BBINMOJMHATH YHPaXXHEHUs Ha PACTSKKY MBI 33JHEH MOBEPXHOCTHU Oenpa u
rojgeHu. g yiydlleHHs MeENKOW MOTOPUKM KHCTEH pPYyK PpPEKOMEHJOBaHAa HHTEHCHUBHAS
rUMHAcTHKa JJIs NaJbLIEB U JIAJ0LIEK, €€ POJUTENH MOTYT HpPOBOAUTH Joma. Jlydie Bcero
BBECTH HEOOXOJIMMbIE YNPA)KHEHUS B IOBCEJHEBHBIC JOMAIIHUE DPUTYajbl, HalpuMmep, BO
BpeMs el 3a CTOJOM. MIrpbl ¢ ydacTueM JaJoHEH M NanblieB OYEHb IO AyIIE JETSAM, HO BO
BpeMs YIpa)kKHEHUH Ha pacTsDKEHHE MOTYT MOSIBUTHCS JKajdoObl Ha OOJNb W HEMpUATHBIE
CUMITOMBI. B 3TOM ciyyae mOMOryT TeIulble BaHHOUKH JJISl PYK, MOAYIIEUKH C MPOTPETHIMU
3epHaMHU WJIK MXOM, TOP(OM, KOTOpBIE MALIUEHT JEPKHUT B PyKax BO BPEMsI UTD.

Ilocne MHTEHCUBHBIX 3aHATUH 3JEKTPOTEpAINs, PYYHOW Macca), BOJIHBIM Maccax,
Tepanusi JIe4eOHOM TIpsi3pl0, 3aHATHSA Ha BOJHBIX TPEHa)Xepax CHUMAIOT O0O0JIb U HPUHOCST

oOJieryeHue.
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ITpu mpoBeaeHNN BCeX aKTHUBHBIX BUJOB TEPAIUH clIeayeT oOpamaTh 0co00e BHUMaHKE
Ha PUTM JbIXaHWs M JaBaTb JOCTaTOYHOE KOJWYECTBO IIEPEPBIBOB I  OTABIXa M
BOCCTAHOBJICHUS JIbIXaHUS.

Xupypruueckoe jgedeHue

CylecTBYIOT pa3InYHble MHEHUSI O HEOOXOAUMOCTH XHUPYPrUYECKOro BMENIATEIbCTBA.
Ho omepatuBHOE BMemIaTenbcTBO — BCErJa PUCK, M NpuOerarb K HEMY CIEAyeT TOJIBKO B
cllyyae HEOOXOJUMOCTH  DELICHHWE BCEr/a JIOJDKHO NPHUHUMATBHCS C YYaCTHEM JIOKTOPOB
pa3HbIX CIELMAIbHOCTEH, B TOM YHUCIIE CIIMHAJIBHBIX XUPYypros. Jlyuiie mpoBoAMTH JitOObIE
OllepaTUBHBIC BMEILATENIbCTBA B IUIAHOBOM IOPAAKE, TOTJAa Bpayd MOTYT JIyYllE OLICHWUTH
COCTOSIHUE MallMEHTa U MOATOTOBUTHCS K ONEpalluy ¢ y4ETOM OCOOCHHOCTEN NalueHTa.

Bonwmas cnoxuocts npu MIIC — mpoBenenue anecresuu. HectabmiibHOCTD MIEHHOTO
oTHena TO3BOHOYHMKA Yy mnanueHtoB ¢ MIIC yBenuuuBaeTr pHUCK TpaBMaTHYECKOIO
MOBPEXJCHHUsI MPU BEJICHUU AaHECTE3UHM, TaK KaK MHOIME aHECTe3MOJIOTHYECKUE IO0COOMs
CBSI3aHbl C MAKCUMAJbHBIM pa3rubaHueM mied. YacTo TYromoABH)KHBI CyCTaBbl YEIIOCTH U
TUIOXO OTKPBIBACTCS POT, A3BIK M IECHBI MOTYT OBITh YBEJIIMYCHBI.

B ostomM cnyyae HY)XHO MNpPUHATH CHELMAIBHBIE MEPHI IMPEAOCTOPOKHOCTH.
WutybupoBats moneit ¢ MIIC momKeH ONBITHBIN Bpad, UMEIONIMNA ONpeIeICHHbIC HAaBbIKH.
Ecnum nanueHT mnoman B KPUTHYECKOM COCTOSHUM B OOJIBHUIYY, HEOOXOIUMO COOOLIUTH
aHECTEe3UOJIOTY, YTO BO3MOXKHBI MpoOIeMbl ¢ Ieed M MHTyOanuel. /[pixarenapHble MyTH, Kak
MIPaBWJIO, CYXEHBI, MO3TOMY MOXET NOTpPeOOBaThCs SHAOTpaxealbHass TpyOKa MEHBIIETO
nuamerpa. Cama ycTaHOBKa TakoW TpPyOKM - OYeHb TPYAHBIM THPOIECC, BO3MOXKHO,
notpe0yeTcst UCIOIb30BaHHE TMOKOTr0 OPOHXOCKOMA.

HectabunpHOCTh HIEHHOr0 OTAENa MO3BOHOYHMKA KOPPEKTHPYETCSl C IMOMOILBIO
onepaiuu (menHbl crnonaunone3). OcBoOOXKIaeTcs CHUHHOMO3TOBOW KaHal  IIOTOM C
MTOMOUIBI0 KOCTHBIX ()parMEHTOB MJIM HCKYCCTBEHHBIX MaTepHalioB (OpMHUpPYETCS OIopa,
00bEeIUHSIONIAs 1Ba BEPXHUX MO3BOHKA U OCHOBaHME Yepera.

Opran cayxa

HeiipoceHcopHass M KOHAYKTHBHAs TYroyxOCTh B OOJIBIIMHCTBE CIy4aeB MOTYT
KOMITEHCHUPOBATHCS TI0JI00POM CITYXOBBIX aIlllapaToB (CIyXOBbIE UMILJIAHTHI CPEAHETO yXa).

CepaeuHno-cocyaucrasi CHCTEMA

W3-3a pa3BUTUs KJIANaHHBIX JUCQYHKIUN HEPEIKO PEKOMEHJ0BaHa KOHCYJIbTAllUs
KapAHOXUpypra Jiisi pelieH s Borpoca 0 He00X0AMMOCTH MPOTE3UPOBAHUS KJIAllaHOB Cep/lia.

N3-3a 9acTo pa3BUBAIOMIMXCS HAPYIIEHUH PUTMa CTaBUTCS BOIMPOC 00 MMIUIAHTAIIMH

KapanoBepTepa-1ehuopuuIsTopa.
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Nudpexnun

Baxxno, 4TOOBI OCYIIECTBIISUICA XOPOIIUN yXO0/ 3a 3y0aMu, Tak Kak pa3pylieHHbIE 3yObl
MPUYMHSIOT CHIIBHBIN TUCKOMQOPT | SBISIOTCA oyaramMu wHQeKnu. HeooxoamMo peryispHo
YUCTUTH 3yObl, HCIOJIB30BATh PACTBOPHI AJIs Mojiockanusa. Ho maxe mpu camoi TIIATENbHOM
3a00Te 0 3y0ax, MOTYT pa3BUBAThCSl BOCHAIUTEIbHBIE MPOLIECCHl. Pa3paKuTenbHOCTD, IJ1a4 U
0eCIOKONCTBO MHOT/Ia MOTYT OBITh €JMHCTBEHHBIMU CHUMIITTOMaMH IpodiieM ¢ 3ybamu. Ilepen
OMEpPaTUBHBIM JICUCHUEM 3YOOB MAalMEHTAM, y KOTOPBIX YK€ JAMArHOCTUPOBAHO MOPAKEHUE
KJIAITaHOB Cep/lia, He0OX0 UM MPOPUIAKTHYECKHUI TPHEeM aHTHOMOTUKOB JI0 | TOCIIE JICYCHUSI.
DTO BBI3BAHO TEM, YTO HEKOTOpbIE OAKTEpUU W3 POTOBOM MOJOCTH MOTYT MPOHUKHYTH B
KPOBOTOK M BbI3BaTh MH(EKIIMOHHBIN MPOIECC HA MOpaKeHHOM KiamaHe. Ecian HeoOxoamumo
yaajienne 3y0a TMOJ aHEeCcTe3ue, 5TO JOHKHO OBITh CcJellaHO B OOJIbHHMIIE, a HE B
CTOMATOJIOTUYECKOM IMOJIMKIMHUKE, 0] HAOIIOACHUEM OIBITHOTO aHECTE3UOJIOra U 3yOHOI0
Bpaya.

Jleuenue OananpHoro OPBU y mamuentoB ¢ MIIC mydmie Takke TPOBOAMTH MO
MPUCTAIBHBIM BHUMaHueM Bpauda. CiienqyeT TOMHUTH 00 OCOOCHHOCTSX TNPUMEHEHHUS
CTaHJAPTHBIX TMPEMApaTOB y ATOM Tpymmbl MalnueHToB. Hampumep, Takue JeKapcTBa, Kak
QHTUTUCTAMUHHBIC  Tpenaparbl, MOTYT CYIIUTh CIM3UCTYIO, Jeias €€  TOHBIIE,
MIPOTUBOOTEYHBIE WJIK COCYJIOCYKUBAIOLME CPEACTBA MOTYT MOBBICUTH KPOBSIHOE JIaBJIICHHE U
CY3UTh KPOBEHOCHBIE COCY/Ibl, UTO HexenarenbHo npu MIIC.

N3 3a ocoOeHHOCTEW CTPOEHHS MO3BOHOYHMKA M TPYAHON KIETKH, MAalUeHTaM C
cuHapoMoM Maporo-Jlamu cioxHee cripaBUThCS ¢ UH(EKIUEH, ecliu OHa 3aTparuBaeT JEeTKue,
MO3TOMY Bpauu Jake MPH He3HAUYUTENbHON HHPEKIIMU MOTYT Ha3HAYaTh aHTUOMOTHUKU.

UtoObl HOpPMAaNu30BaTh LUPKYIALHIO BO3JAyXa B JIETKUX, PEKOMEHIYeTCs W
MpOPUIAKTUYECKHA, U BO BpeMs OOJIE3HU MPOBOJUTH MTPHI C MBUIBHBIMH ITY3BIPSIMH, BaTOM,
COJIOMUHKAaMHU JIJI1 HAlIUTKOB, OYMa)XHBIMHU TAKeTaMHU U JPYTUMU MpeAMETaMu (BO3IyIIHBIMU
mapamMu, Ms4aMmu), TpeOyIIMMU aKTUBHOM palOThl AbIXaTenbHOM cucTembl. Jlnis neteit
mocrapiie, A MOJPOCTKOB MOXKHO pa3paboTaTh YHOPaKHEHUS s PACTSIKEHHS MBbIIIII
TPYAHOU KJIETKH, YTOOBI POIUTEITN MOTIIM CAMOCTOSTEIIHHO 3aHUMAThCS C IETHbMH.

[TaccuBHBIC yHpaXKHEHHS IS TPYJHOW KIETKH TPUMEHSIIOTCS JUIsl TAIUEHTOB C
OCTPBIMU HH(MEKIUSIMHU JbIXaTeNbHBIX IMyTeH WM JUIs TalUeHTOB, KOTOpPbIE HE MOTYT
CaMOCTOSITENTLHO JIBUTAThCS. YTPaXHEHHS TOMOTalT Oonee AP(PEeKTUBHOMY OTACICHUIO
cimu3u. K HUM OTHOCSITCSI MOTSATHBAHUS, PACTSDKCHHUS, TIOTPSXUBAHUS, MacCaX U BUOpaIUH.

Juerorepanus
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CneuuanbHasi IU€Ta HE CMOXET NPEeNOoTBpaTUTh HakoruieHue ['Al, Tak Kak OHHU
CHUHTE3UPYIOTCS B KIIETKax, a He mocTynaiT ¢ numiei. [loatomy orpanuyenus B auere
nauuentam ¢ MIIC He Hy>XHBI, TAIIUEHTHI JOJIKHBI MUTATHCSI B COOTBETCTBUU C BO3PACTHBIMU
nOoTPeOHOCTSAMHU.

IIaTorenernyeckasi Tepanus

Jist MIIC tun VI paspaborana criennaibHas (GepMeHTHas 3aMECTUTEIbHAs Teparus,
npenapar - raincyibdaza (Naglazym™). Ilanuenty eXeHEAeTbHO BHYTPHBEHHO BBOJST
HeJoCTalomMil  (epMeHT B CTaHmapTHOM pgo3upoBke (1 wmr/kr). B camoit mporemype
BHYTPUBEHHOTO BBeJleHUS (DepMEHTa HET HHMYEro CJIO0XHOTO, U MPHU OMNpEeAeIEHHOM HaBBIKE
MH()Y3UI0 MOKHO IPOBOJIUTE B J1H000# OONbHULIE.

DddexT oT Tepanuu BO MHOTOM 3aBHCHT OT TOTO, KOTJja ObUIO HadaTo JieueHne. Bmecrte
C BpauoM HEOOXOJMMO Tepea HadaioM (EpPMEHTHOH 3aMECTHTEIBHOW Teparnuu OOCYIUTh BCE
BO3MOXXHBIE PHUCKU, MOOOYHBIE >PGEKTHl W TIaBHOE — OXHIAHUSA OT JiedeHHs. BaxkHo
MOHUMAaTh, YTO BBeleHUE (EepMEHTa HE MO3BOJIUT BBUICYHTH 3a00JeBaHHE, LIelb Tepanuu —
3aMeUIHTh TporpeccupoBanue OosiesHu. Te nedopmaruu, KOTOphIE yKe CPOPMHUPOBAIKCH,
Tepanus HE UCHPaBUT, WH(PY3HMOHHAS Tepamusi HE 3aMEHUT HEOOXOIUMBIE XHPYPTrUYECKUE
BMEIIIATEIbCTBA.

B3pocnas scuznn

[Tanimentam ¢ wmsarkoit  ¢gopmoi 3a0oeBaHUST HEOOXOAUMO  HAYYUTHCS OBITH
HE3aBUCHUMBIMHU OT CBOMX ceMeil. [ToapocTKy 1 B3pOocIoMy Hemb3sl 3aMbIKaThesl B cede. HyxHbI
Jpy3bs, OOIIEHHE U HABBIKU CAMOCTOSITETbHOM KU3HU.

[TockonpKy MalMeHThl ¢ MATKOM (HOpMOI CHHApOMA UMEIOT HOPMAJbHBIM WHTEIJIEKT,

HEO0OXOMMO MPUJIOKUTH BCE YCUIIHUS, YTOOBI OHU TIOJIYYHIIA XOpOIliee 00pa3oBaHuE.

I'ne B Poccun 3aHUMAIOTCHA JTHATHOCTUKOM M JIeUeHHEM

B KaXI0M H3 peFI/IOHOB onpeneneHm J'que6HI)Ie yqpenczleHI/m B KOTOpBIX ITAITUCHTHI
MOJTY4aloT ¥ TaTOTEHETUYECKOE JICUCHHUE U MPOXOAT BCE HEOOXOAMMBIEC UCCIIEIOBAHUSI.

Y3HaTh 00JIbIIIE

B Mupe ectp MHOro opraHu3zanuii, KOTOpblE MOTYT MOMOYb BaM HAMTH OTBETHI Ha
Jt00BIE BOTIPOCHI, CBSI3aHHBIX C MYKOIIOIMCaXapr103aMuU:

MexayHapoaHasi OpraHu3alusi Mo MyKOTIOJIMCaxapuao3aM: Www. mpssociety.org

MesxayHapOoIHBIH TOPTAJ IO PeAKUM 0oJIe3HsIM WWW.orpha.net
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EBpormeiickas opranuzanusi, oObeOUHSIONIAs MalMEHTOB C pPa3sHbIMU PEIKUMU
3aboneBanusmu EURORDIS www.eurordis.org

[TomHMTE, UTO AKTUBHAS MO3MLMS CAaMHUX MAllMEHTOB — 3aJIOT YCIEIIHON U CUACTIMBOU
KU3HH!

Oob0mecTrBeHHble opranuzannu u Gouanl Poccuu

MIIC VI tuma  BXOOuT B mepedeHb OpQaHHBIX 3a00JEBaHUM, JIEYCHHUE KOTOPHIX
IIPOBOAMTCS 3a CUET CpelCTB rocynapcersa. [loMmoup manueHTaM Moixy4uTh JIEYEHHUE, IIOBBICUTD
MH(POPMHUPOBAHHOCTh OOIIECTBA O PENKUX OOJNE3HSIX, a TaKkKe J0OMBATHCS MPOABIKCHHS
3aKOHOAATENbHBIX MHHUIIMATUB B 00JacTH OpQaHHBIX 3a001€BaHH MOTYT OOILECTBEHHBIE
opranuzani. B ceTm WHTEpHET BB CMOXETe€ HaWTH HWHOOPMALHUIO O HECKOJIbKUX
OOIIECTBEHHBIX OPTaHU3AIMIX, KOTOPHIE IOMOTAIOT CEMBSIM C MYKOITOJIMCaXapHUJ03aMHU.

IHoMowb ceMbu

Koneuyno, MHOroe 3aBUCHT OT Bpaua, CKOJbKO OH 3HAaeT Mpo Baile 3aboieBaHUE,
MPaBWJIBHO JIM HAa3HAYMJI JICUEHUE, XOPOLIO JIM OOBSACHWUI BaM MPUHIMUNBI Tepanuu. Ho He
3a0BIBaliTe: OT CEMBH YCIEX JICYCHHUS 3aBUCHUT HE B MEHbIIEH cterneHH. HykxHO coOmonaTsh
PEKOMEHIalliY, HU MPU KaKUX YCJIOBHSX HE TEPATh HAAEKAbl U CAMOMY CTaTh JKCIIEPTOM B
cBoeM 3aboseBaHuM. UuTaiiTe TuTepaTypy, OOMAWTECh C CEMbsIMU, HE CTECHSHUTECh 3a/1aBaTh
Bonpockl. U naxke eciu Bl He mobeaute 00J1€3Hb MOTHOCTHIO, U3MEHHUTD KU3Hb K JIy4lIeMY,

CACJIaTh POAHOI'O BaM YCJIOBCKA CHACTIIMBBIM B BallIUX crrax!
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Ipuiaoxenue I'l. Knaccupukanmysas MyKonmoJucaxapuio3oB.

[1] Knaccudukaims MyKomoIucaxapHui030B.

MIIC | [ToaTun Cunnpom I'en ®epmenTtHsiii nedpext | Jlokye | OMIM
MIIC ITH ['ypnep 607014
MIIC I Heduur anbda-L-
I IDUA b b 4p16.3 | 607015
H/S I'ypnep-Ileiie UypOHUIA3bI
MIICIS Hleiie 607016
Heduut nagyponar-2-
I MIIC I XaHnrepa IDS b P X(g28 309900
cynbdartaszbl
MIIC
HedunuT remapan-N- 252900
IIIA SGSH 17925.3
cynb(aTtasbl
Hedunut N-anerui-o-
D-riroko3amMuHuIa3b1
MIIC I1IB NAGLU 17921.2 | 252920
Hedunut N-anerun-o-
I Candununmno TIIIOKO3aMUHU1A3bl
Jedpunut renapas-o-
MIIC IIIC HGSNAT TIIFOKO3aMUHU N- 8pl11.21| 252930
arieTunTpanchepassl
edhunur N-
MIIC et
1D GNS | amermirmokozamuH-6- | 12914 | 252940
cynbdarazbl
MIIC Hedunut
IVA GALNS rajJjaKkTo3aMuH-6- 16024/3 | 253000
v Mopxkuo cynbdataszbl
MIIC Hedunur [3-
GLB1 b P 3p21.33| 253010
IVB rajJakTo3uaa3bl
Jedunut N-
VI | MIIC VI Maporo-Jlamu ARSB  |anetunranakro3amun-4-| 50q14.1 | 253200

cynbdarazbl

o1




Hedunur B-

VIl [MIIC VII Cnas GUSB 7021.11 | 253220
TIIFOKYPOHH1A3bI
MIIC IX | HenocratouHOCTb Hedunut
IX HYAL1 3p21.31 | 601492
THaTypOHUIA3bI THaTypOHU/Ia3bI

52




Ipuaoxenue I'2. Boipaxenuocts, kanandeckux nposasiaenuii MIIC VI B

PAa3HOM BO3pacTe

[16]
Cucrema Cumnrom Tern [ToapocTku/
B3pOCJIbIC

Cepneuno- Kapanomuonatus + +

cocyaucras Yromnmenne CTBOPOK it et
KJIAIIAaHOB

HHC [{epBuKaibHAs MUEJIONIATUS + +

[IumeBapurenpHas I'enarocnnenomeranus ++ ++

cucrema

Opran ciyxa TyroyxocTb ++ ++
PeuH):[I/Ijapr}omHH ++ ++
CpPEIHHI OTUT

Opras 3peHust IToMyTHEHHE POTrOBUIIBI ++ ++
I'maykoma + +

CkenerHo- HectabunpHOCTh aTiiaHTO-

MBIIIICYHAS OKILIUITUTAIILHOTO + +
COUJICHEHUS
TyHHENbHBIA KapHadbHBINA t t
CHUHJPOM
['pyObie uepThl U +++ ++
Hucnnasust ThC ++ ++
MHOXeCTBEHHBII JU30CTO3 + +
I'pbixn +++ ++
KOHTpakTypsl CycTaBoB +++ +++
Kudos ++ +
Makponedanus +++ ++

JpixarenpHas OOCTpYyKTHUBHOE aIllHO® BO it it
CHE
PectpukrtuBHOE + +
3a00JIeBaHNE JIETKUX
OO6cTpyKius BEPXHUX et et
JIBIXaTeIbHBIX MyTeHl

Cneunainb- Jlepmatan cynbdaT B MoYe N ™

HbIE J1a0OpaTOpHBIE

TECThI Apwuncynbsdaraza B 1] Ll
O6mue 'Al" B Moue " "
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Ilpuaoxenue I' 3 YacTora npoBeaenus oocaenosanusa v namyenros ¢ MIIC VI tuna

[16]

Onun
pa3
B 2 roxa

[TepBonavanbnas | Kaxnaeie | Kaxawbl Kaxnpie 12

HUccnenosanusa
OLIEHKA 3 Mmec e 6 Mec Mec

IIpuem Bpaya-reHeTHuKa X

HouTBepmeHne AUarHo3a

AHaMHe3 00J1e3HHA

Kinunuuyeckuii ocMoTp
neauaTpa/repaneBra

Pocr, Bec, OKpyKXHOCTB
T'OJIOBBI

BriocimBocts (6 MTX)!

) ] A

OcmoTp HeBpoJiora

R | [ X

OcmoTp Bpaua-xupypra

Komnerorepnas
tomorpadus wiim MPT
TOJIOBHOTO MO3Ta

s
s

Koruutusaoe
tectuposanne (DQ/IQ)

s

DnekTposHiedarorpaMma

CxopocTb HEpBHOU
npoBoauMocTu/ IMI

OcMmoTp Bpaua-
OTOPHHOJIAPHHI0JIOTa

Ayauomerpus

Tt IR T B e

OcmoTp cypaoJiora

s nereit cTaplie 3 JIeT; pacCTOsIHUE, MPOWJEHHOE 32 6 MUHYT (IIPEANOYTUTEIbHBIM
SIBJIAETCS TOT K€ IPOMEKYTOK BPEMEHH, YTO U B MPEIBIIYIIUX TECTAX 3TOTO MAIIMEHTA); YUCIIO
CTyIIEHEH, NPONJCHHBIX BBEpPX 3a 3 MUHYTHl. OLEHUBAIOTCA MOKa3arenu carypauuu SpO2,
Y/, YHCC no u nocie Harpy3KH.
2 DQ wm Kosdpdunuent ymcrBennoro pazsutus (KYP) - cnocod cpaBHeHus
MHTEJJIEKTYaJIbHOTO ~ pPa3BUTHs, CBOMCTBEHHOIO  JaHHOMY  BO3pacTy  (YMCTBEHHBIX
CrocoOHOCTEeH peGeHKa 10 OTHOLIEHUIO K €ro CBEPCTHUKAM), C XPOHOJOTMYECKHUM BO3PacTOM
(paxTHyeCKM BO3pacTOM peOeHKa).

KVYP paccuntsiBaeTcs AeNeHNEM MHTEIUIEKTYAJIbHOIO BO3pacTa Ha XPOHOJIOTUYECKHN U

ymHoxkeHueM Ha 100 mis momydeHust nenoro yucia. CpenHuil K03(pGUIIMEHT YMCTBEHHOTO

Pa3sBUTUA IJIA 000ro0 BO3pacTa CUHUTACTCA paBHBIM 100.
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Aynuomerpus

OcMmoTtp odranbmosiora

OcTtpoTa 3peHus

OcMoTp r1a3Horo AHA

HCCJ’IG,I[OBaHI/Ie POTOBUIIBI

OcMOTp NYJBLMOHOJIOTA

elitslisltaltalle

®BJ

HccaenoBanue
CHA/MoJIMCOMHOTpadus

OcmoTp kapauosora

DeKTpoKaparuorpaMma

Oxokapauorpadpus

il

Ocmotp opTonena

Pentrenorpacduu ckenera

VY3U opranos OpromrHon
IIOJIOCTH; 00BEM
CEJIC3CHKH, IICUCHH

SR F I P P Pl B e SR e

s

OcmoTtp Bpaua-
(pusnorepanesra

~
>~

ITIpuem Bpaua mo
JedeOHoi (PU3KYyIbTYype

~
>~

OcmoTtp Bpaua-
CTOMATOJIOTa

JlabopaTopHbie
ucciieI0BaHHA

Onpenenenne 'AT° X X

buoxnmnueckuii anaianz
KPOBH

1-Jlna netedt crapiue 5 JeT; pacCTOsIHUE, MPOiIeHHOE 32 6 MUHYT (MIPEANOYTUTEIbHBIM
SBIISICTCS TOT YK€ MPOMEKYTOK BPEMEHHM, YTO U B MPEABIIYIIUX TECTaX 3TOTO MALUEHTA); YUCIIO0
CTyIIEHEH, NPONJCHHBIX BBEpX 3a 3 MUHYTHl. OneHUBAIOTCSA NoKa3arenu carypauuu SpO2,
Y1, YCC no u mocie Harpy3KH.

2-DQ wm Kospdumument ymcrBennoro pazsutus (KYP) - cnocob cpaBHeHus
UHTEJUIEKTYaJbHOTO  pPa3BUTHUS,  CBOMCTBEHHOIO  JIaHHOMY  BO3pacTy  (YMCTBEHHBIX
CrocoOHOCTEeH peOeHKa M0 OTHOIIEHUIO K €ro CBEPCTHUKAM), C XPOHOJIOTMYECKHUM BO3PacTOM
(baxkTHUEeCKUM BO3pACTOM peOeHKa).

KVYP paccuntsiBaeTcs AeNeHNEM MHTEIUIEKTYAJIbHOIO BO3pacTa Ha XPOHOJIOTUYECKHN U
ymHOkeHHeM Ha 100 i momyuyenus nenoro uucna. CpenHuil Kodp@HUIMEHT YMCTBEHHOTO

Pa3sBUTHUA OJIA 000ro0 BO3pacTa CUUTACTCA paBHBIM 100.
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Ipuaoxkenue I'4. Tect 6 MuayTHOM X0AL0LI (6BMWT)

[30]

6MWT — tect 6-MunyTHOI X0aK0b1 (6 Minutes walking test, 6GMWT)
Cnenyer NOMHHUTB, 4YTO [yl JAHHOTO TECTa HUMEIOTCS CIEAYyIolue aOCONIOTHbIE
MPOTHBOIOKA3aHUA: OCTpass OONb B TPyIHOW KJIETKE, IEKOMIICHCUPOBAHHAs CEpACYHAs U
JbIXaTellbHAsl HEJO0CTaTOYHOCTb, OCTpbIE 3a00J€BaHMs, JINXOpajaKa, 3a0ojeBaHMsI OIOPHO-
JIBUTATEJILHOTO amapara IpensTCTBYIOIINE BbIIIOJHEHHIO TPOOHI.
K oTHOCHTE/IBHBIM MPOTHUBOMNOKA3aHUSAM MOXXKHO OTHECTH BBIPXKEHHYIO OpajuTaxuKapIulo,
BBICOKYIO apTepUajbHYI0 THIIEPTEH3UIO0 U BO3pacT pedOeHka. MaipliaM TpYAHO OCO3HaTh U
HCIIOJIHUTH BCE MpaBuia TeCTa, I0ATOMY OH PEKOMEHOBAH Ul JIETeH OT 5 JIeT U cTapuie.
Ecnu nanuMeHT HaXOAWTCS Ha TMOCTOSHHOW KHCIOPOJAHOM MOJJIEP)KKE, CKOPOCTb IOAAaYM
KHUCJIOPOAA IMpH MPOBEJEHUU TECTa JOJKHA COXPAHATbCS B COOTBETCTBHM C IMpPEIINHCAHUEM
Bpaya, Ha3HAYMBILET0 U KOHTPOJIHUPYIOLIEr0 TEPAIIUIO.
[TpoBenenue Tecta HEOOXOAMMO HEMEIJICHHO MPEKPATUTH B CIy4ae TOSBICHHUS:
B cnyuae BO3HUKHOBEHUss OO0MM B TIpyAM, CHUIBHOM OJBILKH, CYJOpOr B HOrax,
TOJIOBOKPY)KEHUsI, IMOTEPH YCTOMUMBOCTH, HapacTarouled ciabocTH M ABHOM OeJHOCTH
ClIeTyeT HEMEIJIEHHO MPEKPATUTD TECT.
6MWT mnpoBoauTCs B NMOMEILIEHUH, XOPOIIO 3HAKOMOM IallME€HTY, MMEIOIIEM J0CTaTOYHO
JUIMHHBIN KOPUJOp € TBEPABIM MOKpBITHEM. J[JIMHA IPOXOAUMOTO IYTH AOJHKHA COCTABIIATH HE
MmeHee 30 MeTpoB ¢ pa3MeTKoi Kaxble 5-10 MeTpa, a Takke TOYKaMH ITOBOPOTOB/Pa3BOPOTOB.
Ha o0oux KoHIIax MyTH HYXXHO pa3METUTh Kpecia AJis MOATOTOBKM M OT/AbIXa MAI[EHTOB.
Kpome Toro, Heo0XoaumMo 103a00TUTBCS O HAJIMYUM HMCTOYHHMKA KHUCJIOpOJa M
neudpusuisTopa.

Taxke 1Id Tecta BaM IOHAJOOMTCA TOHOMETP, Yachl C CEKYHIHOM CTpenKoii,
MyJIBCOKCUMETP U TelaePoH.TecT peKkoMeH1yeTcs POBOAUTh B YTPEHHHUE Yachl MOCIIE JIETKOTO
3aBTpaka. Ha manuenrte gomkHa ObITh yoOHas ofeXkAa U MOAXOAAIIAs IJs MPOTYIKH O00YBb.
3anperieHbl MHTEHCHUBHbIE (DU3MYECKHe Harpy3KM MeHee 4eM 3a JBa yaca JI0 HCIbITaHMS.
JleueHue malMeHTa MPOXOJUT B OObIYHOM pekume. Eciin B MOBCEIHEBHOM JKM3HU PEOEHOK
UCTOJIB3YyeT A XOAbObI TPOCTh, KOCTBUIM WJIM XOAYHKH, CIEAyeT OCTaBUTh MX M JJ TecTa.
[lepen HauaaoM mpoObl MAIMEHTY HEOOXOAMMO M3MEPUTH apTepHalibHOE JaBJIEHHE, YacToTa
CepJICYHbIX COKpAIllEHUH, YaCTOTa JAbIXaHHUS, TPOBECTH MYIbCOKCUMETPHIO.

Tect 6-MHHYTHOI XO0JbOBI 3aKiIOYaeTCs B TOM, 4TO PeOEHOK JODKEH 3a 6 MHUHYT

HpOI‘;ITI/I MAaKCUMAJIBbHO BO3MOXXHOC IJIA ce0s PaCCTOAHUC Ha TPCKE B KOM(I)OpTHOM JJIs ce0s
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TEMIIC. 3anpemaeT051 NNEPEXOJUTh Ha Oer wim IIPBDKKHA, HO MOXHO 3aMCIAJIUTBCA HIIN

OCTaAaHOBHTBCA, €CJIIM BO3ZHUKACT TaKast HOTpe6HOCTB.
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IIpuao:xkenue I'S. OcHOBHBIE MepoONpPHUSTHS NPH OKA3AHUM NOMOIIM NAITHEHTAM

aJJIepruyeckoi peakmnuei Ha npenapar

[31].
Anjiepruyeckasi peakuus (AP)
OcTtanoBuTH HH(}Y3HIO
OyeHNTH CTENEHb AJUIEPruYecKoil peakunu
Jlerkass AP: Jumxopaaka, mnoxkpacHenme, | Tsokenas AP: BbIpa:KeHHAasl
CbINb, JIETKasi KPanuBHULA. KpanuBHUIA, oTeK JmMua,

3aTPYAHEHHOE€ AbIXaHMUE, MPOSABJICHUSA

cepAe4HOl HETOCTATOYHOCTH U JIP.

)Kapononmlcalonme, AHTUTHCTAMMHHBIC B

B03paCTHOI71 A03UPOBKE

Kapononumkamuue,

AHTHTMCTAMMHHBbIE, KOPTHKOCTEPOUIbI
(1-2 Mr/kr/cyT mo NPeTHH30JOHY* ™),
€Cii BO3HMKHET He00X0IUMOCTh —

nuHeppuH.**

Hao0aronenue 3a manyeHTOM

Iponomkaercsi peakuusi Ha BBeJeHNE

Her P€AaKIUU HA BBCACHUE

OcranoButsr  HHQY3HI0O H

BO300HOBJISITH B 3TOT ACHb

HE

IIpoxonxuts HHPY3HI0 HA HEOONBIIOH

CKOpOCTH

Chaenyomyw uH(PY3MI0 NPOBOIMTH

HA He0OJbIIOW CKOpPOCTH mMOCJe

npeMeauKanum (MOBTOPUTH NMPeAbIAYIIYI0 CXeMY) .

* OCHOBHBIC MEPOIPHUATHS MPH OKA3aHWW TOMOIIMU TAIMEHTaM C aHA(PWIAKTHIECKOMN

peakuuen CMOTpUTe IpuioxkeHue 1'6
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IIpuao:xkenue I'6: OcHOBHLIE MePONPUSTHS HPH OKA3aHHM IIOMOINM HANMEHTaM ¢

aHabUIaAKTHYECKON peakIueii

[32].

1

HperaTI/ITe BHYTPUBCHHOC€ BBCIACHUC TECPAIICBTUYCCKOIO JICKAPCTBEHHOI'O
CpeacTBa, KOTOpBIﬁ BBI3BIBACT aHa(bI/IJ'IaKCI/IIO WJiIH, €CJIH ITIallMCHT Hayall

OTMECYAaTh U3BMCHCHUS B O6H.[CM CaMO4YyYBCTBUH

Ouenute KpoBooOpallleHHe MalueHTa(ImyNnbC), MPOXOAUMOCTh JbIXaTeIbHBIX
nyrel (4acToTy JbIXaHUs), TICUXUYECKOE COCTOSHUE,yPOBEHb CO3HAHMUS,

ApTCPpHUAIBHOC JAaBJICHUC, HAJIMYNC KOXKHBIX HpOSIBJIGHI/If/'I, YTOUHHUTC MACCy TCJia

Beenute snuHedpuH** BHYTPUMBILIEYHO, B MEepeAHE-O00KOBYIO MOBEPXHOCTh
oenpa,), makcumym 0,5 mr (moapoctku) wim aetsm 0,05Mi/Kr maccel Tena
(makcumanbsHo 0,3 wmi1), HOBOpokmeHHBIM —0,01 Mmi/kr. 3amuimmre Bpems,
BBEJICHHYIO 103y M, MPU HEOOXOAMMOCTH, MOBTOpUTE uepe3 5-15 MuH.

BonbuimHCTBY manueHToB HeoOxoaumo 1-2 1036l aipeHaNINHA.

He pexomenayercs BBeJeHME B OAHO MecTo 1 Mul M Gojee aJpeHaIMHA, TaK
Kak, oOsiafiasi OOJBIIMM COCYIOCYKMBAIOLIUM JEHCTBUEM, OH TOPMO3UT H
cobcTBeHHOe BcackiBaHue. [Ipeanoururensuee BBOAUTH ero ApobHo o 0,3-0,5
MJI B pa3Hble y4acTKH Tesa Kaxaple 10-15 MuH 10 Tex mop, moka He HaCTyNUT
TepaneBTUYecKuil 3PpPeKT WM Xe He IOCIEeAyeT pa3BUTHE BBIPAKEHHBIX

MMOOOYHBIX SIBIICHUI.

[TonoxkuTe manueHTa Ha CIMHY €CJIM UMEETCSl PECIIMPATOPHBIN TUCTpECC U/ UTN
PBOTA; MOJHUMHTE HUKHHE KOHEYHOCTH (MALMEHT HE JIOJDKEH CTOSITh, CHJIETh
WIM [JBUTAaTbCs, ITOCKOJIBKY 3TO MOXKET IPUBECTH K BHE3AIHOM CMEpPTH B
CIIydasiX TsDKEJION aHa(pUIAKTOWTHOW peakuuu).3alpOoKUHbTE U MOBEPHYTH B
CTOPOHY T'0JIOBY, BBIBEIUTE BIIEPE] U BBEPX HUKHIOIO YENIOCTh, MPUOTKPONTE
pOT, 3aUKCUPYHTE SA3bIK, YyIaTUTE CIM3b U3 BEPXHHUX JbIXaTEIbHBIX MyTei,

€CJIM B OTOM IIOABHJIACH HGOGXOI[I/IMOCTB.

[Ipy mnoxazaHuWsX JaiiTe JOMOJHHUTENBHO KuCIOpox (6-8 1/MuH) uepes

MacKy HWJIH OpogapuHTEIbHYIO TPYOKY
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VYcraHoBute BHYTpUBEHHBIH goctyn. [Ipm HeoOXoaummocTu OBICTPO BBEIUTE
1-2 1 0,9% pactBop Hatpus xmnopuaa** (NaCl, uzoronnueckoro pactsopa)
(mpumepHo 5-10 mu/kr B mepsbie 5-10 MuH 1 moapocTkoB ¥ 10 MiI/Kr s

neTen).

7 [Ipy Hasmuum 1nOKa3zaHuUM, B J000€ BpeMs BBIIOJHANWTE CEPIEYHO-
JIETOYHYI0 PEaHMMALUIO C IIOCTOSHHOW KOMIIpeccuen rpyaHou kinetku. Kpome
TOT0, YaCTO M PEryjspHO KOHTPOJMPYWTE IIOKAa3aTead KpPOBH IALUCHTA,
CEpIECYHBI PUTM, IbIXaHUE U HACBIILEHUE KUCIOPOJOM.
BAXXHO [ -G;moxaTopbl yMeHBIIAIOT TeparneBTudeckuil dddexr smmuedpuna**. Eciam

MalMeHT TpPHHUMAET [-aApeHOOJIOKAaTOPhl, HA3HAYaIOT IIFOKaroH™** 5-15

MKI/MUH BHYTpUBEHHO. ['mrokaron**

MOBBIIIAET YPOBEHb TIIOKO3bI B KPOBH,
OKa3bIBAaET MOJIOKUTEIHPHOE WHOTPOMHOE NEHCTBHE HAa CEp.Ie, YBEIHMYUBACT
yaapHbli 00beM B eIUHMIYy BpeMeHu uepe3 15-30 mMuH moclie BBEACHUS
cpenHedt m03bl 2 Mmr/4. YcunuBaiooT 10004HbE 3PdeKThl snuHeppuHa™™

CHUMITATOMUMETHUKH, JTUTOKCHUH**,
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Ipuiaoxkenue I'7. PacmngpoBka npumMmedaHui

**k

... — TIperapar BXOJIUT B MEPEeUeHb KU3HECHHO HEOOXOAUMBIX M BOKHEHIIINX JICKAPCTBEHHBIX
npenapatroB (Pacnopsokenue IlpaButensctBa PO ot 12.10.2019 Ne 2406-p «OO06 yTBep:KACHUU
MepeyHsl KU3HEHHO HEOOXOJMMBIX M BaXHEWIUX JIGKApCTBEHHBIX mperaparoB Ha 2020 ron, a
TaK)Ke MepeyHell JIEKapCTBEHHBIX MPEnaparoB i MEIUIIMHCKOTO MPUMEHEHUS U MUHHUMAJIbHOTO

ACCOPTHUMEHTA JIEKAPCTBEHHBIX MPENapaToB, HEOOXOAUMBIX JIJI OKa3aHMS MEIUIIMHCKON TTOMOIIIH
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