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KiaioueBsbie CJioBa



CIIMCoOK CoKpalleHun

AJIT - anmaHnuHaMMHOTpaHcdepasa;

ACT - acnapratramuHoTpaHcdepasa;

['Al"' — IIMKO3aMUHOIIMKAHBI;

KT — koMm1mibioTepHasi Tomorpadusi;

MIIC — myKormonucaxapumaos;

MPT — MarHuTHO-pe30HaHCHasl Tomorpadus;
CCC — cepmeyuHO - cocyaucras CUCTeMa;

TI'CK — TpaHCIJIaHTALMU T€MOMO3TUYECKUX CTBOJIOBBIX KJIETOK;
VY3U — ynbTpa3sBYyKOBOE MUCCIeN0BaHME;

@B/l — QyHKIIMS BHELIHETO IbIXaHUS;

@®3T — pepMeHTHAs 3aMeCTUTe/IbHAS Teparus;
OKT' — snexkrpokapauorpadus;

OHMTI — snekTpoHelipomuorpadus;

Ox0-KI' — sxokapauorpadus;

O3I' — snekTposHiedanorpadpus.



TepMMUHBI U onIpeae/IeHUs

depMeHTHasl 3aMeCTUTe/IbHAsI Tepamnusl — JiedeHue, 3aKIvaloleecs
BO BBeJleHMM MpenapaTa (peKoMOMHAHTHOTO ¢epMeHTa) MaleEHTAM C
HacaeICTBEHHBIM HapyllleHeM MeTabonn3Ma.

JIuzocomHble 00J€3HM HAKOIJIEHMsSI — Tpylna HacaeqCTBeHHBIX
MOHOTEeHHbIX 3a0o0/ieBaHMt, CBSI3aHHBIX C HapylleHueM QYHKIUU
JIM30COM.

Myxkomonnucaxapumo3bl (MIIC) - rpyImna HacaeaCTBEHHBIX Ooje3Heil
obMeHa BeIIeCTB, CBSI3aHHBIX C HapylleHMeM MeTabonm3ma
IJIMKO3aMUHOIMIMKAHOB (T'AT'), mpuBozsiiiee K MOPa>keH0 OPraHoB U
TKaHeil. OOycIOBJeHbl OaHHble 3a00jeBaHMSI MYTalMSIMU TEHOB,
KOHTPOJIUPYIOIIUX  TIPOLLeCC  BHYTPWJIM30COMHOIO  TUAPOIN3A
MaKpPOMOJIEKYII.



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenmne 3a601€eBaHUS UM COCTOSTHUS
(rpymnmnbl 3a00/IeBAHUI MJIV COCTOSTHUI)

Mykononucaxapuno3 I tuna (MIIC I) - Hac/eqCcTBeHHAs JIM30COMHAs
60j1e3Hb HaKOIUIEHMSI, 00yC/IoBIeHHas1 neduiutToM dhepmeHTa anbda-
L-uaypoHumasbl M IPOTEKAlIasi C Pa3JIUMYHbIMU KIMHUYECKUMU
MIPOSIBJIEHUSIMM:  3aJIep’KKOil  pOCTa, YMCTBEHHOI OTCTa/JIOCThIO,
MopakeHnem HEepPBHO CUCTEMBI, CepleyHO-JIeTOYHbIMU
HapyILIeHUSIMH, rernaToCrjaeHOMeraimnei, MHOXXeCTBEHHbIMU
IM30CTO3aMM, TIOMYTHEHIEM POTOBMIIbI. Bce BbllllenepeuncieHHbIE
MIPU3HAKU TIPUBOSAT K MHBAIUAM3ALMUM, a MPU TIKEJIOM TedeHUU
0one3Hu - K JeTaabHOMY ucxony [1].

1.2 OTnonorust u naToreHes 3a6oIeBaHUS UJINU
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI IV COCTOSTHMIT)

[Tpuunuoi MIIC I Tuma gBiasgerca myranus B TreHe, KOOMPYIOIIEM
Mn30COMHBIN (pepMeHT anbda-L-uaypoHupasy. Tun Hac/ieqoBaHUS:
ayTocoMHO-penieccuBHbIi. TeH IDUA, xkopupytoummii anbda-L-
MUIYPOHMIA3Y JIOKA/JIM30BaH B XpOMOCOMHOJ 06s1acTu 4p16.3.

M3-3a CHMXeHUSI aKTUBHOCTM (pepMeHTa MPOUCXOAUT HaKOIJIeHUe
pasnnyHbix TMHOB Al 1 pa3BuBaeTcsl coMaTuyeckasi MaHM@ecTalus
B BUJe JIMIIEBOro AucMopdu3Ma, rernaTocrjieHoMeraanu, nopaskeHust

cepaua, I bIXaTeJIbHOMI CUCTEMbI, U3MEHeHUMn CKeJleTa,
HEBPOJIOTMYECKO CMMIITOMAaTHUKU, reMaToJioruyeckue u
odTanbMoIOTUECKMEe M3MeHeHUs. BapuabenbHOCTb MIIC

orpenenseTcs TUIIOM HaKaruiMBaeMoro cybcTparTa npu
HenmocrtaTouHoi pAerpagauuu TI'AT': nmpu MIIC I Tuma npoucxoout
HaKoIlJIeHMe remnapaHcyiabdaTta M AepmartaHcyiabdara. Hedpuiut
anbda-L-uaypoHnuaasbl MOXKET IIPUBECTM K PasBUTUIO Pa3TUUHbBIX
dbeHOTUIIOB  6O/MIe3HM, OOYWIOBAMBASL OTIMUMSI B  TSDKECTU
CUMIITOMAaTUKU. BbIIENSIOT TpU KIMHN4eckux geHoruna [3,4,5]:

-curapom I'ypnep (mykomnonucaxapumos I H - Tsokenas ¢popma),

-cunapoM Illeite (Mykomonucaxapmumo3 I S - nerkast popma)



-cuHapom I'ypnep-Illeite (mykomnonucaxapumao3s I H/S-nipomexxyTouHast
dopma)

1.3 OnuaemMmuosiorust 3a00J1eBaHMS UIVI COCTOSTHUS
(rpymnbl 3a00/IeBaHUI VIV COCTOSTHMIA)

MyKkormonucaxapuao3 I Tura — 3To ImaH3THUYeCcKoe 3aboyieBaHNe, ero
yactora coctapisieT 1:100 000 HOBOpOXmeHHBIX. [IpuOIM3UTETBHO
50%-80% mnaiyeHTOB MMeIOT TspKenyilo Gopmy 3aboneBanus. MIIC I
H/S cunppom I'ypiniep-Illeiie BcTpeuaeTcs € MOMY/ISIMOHHON YaCTOTOM
1:100 000 - 1:500 000 HOBOpOkmeHHbIX; MIIC I S curgpom Illeite -
1:500 000 HOBOpPOXIEHHBIX [6,7]. OmHAKO, HY>)KHO YUYUTBIBATh, UTO
CyIIeCTBYET orpeeneHHas TOTPEIIHOCTD B OLleHKe
pacpoCTPaHEHHOCTU pa3jIMuHbIX (eHOTUIIOB 3abojeBaHMUs, UTO
MOKET OBITh CBSI3aHO C 00Jiee YaCThIM BbISIBJIEHMEM MMEHHO TSIKEJIbIX
dopm MIIC 1.

1.4 OcoGeHHOCTH KOOAMPOBAHMS 3a00/I€eBaHUS VJIU
COCTOSTHMSA (TPYIINBI 3200/1IeBaHUI UJIM COCTOSTHUIN)
1o Me>XayHapoaHOM CTaTUCTUYECKOM
Kjaaccudukanyum 6osiesHen 1 npoojaemM, CBI3aHHbIX
CO 3J0pOBbEM

CornacHo MKB10, 3aboneBanme OoTHOCUTCSI K Kiaaccy IV, 6omesHsIM
SHIOKPUHHOM CUCTEMBI, PACCTPONMCTBY MNUTAHUA M HAPYUIEHUIO
0OMeHa BelleCTB,

E76.0 - Mykomnonucaxapuao3s I Tura.

1.5 Knaccuduxkanmus 3a601eBaHMUs UM COCTOSTHUS
(rpymmbl 3a00/IeBaHUI WJIV COCTOSTHMIA)

B  cootrBeTcTBMM C  OedUIUTOM/OTCYTCTBMEM  JIM30COMHBIX
(bepmMeHTOB, COOTBETCTBYIOIIMM Te€HHbIM JedeKTaM U TIKeCTU
KIMHUYECKO  CUMMIOTOMAaTUKM, BbigenssloTr 11 Ttumos  MIIC
(npunoxenue I'l).

1.6 Knuanuyeckasi KapTMHa 3a00/1eBaHUS WIN
COCTOSTHUSA (TPYIIIBI 3200/1IeBaHUI UJIM COCTOSTHUI



B Hacrosiiee Bpemsi MIIC I paccmaTpuBaeTcss Kak 3abojeBaHue C
KOHTUMHYYMOM  KJIMHUYECKUX (PEeHOTUIIOB, pPasaUYaIoOIIMXCSI IO
BO3pacTy MaHu@ecTaluu, TSHKECTU KIMHUYECKUX IIPOSIBAeHU U
CKOPOCTH TIpOorpeccupoBaHmst 3a60ieBaHMs Y alMeHToB [1-5].

TakuM o00pa3oMm, [OBOJBbHO YCIOBHO BBIIESIOT TsDKeMyio (opmy
3aboneBanus (cuHapom I'ypriep), ¢ Manudecranyein Ha IIePBOM T'OIY
SKU3HU, C [Iporpeccupyrouien Kapayuo-pecnupaTopHOit
HEIOCTAaTOYHOCTbID UM  SIPKO  BBIPAKEHHON  HEBPOJOTUUYECKOM
CUMIITOMATHKOI; U MIrKylo ¢dopmy (cuHapombl [ypnep-Ileiie u
[llejie), IpM KOTOPOI CUMIITOMBI TOSIBJISIFOTCSL B Bo3pacTte 4-10 et n
60/1e3Hb MeJIJIEHHO MPOrpeccupyeT, MPM 3TOM HEKOTOpble IMallleHThbI
IOXUBAIOT 10 B3POCJIOrO BO3pacTa.

B maHHBIX KIMHMUECKMUX PEKOMEHIALMIX He OyIeT paccMaTpPUBaThCS
cuHapoMm I'ypiep, Tak Kak OH MOAPOOHO PacCMOTPEH B KIMHUUECKUX
pekomeHmauusax 1mo MIIC I Tuma y gereir M He BCTpeyaeTcs y
B3POC/IBIX.

C yuyeToM TpaAMIIMOHHO MCIOJb3yeMOil Kiaaccudukauyei, Huke
TpUBeNeHbl XapaKTepHble KIMHMYeckue mpusHaku misgs MIIC
pasan4YHbIX GOpM.

Myxkomnonucaxapuao3 Tmn I S - merkas dpopma
Cunonumbl: cuaapom llleite, MIIC I S - nerkas dopma.

OCHOBHble KJIMHMYECKME TIPOSIBJI€HUSI: OTpyO/eHue uepT JMIa,
TYTOIOJBVKHOCTD CYCTaBOB, MHOYeCTBeHHbI IV30CTO3,
IIOMYyTHEeH)e poroBuLsl [3,4].

Buemruuit Bup. IlepBble Mpu3HAKM 3a007€BaHUST TIOSIBJISIIOTCS B
Bo3pacte 3-5 jet. IlalMeHThl TUIIEPCTEHUYECKOTO TeTO0CTOXKEeHUS C
CUJBHO Pa3BUTOIM MYCKYJaTypoii, 4epThl Jiuiia Irpyobie, XapaKTepeH
MIMPOKUIA POT C MyXJbIMM TyOaMM, HUKHSISI TTporHaTust. [locTerneHHO
pasBMBaeTCs OrpaHMYeHMe [BVMKEHUMII B CYyCTaBaX BepXHUX
KOHEUHOCTel, a TakkKe TYIrONOABVKHOCTb, BO3HMKIINE U
rporpeccupymollye KOHTPAKTypbl CYCTaBOB Kkucreit. Hanbomee
BbIDQ&KEHHBIMM BCE CUMIITOMBI OOJIE3HM CTAHOBSTCS K TMEepUOIY
II0JIOBOTO  CO3peBaHMs. BO3MOXHO MOBBILIEHHOE OBOJIOCEHME,
KOPOTKas 11es.

KocTHag cucrema: MOXKeT OTMeuaeTcs HebOojbIlasl 3afepskka pocTa.
MHOKeCTBeHHbBI IM30CTO3: AMUCILIA3us JIMIEeBOIO ueperna; IIocKas
IIepeHoCcHuIla, LIMPOKO paccTaB/leHHble I71a3a, YTOJIIeHHbIe TIYObI,



TUNOIVIa3MPOBAaHHAST ~ HMOKHSSL ~ YeIOCTb,  MAakKpoOIIOCCUSI U
ruIepIviasusl JeceH, KOpPOTKas Iies, crubaTelbHble KOHTPAKTYpPbl U
TYTOIIOJABVKHOCTh KOHEUHOCTEeN, C BO3pacTOM IIPUCOEONHSIeTCS
60/1e3HEHHOCTb CYCTaBOB PYK U CTOM, ¢ GOpMUPOBAHMEM «KOTTUCTOM
Jambl» M TIOJIOV CTOMbI, Ba/lIbI'yCHOI mAedopmaliyeii KoJIeHHBIX
CycTaBOB. Hepenko pa3BuBaeTCsl TYHHE/IbHBIN CMHIPOM KapHaJbHOT'O
KaHajla, KOTOPBI, Hapsily C TYTrOONOABVDKHOCTbIO, MPUBOOUT K
orpaHnyeHn0 GyHKIMM BepXHUX KOHEUHOCTe. PeKo - BpOXKIeHHbIA
mienkatomuii 1 nasnerr (bonesHb HotTa).

OpraHbl [ObIXaHMSI: YacTbhle peclypaTopHbie 3abo/ieBaHMSI B BUE
PUHUTOB, OTUTOB. BO3MOXXHO pa3BuUTHe OOCTPYKTUBHBIX 3a001€BaHMiA
IbIXaTe/JbHbIX ITyTei, HOUHbIE aIlTHO3.

OpraH 3peHusi: OTMeYAeTCsl paHHee HepaBHOMEpPHOe IOMYyTHeHUe
poroBuiibl. B mambHejinieMm, 00bIYHO Towte 30 jeT, pasBMUBaeTCS
rJlaykoMa, MUrMeHTHast auctpodus cetuaTku. Pegko - oTek Aucka
3PUTEILHOTO HepBa.

H,EHTpaJIbHaH HepBHasAa cucreMa. IICMXOMOTOpPHOE pa3BuUTHe
HOPpMaJIbHOE MJIU CJIerKa 3aMeJJIeHHOe.

KpaH1oBepTebpaabHbIii CT€HO3 pa3BuBaeTcsl y mnamueHToB ¢ MIIC
BCIe[CTBME TUIIOIUIa3UM 3yO0BUIOHOTO oOTpocTka C2 T03BOHKA,
aTJIAaHTOAKCUAJIbHOM HeCTabMIIbHOCTH, OTJIOKEHMSI
MYKOITIO/IiCaXapuioB B TBepIOil MO3rOBOIt 000JI0UKe U 3a7Heil
MPOMOJIbHOM  CBSI3Ke, UTO B  [JAJbHENIIeM  T[PUBOOUT K
KOMIIPECCMOHHOM MMeJIONaTUM Ha 3TOM YPOBHEe, U Kak CJIe[CTBueE,
pasBUTHIO OyabOApHBIX HApYIIEHUN, IEeHTPaJbHOM IbIXaTeJIbHO
HeIoCTAaTOYHOCTU. CMMIITOMBI MOTYT BK/IIOYaTh HapyllIeHN e MOXOIKN,
MBbIIIEYHYIO C/1a00CTh, HEYK/IIOKECTb IIPU COXPAHHBIX MOTOPHBIX
HaBbIKaX U AUCHYHKIMIO MOYEBOIO ITy3bIps.

KapnanbHbpl/i TOHHENbHBI CUHAPOM — YacTrasg HeupomaTtus
cHoaBjeHMs y MalMeHToB B Bo3pacTe oT 5 1o 10 jeT u B3pocibix. [Ipu
OTCYTCTBUU JIEUEHMSI MOKET IMPUBECTM K HEOOpaTUMMOI KOHTPAKType
OUCTAMbHBIX MeXX(ha/laHTOBBIX CYCTAaBOB, a TaKKe K HapyIIeHUIO MU
1oTepe YyBCTBUTEJbHOCTYU IEPBbIX TPeX Ma/JbleB U Iape3y MBbIIII]
TeHapa. K cokajeHMio, MamMeHTbl PegKo COOOIAIT O OO0JIEeBBIX
OIIYIIEHMSIX, TTOKA He TPOUCXOAUT MoTepst QYHKIIUN.

CepIieuHO-COCYAMCTasl CUCTEMA: XapaKTepHbI MOPOKM aopTaJbHOTO
KJ/IaliaHa, KoapKTalusi aOpThl, MUTPAIbHbBIN CTEHO3.



)K@J'IY,I[O"IHO-KI/IIJ_IQI:IH&H CyucreMa:. OTMeUaloTCsa ITaXOBO-MOIIOHOYHbIE
M ITIOYHbIE I'PBIKNU, HEUACTO - I'ellaTOoCIVIEHOMeET a/INs.

Myxkononucaxapuaos iun I H/S - mpomeskyTouHast hopma
Cunonumbl: Cungpom I'ypiep-Ileiie.

OcHoOBHbBIE KIIMHN4YeCKue IIPU3HAKN: JIN1IieBbie ,ILI/ICMOpd)I/II/I,
TYT'OIIOABVKHOCTDb CYCTaBOB, HU3KOPOC/JIOCTDb, IOMYTHEHME POTOBUIIBI
11,2, 5,7].

BHelnrHuit Bu: repBble CUMIITOMbBI OOJIE3HM ITOSIBJISIIOTCS K BO3PacTy
3-8 net. XapakTepHbl: cKadoiuedanus, makpoledanns, 3arabiias
IIepeHOCHUIIa, MyXJIble I'yObl, IOMYTHEHME POTOBUIIbI, MUKPOTHATMHSI,
yMEpEeHHbIV TUIIePTPUXO03, YTOIIeHME KOXKHbBIX TIOKPOBOB.

KocTHast cucTeMa: Ha MEePBOM TOIY KM3HU POCT B IIpefesiax HOPMBI,
3aTeM TeMIIbI pOCTa CHIKAIOTCS, OOYCJIOBIMBASI HU3KOPOCIOCTD.
TenocaokeHMe OUCIIPONOPIMOHaAbHOe. MHOKECTBeHHbIN [130CTO3,
ckadoriedanus, makpoiedanus. BajbrycHsle gedopmaliuy rojaeHein
HEe3HAUMTEIbHO BbIPaskeHbl. YMEpPEHHO OrpaHuuYeHa ITOJBMKHOCTb B
CyCTaBax, OIpPeAeIsIoTCS OM30CTO3bI, OOYKOOOpasHas TpygHas
KJIeTKa, KM(POCKOJIMO03, TUIIePJIOPH03.

OpraHbl [ObIXaHMSI: YacTbhle peclyupaTopHbie 3aboyieBaHUSI B BUE
PUHUTOB, OTUTOB, TuUNEPTpobusi HeOHbIX MMUHAAIMH. BO3MOXHO
pa3BuUTHE OOCTPYKILINIA ObIXaTeIbHbIX ITyTel, CTeHO3 TOPTaHMU.

Opras 3peHMsi: TOMyTHeHE POTOBUIIbI.

lleHTpasibHAsi HepBHAsl CUCTeMa: OTMEYaeTCs 3aJiepskka TeMIIOB
IICMXOPEUYEBOTO Pa3BUTHS, ITO3Ke ITOSIBISIETCS ITyOOKasl JTeMeHIINSI.
KpanuoBepTeObpalbHbI/i CTE€HO3 M MMUeEJOIaTus pasBUBAETCS VY
naiyeHToB ¢ MIIC BwiencTBue TUIIOILIA3UM 3yOOBUIHOIO OTPOCTKA
C2 mo3BOHKA, aTIAaHTOAKCHAIbHOM HeCcTaOMIbHOCTH, OTIoXKeHus AT
B TBEPIOil MO3TOBOJ 000JIOUKe U 3a[HEN MPOJOJbHOI CBSI3Ke, YTO B
oanbHeleM MPUBOOUT K KOMIIPECCMOHHOM MMeJIONaTuu Ha 3TOM
YpOBHEe, M KaK CJeACTBUEe, Pa3BUTUIO OyIbOApHBIX HapyIIEHU,
LIEHTPaJIbHOM [ObIXaTeJIbHON HeOLOCTaTOYHOCTU. CUMIITOMbBbI MOTYT
BKJIIOUATh HapyllleHMe MOXOIKM, MbIIIEUHYI0 C1ab0CTb, HEYK/TIOXKECTb
IIpY COXPAHHBIX MOTOPHBIX HaBbIKAX U IUCHYHKIMNIO MOUYEBOTO
my3bIps. TyHHENbHBIV CUHAPOM - CUMHAPOM 3alsiCTHOTO KaHaJa,
cooO01IaIomascs ruapoiedanusi. XapaKTepHO pa3BuUTHE
MaxXyMEHUHITUTA B IIEeMHOM OTHe/ie, MPUBOAAIIETO0 K CHABJIEHUIO
CIIMHHOTO MO3ra U MOocJIeayIollei MyueaonaTun.



Cepnequ—cocynMCTaH CHcCTeMa: KilallaHHbIE€ ITIOPOKU Ccepala.

X(EJIY,ZLO‘—IHO-KI/IHIQ‘—IHHH cucreMa. rerartocivieHoMerajansi, II1aXOBO-
MOIIIOHOYHbIE I ITYIIOYUHbIE I'DBIXKNA.

Kak ¥ mpu OOJBIIMHCTBE PeLeCCUBHBIX Oo0yie3Hel KIMHUUECKUIA
MoauMopdu3M oITpeaensieTcsl OCTaTOUHOM aKTMBHOCTbIO (DEPMEHTOB
M BJIMSIET Ha TSKeCTh TeUeHMS M BO3pacT AebioTa. B 3aBMCUMMOCTY OT
Bo3pacTa AebloTa Te WM MHble KIMHUYECKMUe TPOSIBIEHUSI MOTYT
MMeTh Pa3JIMYHYI0 CTeleHb BBIPA)KEHHOCTU. BbIpakeHHOCTh
KIMHMYeckux mnposisiieHnini MIIC I B pa3HOM BO3pacTe MOXeT
BapbupoBaTth (IIpunoxkenne I'2).



2. IuarHocTuka

Huarno3 MIIC Tun [ ycraHaBauBaeTcsi Ha  OCHOBaHUU
COBOKYITHOCTM aHAaMHECTUUYEeCKUX TAHHBIX, KIMHUYECKUX [aHHBIX,
pe3y/ibTaTOB J1a60PaTOPHOTO MCCAed0BaHUs (OMOXMMUUECKOTO U
MOJIEKY/IIPHO-TeHeTUUYeCKOr0 aHaan3a).

Huppepenyuanvras duazHocmuka npogooumcs ¢ opyzumu munamu
MIIC, anvppa-maHHO3Uud030M, NO30HUMU (POpMaAMU 2aH2aU03UA0308,
MYKONUNUOO30M, HeuH@eKYUOHHbIMU noauapmpumamu,
anugusapHsimu ducnaasuamu [5, 7].

2.1 JKanoObl 1 aHAMHe3

IIpu cbope anamHesa u #anob HeoOX0O0UMO 006pamums 8HUMAHUE HA
caedyouiue #anobsvl U AHAMHecmuuecKue coobimus:

0mSs2oujeHHblll ceMeliHblli aHamHe3 (CXOOHble CUMNMOMbL Y POOHbBIX
b6pamuves u cecmep npobaHda, 61U3KOpoICMeeHHblll Opax);

HU3KUl pocm;

ozpybneHue uepm auUUa;

yacmeole pecnupamopHule 3a6071e8aHUSL;

CHUX(EHUE CyXa;

CHUM(EHUEe 3PeHUS.;

MHOMecmaeHHblli du3ocmo3 (depopmayuu uepena, 2pyoHoll Kaemku,
N0380HOYHUKA, KOHEUHOCcmell);

HapyuwieHue 0CaHKu - Kugo3s, cKoauo3s;

peuudusupyoujue 2psixcu (uauie 08yCMopoHHUE);

noMymHeHue po2osuljbl;

yxyouieHue nepeHoCcuMocmu uauueckux Hazpy3ok;

c1abocmo 8 KOHEUHOCMSAX;

mMy20no08UXCHOCMb 8 CYCMasax;

mpyoHoCcmu nodsema u3 NoJI0MeHUs. CUOSL U JIEX(A;

U3MeHeHUe NOX0OKU;

HeJI08KOCMb MEJIKOU MOMOPUKU;

HapyuwieHue KOHMpOJsl 3a PYHKYUIMU MA308blX 0P2aHos;

anHod 80 CHe.

JKanobvl u amamHe3 makie ONUCAHbI 8 pasdene «KAUHUYECKAs
KaApmuHa».



2.2 dusukaJIbHOE 00C/IeToOBaHye

IIpu ocmompe Heobxo0umMo oOpamumes 6HUMAHUE HA OCHOBHbIE
KauHuueckue nposieaerust MIIC I:

2pyOble uepmol 1UYA;

HU3KOPOCJ10CMb;

my20n008UXHOCMb CYCMAB0s;

noMymHeHue pozosulibl;

eenamomezausi;

cnjieHomezanust;

Naxo80-MOUIOHOUHbIE U NYNOUHbLE 2PbIXU (08YCMOPOHHUE).

ITodpob6HO OdaHHble pu3uKanbLHO20 00C/1€008aHUS ONUCAHLL 8 pasdene
«KJUHUYECKas KApMuHa».

2.3 JJaGopaTopHbIe JUATHOCTUYECKME VICCIeTOBaHMsI

OcHOBHbIe Jj1abOpaTOpHble METOHAbl TOATBEPXKIEHMSI IMarHosa
MIICI BkIIOUAKOT OmpeaeneHMe aKTUBHOCTU (epMeHTa anbda-L-
UOYPOHUA3BI, KOJIMYECTBEHHbI M KauyeCTBeHHbIM aHamu3 [AT
MOYM M MOJIEKYISIPHO-TeHeTu4eckue ucciaenoBanus reHa IDUA.
JlaHHbIEe MCCIeJOBAaHUS MPOBOOATCS B CIELMAIU3UPOBAHHBIX
reHeTUYeCKUX JIabopaTOpUsIX.

PekomeHpayeTcs 1LIeJ1bI0 TOATBEPXKAEeHUS IyarHosa "
ycraHoBieHusa tuna MIIC Bcem manueHTam omnpeneneHue TI'Al' B
moue [7, 8].

VpoBeHb yOeOUTEIbHOCTM [AOKaszaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTU peKOMeHAauuu — 5).

KoMmeHTapuii: OaHHbili mecm 568/]151emcse  00HUM U3 NepebixX
noomeepxcoaroujux ouoxumuueckux mecmos ong MIIC I muna. Ilpu
KOIUYEeCMBEHHOM aHAIU3E 6bl6JI1I0Mm hnosbllleHue KOHUeHmpayuu
TAT" ¢ mouoti, npu nposedeHuu anekmpogopesa I'AI' - noswluieHHYO
IKCKpeuuro depmamaxcyivgpama u 2enapavcyivgpama ¢ mMouoti. dmu
usmeHenust Habawdaromcs makxce npu MIIC II, VII munos. Yposetbp
I'AT" se15emcs 603pacm-3asucumosim napamempom. Taxxice npu 1ez2Koti
¢opme MIIC I xonuenmpauusi TAI' 8 moue Mmoxem Obimb JUUD
He3HauumeJsbHO NOBbIUEHA.

PekoMeHI0BaHO BCeM IaliMeHTaM 1 MOATBEPKIEHUS AMarHo3a
MIIC 1 omnpeneneHne akTUBHOCTM anbda-L-uaypoHumasbl B



Ky/lbType Guoépob1acToB, M30AMPOBAHHBIX JIEKOIMUTOB, MO0 B
MSTHaX KPOBM, BRICYIIIEHHBIX HAa QMUIbTPOBaIbHON OGymare (GuibTp
N2903) [2,7,8].

VpoBeHb YOeOUTEIbHOCTM JAOKaszaTteabcTB C  (YpoOBeHb
IOCTOBEPHOCTHU PEKOMEeHAau — 5).

KommeHTapun: noxkasamenu ABNSIHOMCSA OCHOBHbIMU
aabopamopHsimu  kpumepusmu MIIC I muna. Y nayueHmos c
MIIC I muna onpedensiemcsi CHUMEHUE AKMU8Hocmu anvga-L-
udypouudasoi.

PekomMeHayeTCsI BCEM TMMaliieHTAaM CO CHMKEHHOW aKTUBHOCTBIO
depmenTa anbda-L-uaypoHupasbl C 1eJbl0 MOATBEPXKIEHMS
IVarHo3a Ha MOJIEKY/JISPHO-TeHeTUYEeCKOM YpPOBHEe IIpOBelleHe
uccnenosanud reda IDUA [9, 10].

VpoBeHb YOeOUTENBHOCTM [0Ka3aTeJlbCTB B (ypoBeHb
IOCTOBEPHOCTU peKOMeHJanuu — 2).

KoMmMmeHTapum: mecm Heob6Xo0um Ona eepuguxayuu oudzHo3a Ha
MOJIEKYIIPHO-2eHEMUUECKOM ypoBHe. BoissneHue cemeliHoU Mymauuu
2ena IDUA Oenaem 803MOMCHbIM 00C/1€008aHUE POOCMBEHHUKOB
npobawda, a makae nposedeHue NpeHamaibHoll u
NpeuMnaaHmayuoHHoli duazHocmuku. bonswiuHcmeo mymayuil y
nauyueimogd ¢ MIIC 1 mozym Obimb 8biSIBJIEHbl C NOMOUBIO
cekeeHuposaHuss no CsHeepy 6cex 3IK30H08 U Npuneanujux K Hum
YUacmko8 UHMPOHO8 2eHd, HO 8 HeOONbWOM npouyeHme Cayyaes
Mymayurw ¢ npumeHeHuem CMamdapmHsix mMemodos 00HAPYH UMb He
ydaemcsl.

Pekomenayetrcss Bcem nammeHtam ¢ MIIC [ mnpoBeneHue
OMOXMMIMUUECKOTO aHa/iMsa KPOBU ISt orpeneneHus
(YHKIMOHAIbHOIO COCTOSTHUSI TIeUeHM, KOTOopasi SIBJISIETCSI OTHUM
"3 OpraHOB-MUILIEHEN Ipu MIIC (orpepmensoT
amaHuMHaMmuHoTpaHcdepasy (AJIT), acmaprarammuHoTpaHcdepasy
(ACT), ob1mimit 1 IpsIMOoit 6MINpPYyOUH, X0eCTePUH, TPUTIUIIEPUIbI)
[1, 2, 5].

VpoBeHb yOeOUTENBHOCTM JoKaszaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTU PEKOMEeHAAm — 5).

PekomeHnayercst Bcem naimueHtaM ¢ MIIC I mpoBeneHue o61iero
(RKIMHMYECKOr0) aHaiam3a KpOBUM [OJII  OLIEHKM  OCHOBHBIX



rmapaMeTpoB  KPOBETBOPEHMSI U  BBISBJAEHMUS  BO3MOXKHBIX
MHGEKIMOHHBIX Tpolieccos [1, 2, 5].

VpoBeHb yOeOUTENBHOCTM JoKa3aTteabcTB C  (YpOBeHb
OOCTOBEPHOCTU peKOMeHAauumn — 5).

KoMMeHTapum: 8 (853U C 8bICOKUM  PUCKOM  pa3eumust
UHMEPKYPPEHMHbIX  UHpeKyuli, acnupayuoHHoli NHE8MOHUU Y
nauueHmos ¢ MIIC pexomeHdyemcs  npoeedeHue  O0AHHO20
uccnedosarus He pexce 5 pas 8 200.

PerkomeHpayercss BceM naiyeHtam ¢ MIIC I mpoBeneHue o01iero
aHa/iM3a MOYM He pexxe 4 pa3 B rod OJsI OLEHKU COCTOSIHUS
MOUEBbIBOASIIMX MTyTel 1 movek [1, 2, 5].

VpoBeHb yOeOUTEIbHOCTM JAOKaszaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTU peKOMeHAAuuu — 5).

KoMMeHTapumM: 68 (853U C B8bICOKUM  PUCKOM  passumus
uHmepKyppeHmHoix uH@exuyuti y nayueimos ¢ MIIC pekomendyemcs
npogedeHue 0aHHO20 ucciedo8aHus He pexce 4 pa3s 8 200.

2.4 VTHCTpyMeHTaJ/IbHbIe IUAarHOCTUYECKMe UCCIeOBAHUS

Pekomenayetrcss Bcem nammeHtam ¢ MIIC [ mnpoBeneHue
yJIbTPa3ByKOBOTO MccinenoBanuus (Y3UM) opraHoB OPIOIIHOI ITOOCTU
C Le/JbI0 BBISIBJIEHUS YBe/IMYEHUI pa3MepoB MeUYeHU U Celie3eHKU
[1, 2, 5].

VpoBeHb yOeOUTEIbHOCTM JAOKaszaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTH peKOMEeHAAIun — 5).

KoMMeHTapum: 68bia6/1100MC  YMepeHHas 2enamomezanus Uil
eenamocnneHomezanus. Ha ¢oHne mepanuu pasmepsl neueHu u
cese3eHKU YMeHbUUAMCS.

PekoMeHAyeTCs C 11e/IbI0 BbISIBJIEHUSI MHOXXEeCTBEHHOI'O IM30CTO3a
BceM mnauyeHTam ¢ MIIC I mpoBegeHne peHTreHorpaguu MeitHOro,
TPYOHOTO WM IIOSICHUYHOIO OThejia I[103BOHOYHMKA, a TaKkKe
peHTreHOrpadu BepXHUX U HOKHUX KOHeUHocTeli [1, 2, 5].

VpoBeHb yOeOUTEIbHOCTM AoKa3aTeabCcTB C  (YpOBeHb
IOCTOBEPHOCTM PeKOMEeHIAIuN — 5).



KoMMeHTapum:  6bi8/1910MC  MHOMECMBEHHble  OU30CMO3bl
ckagouepanus, 2unonnasus 3y608udHozo ompocmka C2-no380HKa,
dopconrombapHslli  Kugo3 8  pe3yabmame  NaAAMUCNOHOUIUU,
NOSICHUYHbLTI 2unepnopdo3. Onpedensiomcs wiupoxue pebpa, KOpomxue
U302HYymMble KAOUUYbl, 2UNONIA3USL 20J1080K NJjeuesdblx Kocmeli U
gapycHas degpopmayus njaeuesvix Kocmeti 8 NPOKCUMANbHbIX OMOEax,
ducmanvHble 3INUQU3bl Kocmetli npeonjieuvst CKouwleHvl opy2 K Opyey.
3adepxika Gopmuposarus sadep okKocmeHeHus. Ilacmusie Kocmu
Kucmeti YKOpOUeHbl U CYy#eHbl — «3d0CMpeHbl» 8 NPOKCUMANbHBIX
omadenax, «CKOWEHHOCMb» 8ePMJIYHCHbIX 8NAJUH, De(opMUPOBAHHbIE,
ynjioujeHHble 20108KU 6edpeHHbIX Kocmeli U 8anveycHas depopmauus
leek 6edpeHHbIX Kocmeli.

Pekomenayetrcss Bcem nammeHtam ¢ MIIC [ mnpoBeneHne
anexkTpoHeiipommorpadunu (SHMI), n1s1 oeHKM PYHKIMOHATHHOTO
COCTOSIHMSI MBIIIEUYHbIX TKaHel, HEpPBOB ¥ HEPBHO-MbIIIEUHOM
nepenaun [1, 2, 5].

VpoBeHb YOeOUTENBHOCTM HoKasaTelbCcTB C  (YypOBeHb
IOCTOBEPHOCTHU PEKOMEeHAAu — 5).

KommeHTapum: cmumynsyuonHas SHMI no3gonsiem onpedenumo
cdasnieHue cpeduHHo20 Hepsa daxce 00 NOsBJeHUs CUMNIMOMO8 U
doHa npo8odumucsl, Ha4uHas ¢ 8o3pacma 4-5 nem excez00Ho.

PekoMeH0BaHO IpOBeJeHMEe ayIMOMeTpuu BCeM IalMeHTam C
MIIC I ¢ 1enbio BbIsIBIEHUS TyroyxocTu [1, 2, 5].

VpoBeHb yO0eAUTENbHOCTM JoOKa3aTeabcTB C  (YpoBeHb
OOCTOBEPHOCTY PeKOMeHAAnumu — 5).

KoMMeHTapum: myz0yxocms pasHoli cmeneHu 8ulpaieHHOCmu
xapakmepHa 015 daHHo20 3abonesarus. OHa Moxem KOHOYKMUBHOT
UIU HeUupoCeHCOpHOU uau HOCUMb CMeuwlaHHslll xapakmep. PaHHee
8bls18JIEHUE MY20yXOCMU N0380J5lem YAYUUUMb Kauecmeo MU3HU
nayuenmos, obecneuums um Jyuuiee oouieHue u o0yueHue.

PekoMeHI0BaHO IIpOBeieHMe UCCIeT0BaHMS (DYHKIMM BHEIIHETO
opixauusg (©®BJl) Bcem mamnueHtam ¢ MIIC [ g oueHKu
3¢ pexTMBHOCTM TIPOBOAMMOJ Tepanuy, KOHTPOJIS 3a COCTOSIHUEM
OpOHX0JIeTOYHOIi cucTeMbl [1, 2, 5].

VpoBeHb YyOegUTENBHOCTM [JoKasaTelbcTB C  (YypOBeHb
OOCTOBEPHOCTU peKOMeHAauumn — 5).



PekoMeHI0BaHO TIpOBefieHMe MCCAeqoBaHus peHTreHorpadumn
TPYOHOM KJIeTKM BceM TmanueHtam ¢ MIIC I npu Hamuumu
ayCKYyJIbTaTUBHBIX MU3MEHEeHUI B Terkux [1, 2, 5].

VpoBeHb YyOegUTENBHOCTM [oKa3aTelbCcTB C  (YypOoBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

PekomMeHIOBaHO IIpoBeeHMe 3nekTposHiledanorpadus (391
BceM mnaumeHtam ¢ MIIC I masa cBoeBpeMeHHOM OMAarHOCTUKU
srwtenicuu [1, 2, 5].

VpoBeHb YyOeOUTENIBHOCTM HoKa3aTelbCcTB C (YypOBeHb
IOCTOBEPHOCTHU PEKOMEHAAM — 5).

PekomeHz0BaHO TIIpoBeneHue I3 ¢ BUAEOMOHUTOPUHIOM
namueHTaM ¢ MIIC I, y KOTOpbIX ObUIM 3MMIeNTUUYECKNEe TTPUCTYTIbI
B aHaMmHe3se [1, 2, 5].

VpoBeHb YOeOUTENBHOCTM [oKa3aTelbCTB C (YypOBeHb
IOCTOBEPHOCTHU PEKOMEeHAAm — 5).

PekomeHa0BaHO IIpoBeageHme HOHI/ICOMHOI‘pad)I/II/I BCeM

naiyerTam ¢ MIIC I ajiss iuarHoCcTUKM OOCTPYKTMBHOTO allHO3 CHa
[1, 2, 5].

VpoBeHb YyOegUTENBHOCTM JoKa3aTelbCcTB C  (YypOBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

PekomeHnoOBaHO TIIpoBeleHue anekTpokapauorpadum (IKI),
axokapauorpadpumu (3xo-KI'), XonTepoBCKOe MOHUTOpPUpPOBaHME
OKI' 1 CyTOuHOe MOHUTOPUPOBAHME apPTEPUATILHOTO [OABJIEHUS
BceM nanyeHTam ¢ MIIC I gis ouieHKM cocTosiHus cepata [1, 2, 5].

VpoBeHb YyOeOAUTEIbHOCTM AoKasaTeabcTB C  (YpOBeHb
IOCTOBEPHOCTM peKOMeHAauumn — 5).

KommeHTapum: pezynsipHoe nposedeHue IKT, Ix0-KT,
X0J1Mepo6CcK0o20 MOHUMOPUPOBAHUS IKT, CymouHoe
MOHUMOpPUpOBaHue apmepuaibHoz20 dasieHus Heobx00uMo
nayueimam ¢ 0aMHoll namosozueti, mak KAk ¢ paHHezo 803pacma y
HUX ommeuarmcs cepoeuHo-cocyoucmsle HapyuieHusl.

Pekomenayetrcss Bcem namueHtam ¢ MIIC [ mnpoBeneHue
MarHMTHO-pe30HaHcHOM Tomorpadum (MPT) rosmoBHOro mosra u
LIeHOT'O OTZAeJIa TO3BOHOYHMKA C 1Ie/1bI0 BbISIBJIEHUS] KOMITPECCUU
CIIMHHOTO Mo3ra u rugpouedanumn [1, 2, 5].



VpoBeHb YOeOUTENBHOCTM [oKasaTeldbCcTB C (YypOBeHb
IOCTOBEPHOCTHM peKOMeHAanumn — 5).

KomMmMmeHTapumn: HecmabunbsHocms amJaHmoaKkcuaibHO20
couJieHeHUs1 Moxcem Oblmb 8bld6JeHd Npu peHmezeHozpapuu wetiHozo
omoena N0380HOUHUKA C (PYHKYUOHANbHBIMU Npobdamu, 00HAKO Os
noomeepxdeHuss  KOMNpeccuu  CNUHHO20  MO032a  8caedcmaeue
ymosueHus: e2o 000J104eK U (opMupyouiuxcss aHoMaauii N0380HKO8
mpebyemcs nposedeHue MPT.

Pekomenpayetcst rnamnueHtam ¢ MIIC I KOHCynbTalusi BpauyOM-
odTaIbMOIOTOM U TpoBedeHMe WCCIeNOoBaHUsI IepemHero
cerMeHTa I7la3a MeTOAOM OOKOBOrO OCBellleHMSs], M3MepeHMe
BHYTPUIJTIA3HOTO [aBJI€HUS U OLleHKAa COCTOSHMS IJIa3HOTO AHA C
LIe/IbI0 BBISIBJIEHUS IJ7IayKOMbI, MU3MEHEHUS MPO3PAYHOCTU ITIa3HBIX
Ccpen M COCTOSIHMS CeTUYATKU (eC/u He MPOBOAMIICS mocjienHue 12
mec.) [1, 2, 5].

VpoBeHb YOeOUTENBHOCTM HoKa3aTelbCcTB C (YypoBeHb
IOCTOBEPHOCTHU PEKOMEeHAau — 5).

KommeHTapum: y OonsHsix ¢ MIIC I ommeuaemcs paHHee
HepasHoMepHoe NoMymHeHue po2osuysl. B danvHeliuiem paseusaemcs
2/1ayKomMa, nuemeHmuas oucmpogus cemuamku. Pedko - omek ducka
3pumenibH020 Hepaa.



3. Jleuenue

Jleuenue MIIC tun I BRIKOUaeT Kak IaTOreHeTHMYeCKoe JieyeHue,
Ha3HaueHue (epmeHmHol 3amecmumenvHoli mepanuu (®3T), Tak u
IpoBedeHMe CUMIITOMAaTUUYEeCKO Tepanuu. BegeHue mauyueHTOB C
MIIC Tun I mpenronaraeT MyAbTUAUCUUIUIMHAPHBINA TOOXOLH C
00s13aTeIbHBIM Yy4YacTMeM HeBPOJIOrOB, MeHEeTUKOB, KapaMOJIOrOB,
ITyJIbMOHOJIOTOB, TaCTPO3HTEPOJIOrOB, (GDM3MOTEpaneBTOB U Bpaueii
IPYTUX CIIeIUaJbHOCTEN, MMEIIIUX OMNbIT B JIeYEeHUM OTOro
penKoro 3abojeBaHusI.

3.1 IlIaToreHerTuueckoe JiedueHue

e PekomeHnaoBaHO TIipoBemeHue @3T BceM TIauMeHTaM C
yCTaHOBJIEHHbIM auarHosom MIIC 1 ¢ uenbo 3amenJjieHUs
IIpoTpeccupoBaHMs 3a00/ieBaHMSI, YMEHbIIIEHUS pa3MepoB MeueHu
M cele3eHKM, yaydlleHuss (QyHKIUM cepAlia, CHIMOKeHUSI YPOBHS
3kcKpeTupyemMbix ['Al'. PeKOMeHOBaHHBIA PEXUM OO3UPOBAHUS:
exxeHenenbHoe BBedeHMe B mo3e 100 EJI/kr B Bume B/B MHQPY3UN.
[11-14, 17].

VpoBeHb YOEAUTEIbHOCTH [J0Ka3aTelbCTB A  (YpOBEHb
IOCTOBEPHOCTU peKoMeHaanuu — 1).

KommenTapun: Ilpenapatom mass ®3T gaBaseTrcs napoHupasa™*
(xog ATX A16AB05). B 1 mn pacrtBopa comepskutcss 100 E]L
(mpubnusutenbHo 0,58 Mr) mapoHugaspr**. 3TO peKOMOMHAHTHAs
dopma uenoBeueckoit anbda-L-uaypoHMUmasbl, MpoMsBoAMMasT C
MICIIOJIb30BaHMEM TeXHOJIormu pekomouHanTHoi [JHK B kineTouHoi
KyJIbType KHUTalcKux xoMmsukoB. ®3T mnpegHasHaueHa IS
BOCCTaHOBJIEHMS YPOBHS (DepMeHTHOM aKTUBHOCTU, JOCTATOUHOIO
IJIS TUApOAM3a HakKoIvieHHbIX [Al' M Oy mpemoTBpallieHUsT UX
IanbHellero HakorieHus. Ilocie BBemeHMs JiapoHumgasa™™
OBICTPO BBIBOAUTCS M3 CUCTEMHOTO KPOBOTOKA M ITOIJIONIAETCS
KJIeTKaMM, TIOCTyIlasg B MUX JIM30COMBI 4Yepe3 MaHHO30-6-
docdaTHbIe pelieniTopbl. PeKOMeHA0BaHHbIN PEXUM JO3UPOBAHMS :
exxeHenenbHOe BBedeHMe B mo3e 100 EJI/kr B Bume B/B MHQPY3UN.
HauanbHas CcKOpoOCTh BBeleHus, cocrasiswinas 2 EJl/Kr/4, nipu
XOpOIlleil MepPeHOCUMOCTM MOXeT TOCTENeHHO YBeINYMBaThCs



Kaxkaple 15 MyH, MakcuMasbHO 00 43 EJI/Kr/d4. Bech He0OXOOMIMBbII
00beM pacTBOpa JOKEH ObITh BBeAEH MPUOIM3UTEIHHO B TeUEHME
3-44.[12, 13].

CnemyeT obpaliaTb BHMMaHMe Ha COOJI0leHe MHTEePBAJIOB MEXIY
MHQY3USIMMU M HeOOIyCTUMOCTb IlepepblBOB B Teparnuu, T.K.
HapyllleHue pexXuMa JieUeHUs COMPOBOXKAAETCS IMOTeHIMaIbHbIM
PUCKOM YXYIOIIEHUS COCTOSHUS TlaliMeHTa M IIPOrpeccUpOBaHUS
cuminromoB MIIC 1.

Nanunauug @3T mnammueHTaMm crapiie 18  jeT I1103BOjsIET
YMEHBIINUTb pa3Mepbl IeYeHU U Ccele3eHKM U 3Kckpeuuu T[AT,
BJIMSIHME HA COCTOSTHME IPYTUX CUCTEM OPTaHOB HE 3HAUUTEIbHO.

VY B3powibix nauyueHToB ¢ MIIC I, KOTOppIM B AE€TCKOM BO3pacTe
Obl/Ia TpoM3BeleHa TPaHCIIaHTalMsI TeMOMO3TUYECKMX CTBOJIOBBIX
kietok (TI'CK), HeoOXomuMMo IIPOU3BOAUTh TMEPUOAUUECKYIO
KJIMHUYECKYI0 OLIEHKY KIMHUYECKUX CMMIITOMOB, KOHTPOJIMPOBATb
ypoBeHb I'AI' B MOoue 1 He peke OOHOrO pasa B TOJ OLIEHUBAThb
akKTMBHOCTb  (epmeHTa anbda-L-uaypoHumaspl. B  wiyuae
IIPOrpeccupoBaHus CUMIITOMOB, yBeaudeHuun I'Al' B Moue,
CHIDKEHMSI aKTMBHOCTM ¢depMeHTa, HeOoOXOAMMO pacCMOTpeThb
Ha3HaueHue O3T.

3.2 CuMmoroMaTuyeckoe JieueHue

e PeKOMEeHJ0BAaHO IPOBefeHNe MeAMKAMEeHTO3HO IpeMeauKalun
(RO6 AHTUTUCTAMUHHBIMU cpencrBaMu U/ VN NO2B
AHTUMMPETUKAMIM) TIpU TIOSIBA€HUM TMOOOYHBIX aJlJIepruuecKmux
peakiuii ¢ mocienytonieii nH@ysuei tapounumaser™* [18].

VpoBeHb yOeOUTENBHOCTM JoKa3aTteabcTB C  (YpOBeHb
IOCTOBEPHOCTU peKOMeHJauuu — 5).

e Pexomenpayetcst nmanyeHtaMm ¢ MIIC [ KoHcynbTaluM CJI€AYHOLIUX
CIeMaJMCTOB He pexke 1 pasa B 3 Mecsna wiu yalle Ipyu HaIudmum
II0Ka3aHul: BpPadyoM-OTOJIapPUHIOJIOIOM, BpayoOM-HeBpojorom |[1,
2,5,14,18].

VpoBeHb YOeOUTEJIbHOCTM JAoOKaszaTteabcTB C  (YpOBeHb
JOCTOBEPHOCTU peKOMeHJauuu — 4).

¢ Peromenpayetcst nmanyeHtaM ¢ MIIC [ KoHCy/IbTaLM CJI€AYIOLIUX
CIelLMaauCTOB He pexke 1 pa3a B 6 MecsileB UM Yallle ITpY HaAJIU4Ynmn



MOKAa3aHMIt: BpayoM-KapAMoIOroM, BpadyoMm-opTomenom. [1,
2,5,14,18].

VpoBeHb YOegUTENBHOCTM [JoKasaTeldbCcTB C (YypOBeHb
JOCTOBEPHOCTU peKoMeHaauuu — 4).

Pekomenayercsa naiuueHtam ¢ MIIC I koHcynbTanmsi BpayoMm-
XUPYprom (Mpu HaJIUYMUM MTATONOTUM, Tpebyrolleli XUpypruueckoro
BMelllaTenbCcTBa) [1, 2,5,14,18].

VpoBeHb YyOegUTENBHOCTM [JoKa3aTeldbCcTB C  (YypOBeHb
IOCTOBEPHOCTU peKoMeHJanuu — 4).

Pekomenpayercst mnanueHntam ¢ MIIC [ KOHCynbTalusi BpauyOM-
IyIbMOHOJIOTOM  (IpY  HaJAUMYUU  TATOJIOTUMU CO  CTOPOHBI
IbIxaTeabHOI cuctemsl) [1, 2,5,14,18].

VpoBeHb YyOegUTENBHOCTM [JoKasaTeabCcTB C  (YypoBeHb
IOCTOBEPHOCTU peKoMeHJanuu — 4).

KommenTapuu: Y nayuenmos ¢ MIIC, nonyuarouwux @3T, kak u npu
8/6 8s8edeHuu 1006020 Opy2020 0enK08020 hpenapama, Mozym
paseumoscs nobouHsle peakuuu (IuxXopaoka, 03H0O, psoma,
KpanusHuua,  msxenasle  peakyulli — z2unepuyscmeumenbHoCmu
anepeuyeckozo muna), npoucxodsuwjue uiu 80 epems UH@y3uu uiu 8
meueHue OHa nposedeHuss uH@y3uu. Ilpu nosieneHUU nNOOOUHBIX
peaxyuti 80 gpems/nocie uHgysuu pekomeHoyemcs
coomeemcmaywujee JjeueHue, npu KOMopom Heo6Xoo0umo cnedosams
COBpEMEHHbIM cmaHdapmam OKa3amusi MeQUUYUHCKOU nomowu
(npomueopsommsie npenapamsi, R0O6 aHmuzucmamuHHsle cpedcmaad,
NO2B anmunupemuxu, 2710KOKOPpMUKOCMepPouoHsle npenapamol
HO2ABO02).

JleueHue XxpoHuueckux 3abo.iesauuli (nosedeHueckux HapyuleHutl,
opmansmonozuueckux HapyuleHuil, opmoneduueckoli hamosaozuu,
cyoopoxHozo  cuvopoma, Al, cepdeuHoli HedocmamouyHOCMu,
peuudusupyowux omumos, uadcmslX pecnupamopHsix 3ab6onesaHuti u
dp.) y nauuenmos ¢ MIIC I pekxomeHdosaHo nposodumsv C yuemom
delicmgyroujux KJAUHU4YeCKUX pekomeHoayuil, NpuHuUMas 60 eHUMAHue
pe3ysibmamsl KOMNJEKCHOLU OUEeHKU CO CMOPOHbl 8CeX 0p2amos U
cucmem u nepcoHanU3UpoOB8aHHsle yeau nayueHma.

Jleuenue noesedeHuecKUX HapyuileHuli nposooumcs HespoJ02oM,
00bIUHO UCNONIL3YIOMCS cedamusHsle cpedcmed, mpaHKeuau3amopol,
Koppekmopsl  nosedeHus.  Bwibop  npenapama,  003uposxa,



JaumenvHOCMs Kypca onpedensromcs uHousudyanvHo. Hauunarom
npuem OaHHblXx npenapamos nod MWAmMeabHboIM  8pPaA4eOHbIM
KOHMPOJIeM 8 YCN08USIX KPY2Jl0CyMOUH020 / OHE8H020 cmayuoHapa.

IIpu ogmanvmonozuueckux HApyuwleHUussx npoeooumcsi JieueHue no
nokasauvusimMm, nodbop mepanuu OCyWecmensemcs Ha OCHOB8AHUU
pekomeHdayuli no eueHuro coomeemcmayrujux Ho30a02utl.

Opmoneduueckass KoOppeKuusi HAapyuleHuss OCAHKU, KOHMpaxkmyp
Cycmasos ¢ UChO0/b308aAHUEM Hexupypeuueckux memodos exjaiuaem
@usuonpouedypsl U JeuebHyr  (QU3KYyABMYpPY,  UCNOJIL3YIOM
opmoneduueckue ycmpoiicmea. IIo nokasaHusM ocyuiecmesiom
xXupypeauueckoe JieueHue cuHopomMa KapnaibHozo Kamand, nposooumcs
aHJonpome3uposaHue ma3ob0edpeHH020 WU KOJIeHH020 Cycmasd,
Koppuzupyroujue ocmeomomuu 01 UCNPasJieHust 0Cu KOHeuHocmeli.

Peyudusupyroujue omumosl, uacmele pecnupamopHsie 3a001e6aHusl
8EPXHUX ObIXamesibHbIX nymeti mpebyiom nposedeHus
cumnmomamuueckoti, aHmubakmepuanvHoti mepanuu [1, 14].

V nayuenmos ¢ MIIC npu Haauuuu 3nuienmuyeckux npucmynos
pPEKOMEeHO08AHO UCNONB308aHUE Npenapamos U cXem JieueHus, Hda
OCHOBAHUU peKoMeHOauuli no seueHur dnuaencuil.

Pexomendosarno yuacmue MyAbmMudUCYUNIUHAPHOLU KOMaHObl 8
gederuu cepdeutoii Hedocmamourocmu y nayueHmos ¢ MIIC I.

Ilpu neuenHuu apmepuanvHol 2unepmouuu y nauyueHmos ¢ MIIC I
PEKOMEHO08AHO HA3HAYEHUEe aHmuzunepmeH3usHoli mepanuu 8
coomeemcmeuu ¢ KJAUHUYeCKUMU pexomeHdauusmu «ApmepuanvHas
2UNepmoHuUsL Y 83POCITbIX».

Pexomenpayetcs namnueHtam ¢ MIIC I ¢ HapylmeHUIMU MOTOPUKU
JKeJTyIOUHO-KUIIIeYHOTO TpaKTa MCIIOIb30BaHNMe CJIabuTeabHOrOo,
CTUMYJIMPYIOLIET0  TEePUCTAJbTUKY  KUIIEYHMKA, Halpumep,
npernapar Jlakrynosa** mo 15-45 mi B cyTku [1,2].

VpoBeHb yOemuTeabHOCTM pekomeHmauuu C (YypoBeHb
IOCTOBEPHOCTM 10KA3aTeJbCTB 5)

Pexomenpyercss mauyeHtam ¢ MIIC I nopu  XpoHudeckoi
HelpoIraTuyeCcKom 6011 Ha3Ha4yeHue rperaparos,
BO3JEMCTBYIOIIMX Ha ILIeHTpajdbHble MeXaHMU3Mbl (POpMUPOBAHMUS
XpPOHMYECKO O00/M: aHTUKOHBY/IbCAHTOB (J03a IIOAOMpaeTcs
VHOVIBUAYAJIBLHO), aHTUepeccanTos [1,2].



VpoBeHb yOeguTenbHOCTM peKomeHzmanuu C (YpoBeHb
IOCTOBEPHOCTM 10KA3aTeJIbCTB 5)

KommeHTapum: I[lonoxcumensHozo 3¢gekma dapmakomepanuu
XpoHuueckoli 6onu y nayueHmos ¢ MIIC moxHo dobumucs npu yuéme
NPUHUMAEMbLX NAYUEHMOM NPenapamos u pe2yasipHoM MOHUMOPUHze
0e3onacHocmu JsieueHus. Ilpu neueHuu 0601e8020 cuHdpoma y
navyueHma ciedyem ucnoib308amos HaumMeHee UH8A3UBHbBLU CNOCOO.

3.3 Xupypruueckoe jieueHue

Xupyprudeckoe jedyeHue nauueHtoB ¢ MIIC I cienyeT mpoBOgUTH
IIPU YYACTUN MYIbTUANCIUIITIMHAPHON KOMaHIbl B COOTBETCTBUM C
IEeCTBYIOIIMMU KIVMHUYECKUMI PeKOMeHOalsIMU.

e PekoMeHayeTcs Ial[leHTaM C COXPaHHBIM WHTE/UIEKTOM U
HapyluleHreM QYHKLIMM KUCTe WAM C HapylleHMeM HepBHOM
IIPOBOAMMOCTM I10 pesyiabraTam JHMI' omepaiyusi geKommpeccuun
HEPBHBIX CTBOJIOB, KOTOpasi MPUBOAUT K OBICTPOMY CTOMKOMY
yiydiieHuoo QyHkuum [1, 2, 14, 19-22].

VpoBeHb YyO0eOUTENbHOCTM pekoMeHJaunuu B (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJbCTB 3)

KomMmeHTapum: uacmoma peyudusos KapnaabHo20 MOHHENIbHO20
CUHOpoma y nauueHmos ¢ pasnuursimu munamu MIIC Heu3secmHa.
ITockonbKy nosmopHas komnpeccust MeduaHHO20 Hepea ecnedcmeue
pyoyesauuss uau OMJOMCEHUS 2JIUKO3AMUHO2IUKAHO8 B03MOMCHA,
Heob6xodumo npodonxcams HabO0eHUe.

e PekomeHpayetcs: mnaiyeHntam ¢ MIIC I tuma npu coobiiaoiieiics
ruapoiedanuy ¢ MIPOrpPecCUpPyONUM YBeIMUeHUEeM XeIyoouKoB
no pgaHHbiIM MPT wu/uam  NOOATBEPXKIEHHBIM  IIOBbBILIEHMEM
IaBjeHNUs 1epeOopoCIIMHATIbHOM XUIAKOCTU Oomee 250-300 cm
BOIHOTO CTOJI0A BEHTPUKY/IO-TIEpUTOHEAIbHOE IIYHTUpOBaHue [1,
2, 14, 19-22].

VpoBeHb YyOeaAUTEIBHOCTM peKoMeHaanuu B (ypoBeHb
JOCTOBEPHOCTM I0Ka3aTelIbCTB 3)

e PexoMeH0OBaHO MpoOBeleHMEe XUPYPIUUECKOTO BMeIlaTe/IbCTBa
IIJISI TALMEHTOB C AMarHOCTUMPOBAHHBLIM CTEHO30M ILIeIHOI0 OTAe/Ia
- JIeKOMIIpecCuyu CIMHHOrO MO3ra, YTO MMeeT pellawllee
3HauUeHye B yCTpaHeHuu cTeHosa [1, 2, 14, 19-22].



VpoBeHb YOeOAUTEIbHOCTM [AOKa3aTeabCcTB B  (YpoBeHb
JOCTOBEPHOCTU peKOMeHaauumu — 3).

KoMmmeHnTapum: cdasneHue CnuHHO20 Mo032a hnpueooum K
HeoOpamuMbIM He8pOJI02UUEeCKUM HApyuleHuUsM, onepayuio caedyem
paccmampusams  daxce 'y hayueHmos 0e3  Heg8poJ102UuuecKoll
CUMNMOMAMUKU, €eClIUu CazummansHolll duamemp NO380HOUHOZ0
KaHana cyxeH oOonee uem Ha 50%. Xupypzuueckoe 8mewlamensCcmeo
JOJIKHO ~ BLINONIHAMBCA ~ pPAHbUWE — pA38UMUST  HEBPOJI02UUECKUX
nposiéeHuUll.

PexkomeHayeTcst IIpOBeeHne XUPYPruuecKomn 3aMeHbl
Ta300eIpeHHOr0 WM KOJIEHHOTO CYyCTaBa, KOPPUTUPYIOIIye
OCTEOTOMMM KOCTE KOHEUYHOCTEV IIPU BbIPa’)KEHHOM HapylIeHUU
GYHKIMM  KOHEUYHOCTM OOyC/lIOBJIeHHONM aAedopmanueii umu
apTpo30M, IIpu OTCYTCTBUM 3(PdeKTa OT KOHCepBATUBHO Tepanumn
[1, 2, 14,20,22].

VpoBeHb YOegUTEIbHOCTM JAoKaszaTteabcTB C  (YpOBeHb
JOCTOBEPHOCTU peKOMeHIJauuu — 4).

Pekomenayercss Bcem nauyeHtam ¢ MIIC I  mpoBenmeHue 6-tu
MMHYTHOTI'O TeCTa C X0b0O01 JJ1s1 OLIeHKM BhIHOCIMBOCTY (KOHTPOJIb
sdpdextuBHOCTH D3T) (IIpunoxenne I'4) [1, 2, 14,17].

VpoBeHb YOeOUTEJIbHOCTM [AOKa3aTelbCcTB B  (YpoBeHb
JOCTOBEPHOCTU peKoMeHJauuu — 1).



4. PeaOunuranms

Cneunduueckoii peabunurauuyu namueHtam ¢ MIIC 1 He
TpebyeTcsl. B Kpyr peabMINTAIIMOHHBIX MEPOIPUSITUIA TTallieHTaM
¢ MIIC I MoryT ObITh BK/IIOUEHBI 3aHSITUSI C TICMXOJIOTOM, OTIBIX B
CHelaau3upPOBaHHBIX  CAHATOPMSX, a TakKke COLMaJbHAas
aganTauys ¢ yuacTueM CIelMaJrCTOB U COIMaIbHbIX PAOOTHUKOB,
Kypchl Maccaxka. Crmemuduyeckyue MeTOAbl peaduIuTalum IIpu
HaJIMYMM OCJIO)KHEHMI YKa3aHbl B COOTBETCTBYIOIIMX pa3esiax.



5. IIpodpuaaxkruka

e Pexomenpayercst KOHCYJ/IbTalus Bpaya-reHeTuKa rnocme
ycTtaHoBeHMs1 nuarHo3a MIIC mauyeHTy wiM ero opuiMaabHbIM
TIpPeCTaBUTENSIM, C LeJbl0 Pa3bSICHEHUI TeHeTUYEeCKOro PUCKa,
00CYyXKIeHMs BO3MOYKHOCTEN TpeHaTaJIbHOM "
MIPeVMIIIAHTAllMOHHOM IVarHOCTUKY [2, 6].

VpoBeHb yOeOUTENBHOCTM JoKaszaTteabcTB C  (YpOBeHb
JOCTOBEPHOCTU peKoMeHaauuu — 4).

KommenTapuii: CembsiM ¢ 0607bHbIMU OembMu  peKOMeHOyemcs
MeJuKo-2eHemuueckoe KOHCYJIbMUpo8aHue ¢ Uueavkd) onpeodeneHus
eeHemuueckozo pucka. Kak u npu opyzux aymocOMHO-peueccusHuiX
3abonesarusix, hpu MIIC mun I ons kaxdoii GepeMeHHOCMU PUCK
poxcdeHus: pebeHka cocmasnsiem 25%. B cemuvsax, 20e ecmb 00JIbHOII
pebeHoK, 803MOMCHO npoeedetue NpeHamabHoll u
NpeuMniaHmayuoHHoll  duazvHocmuku. Jns 3mozo podumensim
HeoOx00uMo 00pamumucsl 8 cneyuanu3uposamtslie duazHocmuuecKue
Jabopamopuu u MeQuYUHCKUE YeHMPbl.

IlpenamanvHas duazHocmuka nposodumcsi MOJIEKYISIPHO-
2eHemuyecKuMu  uau  OUOXuUMuUYeCcKUMU  memooamu,  Nymem
uccnedosarus /IHK, 8videnentoii uz buonmama 80pcuH XopuoHa Ha 9-
11 Hedene bepemeHHOCMU U/UNU KJEMOK AMHUOMUYECKOL duokocmu,
nnoodHoti kposu Ha 20-22 Hedene bepeMeHHOCMU.

5.1 IIpenatanbHag aguarHocTuka MIIC I

e PekomeHayeTcs NpoBedeHMe IpeHaTaJbHOM AOUMATrHOCTUKU OIS
100071 moc/ienyoleii 6epeMeHHOCTU B CEMbSIX, OTSITOIIIEHHBIX XOTS
61 oguum ciygaem MIIC I, HO B ciyuam jerkux dopm 60Jie3HH,
pelieHrie O ee IIPOBeIEeHUM MHO/DKHO OBbITh IIPUHSTO II0C/Ie
MOAPO6HOTO 0OCYKIeHUs C ceMbelt Bcex puckoB [1,2].

VpoBeHb yOeOUTEIbHOCTM [AOKaszaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTH peKOMEeHAAnun — 5).



6. Opranmsanmsa MmegUIIMHCKOM
IIOMOIIM

IIokaszaHus AJIs1 rocimmrTaJim3anmumn B MEAUIINMHCKYIO
OopraHmsanuio:

IlokazaHus OJ1s1 IIJIAHOBOM rOCIIMTAaIN3al[UN:

* TIpoBeJlleHle OMarHOCTUKU " JIeyeHusl, TpeObymolye
KPYIJIOCYTOUHOTO MeIUIIMHCKOTO HaOII0neH NS,

® CcocTosiHMe, TpeOyiollee aKTMBHOTO JieUeHUSI U KPYIJIOCYTOUHOTO
MeOUIIMHCKOTO  HabmiogeHusi  (TpbbKeceueHue, OrepaTUBHOE
JleyeHe  TIOpaKeHMsI CyCTaBOB, ITO3BOHOYHMKA, CKOJIMO3,
aJleHO3KTOMMSI, TOH3UJIJISKTOMUSI, Helipoxupypruyeckas
IeKOMIIpeccus CMHApOMAa  3alsICTHOTO KaHajla, YCTaHOBKa
TPAaHCTUMIIAHMYECKOTO  JpeHaxka IIpu  CpeJHeM  OTWUTe,
XUpyprudyeckasi KOpPpeKLys MaTOJOTUM CepAeYHO - COCYOMUCO
cucremsl (CCC) u opyrue);

e cocTosiHMe, TpeOyiollee IIPOBeIeHUsT BbICOKOTEXHOJIOTUUHBIX
MeTO/IOB jieueHus (B TOM uucie KOHTPoJib apdekTuBHOCTM TT'CK);

® OTCYTCTBME BO3MOXHOCTM obecrieueHusi ®3T B aMOy/IaTOPHBIX U
CTalOHapo3aMelalonX YCIOBUSIX;

* HeoOXOIMMOCTb IIpOBeNeHMSI Pa3IUUHbIX BUIOB SKCIIEPTU3 WIN
ob6ceqoBaHMs B MEIUIIMHCKOM OpraHM3aliuy IMpy HEBO3MOKHOCTU
MpoBeeHusT UX B  aMOYJATOPHBIX YCIOBMSIX, TPeOYOIMUX
IuHaMuueckoro HabmiogeHusi (B ToM uucie odopmieHue
3aK/I0ueHns heaepasibHOTO KOHCUINYMA).

IlokasaHus ojs BKCTpeHHOﬁ rocmmrTajmn3sann.

e OCTpbIe 3a001eBaHMS;

e 000CTpeHMsI XpOHUUYECKIX O0JIe3HeI;

e OTpaB/ieHMS M TpaBMbl, COCTOSIHUS, TpeOyoliie WHTeHCUBHOI
TepanuM U T[epeBola B peaHMMAIMOHHbIe OTHENeHUS WU
OTHeJeHUs]T MHTEHCUBHOV Tepamuyu (B TOM YMCIe TOOOUYHBIE
peaxkiuy, MPOUCXOIsIINe BO Mpoliecce MHPY3UM UAMU B TeueHUe
nHs1 1mpoBemenuss uHy3un D3T, LepBUKaIbHBIIE CTEHO3 C
KOMIIpeccueit CIMHHOTO MO3Ta M [pyrue yrpoxawliye >XKU3HU
OCTpble COCTOSIHMSI), @ TakKke KPYIIOCYTOUHOTO MeIUIIMHCKOTO
HaOJ0leHU U TIPOBeJleHNs CIielalbHbIX BUI0B 00CaeIOBaHMS U
JleyeHus.

IlokazaHMsI K BbBINMCKE TMalMeHTa W3 MeIUIIMHCKOM
OpraHm3anumn:



OTCYTCTBME YTPO3bI KM3HU OOIBHOTO;

OTCYTCTBME  yTPO3bl  Pa3BUTUSI  OCIOKHEHMIA, TPeOYIoInx
HEOTJIOXKHOTO JIEUEHMST;

CTaOMWIM3aLMsI COCTOSIHUSI M OCHOBHBIX KJIMHMKO-/1a60pPaTOPHBIX
ToKa3aTeseil  MaTOJIOrMYeCcKoro  mpoiecca I0  OCHOBHOMY
3a00J1eBaHUIO;

OTCYTCTBME HEOOXOOMMOCTM B TIOCTOSHHOM Bpaue6HOM U
KPYIJIOCYTOYHOM MEIMUIIMHCKOM HAOII0ONeHN 110 OCHOBHOMY
3a00J1eBaHUIO;

HeoOXOAMMOCTM TiepeBofa OOJBHOTO B APYIyI0 OOJBHUIYY WU
yUpEeKAeHNe COIMATbHOTO 06ecIieueHmsl.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

[Ipy mpoBemeHMM HapKo3a M MHTYyOALMM HEOOXOIMMO IIOMHUTH O
BBICOKOM pPUCKE KOMIIpECCUMM CIIMHHOTO MO3ra BCJIeICTBUE
HEeCTaOMILHOCTM aTIAaHTOAKCMAJIbHOTO cycTaBa. KopoTkasti 1ies,
OrpaHMYeHMe TOABUXHOCTU HUKHEN 4YearoCTH, YBeJIMUYeHMEe SI3bIKa,
BbIpaskeHHasl rumepTpodusi ageHOUAOB M MMHAAJIMH CO30AI0T
Mpo6seMbl IIPU  IMPOBENEHMM aAHEeCTEe3MOJOTMUYECKOrO I0Cooms,
[I03TOMY I[IpeAriouTeHue cjlefyeTr OTAaBaTh MECTHOMY WU
perMoHajbHOMYy  00e36onuBaHMpO. [lalMeHT  IpeaBapUTEIbHO
KOHCY/IbTUPYETCSI  BpauOM-KapAMOIOrOM, OTOPUHOJAPUHTOJIOTOM,
aHeCcTe3noJoroM, HeBporaTosorom. O6s3aTeibHO  IpOBeHeHMe
TOJTHOTO KapAMoJI0TU4eckoro oocienoBaHms, oaucoMmHorpadbum (s
BBISIBJIEHUS CTerneHu IbIXaTe/IbHbIX HapylIeHuin), pu
HEOOXOOMMOCTM - SHJIOCKOIMM HOCOIJIOTKM U KOMIIbIOTEPHOI
Tomorpadun jnerkux. OrnepaTMBHOE BMeIIATeIbCTBO C aHecTe3ueil
HeoOXOOMMO IIPOBOAUTL B KPYMHBIX MEOUIIMHCKUX II€HTpax,
MMeIOIIMX OTAe/eHMe peaHMMalun U MHTeHCuBHOM Tepanuu (OPUT),
TaK KaK MHTYOAIMs U ITOCAeayIonast SKCTyoausl y TaKuX IalyeHTOB
MOXET BbI3BaTh 3aTpygHeHus [1-3].



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

Kputepun kayecrBa

OueHka
BbIMO/IHEHUS

BbinonHeHo onpegeneHve ypoBHSA u cnektpa A moum (npu
NnOCTaHOBKE  AuarHosa W eciM  He  rpoBOoAWIOCHL B
npejlwecTseyowmne 6 Mecsues)

Oa/Het

BbiNoNIHEHO onpeaeneHne akTMBHOCTM anbda L uaypoHuaasel B
nerkouuTax nepmdepnyeckon KpoBM MAN NSATHAX BbICYLLUEHHOMN
KPOBU  W/UAN  MONEKYNSIPHO-TEHEeTUYECKOe  UCCefoBaHue
(BbIiBNEeHMe MyTaumi B reHe IDUA,) (npu nocTaHoBKe
AnarHosa)

Oa/Het

BbiNoNHEHO Ha3HayeHne PepMeHTHOM 3aMeCcTUTENIbHOW Tepanuu
C npuMeHeHueM napoHuaasbi** B gose 100 E/kr B Buae B/B
MHY3UKM exeHeaenbHO

Oa/Het

BbinonHeHbl DK, 9x0-KI, xonTeposBckoe MoHUTOpMpoBaHune IKI
M CYTOYHOE MOHWTOPMPOBAHME apTepuanbHOro AasneHus (ecnu
He NMpoBOAMIOCL NpellecTBytowme 12 mecsues)

Oa/Het

BbinonHeHo Y3W opraHoB 6poWHOW NOAOCTU -OnpeaeneHue
pa3MepoB MEYEeHW U Cerie3eHKM MO AaHHbIM YNbTPa3BYKOBOIMO
nccneoBaHusa (ecnu He NpoBOAMNOCH NocnegHue 12 mecsues)

Oa/Het

BbinonHeHa anekTposHuedanorpamma (ecnv He NpoBOAUNIOCH B
nocneaHue 12 mecsues)

Oa/Het

BbinonHeHa peHTreHorpadusi opraHoB rpyaHoONM KneTku (ecnu He
nposoamaacb nocnegHue 12 mecsues)

Oa/Het

BbimofHEHA  MarHUMTHO-pe30oHaHCHas ToMmorpadusa  WenHoro
oTAena no3BOHOYHMKA (ecnu He MpoBOAMIIOCL B nocneaHue 24
mecsueB)

Oa/Het

BbinosiHEHa  KOMMblOTEpHas ToMorpadvs  WAWM  MarHUTHO-
pe3oHaHcHass ToMorpacdus rofoBHOro Mosra (ecnum  He
NpoBOAWNSIOCk B MocneaHne 24 Mecsues)

Oa/Het

10.

BbinosiHEHO onpejesieHne CKOpOCTU HEpBHOW MPOBOAUMOCTM
anekTpoHenpommnorpacdum (3HMI) (ecnm He npoBOAMOCH
nocnegHue 12 mecsiues)

Oa/Het

11.

BbinonHeHo onpeaeneHve GyHKUMM BHELHEro AblXxaHus (ecnu
He NpoBOAWIOCHL NocneaHne 12 mMecsiues)

Oa/Het

12.

BbinonHeHa  nonucoMHorpadwuss  (ecnm  He  npoBoawnach
nocnegHue 12 mecsues)

Oa/Het

13.

BbinonHeHa peHTreHorpadums LUEeNHOoro, rpyaHoro "
NMOSICHWYHOrO OTAena MO3BOHOYHMKA, a TakXe peHTreHorpaduun
BEPXHUX W HMXKHWUX KOHEYHOoCTer (ecnu He npoBoamnach
nocneaHue 12 mecsues)

Oa/Het

14,

BbinonHeHa ayanomeTpust (ecnim He nposoannack nocnegHue 12
mecsueB)

Oa/Het

15.

BbinonHeHa KOHCYyNbTauus BpayoM-odTanbMOIOroM "
nccneaoBaHUa MNepefHero CerMeHTa rnasa MeToaoM 60KOoBOro
OCBELLEHUs, M3MepeHWe BHYTPUIIA3HOIO AaBfeHUS U OLeHKa
COCTOSIHUS T1a3HOr0 AHa C UEenblo  BbISIBNEHUS TlayKOMbI,
M3MEHEeHWs1 NPO3PayvyHOCTU FNa3HbIX CPea U COCTOSIHUS CeTYaTKU
(Nnpn HannuymMm naTtonorMm 3peHus) (ecnn He npoBoamcs
nocnegHue 12 mec.)

Oa/Het

16.

BbinonHeHa KOHCynbTauua BpPa4YOM-reHETUKOM npu
YCTaHOBNEHUN AMarHo3a U npu naaHNpoBaHUA 6epeMeHHOCTI/I B
ceMbe

Oa/Het




17.

BbiMonHEHa KOHCy/bTauusi BpayoM-KapAMoSIOroM Mpu Hanmuum
naTonorMn  CepAevYHo-COCYAUCTON  CUCTEMbI (ecnu He
npoBoAMCs nocneaHue 6 mec.)

Oa/Het

18.

BbiNno/MIHEHa  KOHCy/ibTauus  BpayoM-OTonapuHrosioroMm  (npw
HanMYMM NaTosIorMM Co CTOpPOHbI JIOP-0praHoB W/Wan BepxXHUX
AblXaTenbHbIX NyTein) (ecnn He NpoBoAwsCcs nocneaHue 3 Mec.)

Oa/Het

19.

BbiMo/IHEHA KOHCY/NbTauMsi BpayoM-HEBPOJIOFOM TMPU  HalMuum
naToNorMm CO CTOPOHbI LEHTPasibHOM HEPBHOM cUCTEMbl (eciu
He NpoBOAWJICA nocriegHue 3 Mec.)

Oa/Het

20.

BbiNONHEHa KOHCy/bTauMs BpayoM-OpTONEeAOM MNpu  Haauyuu
naTosIorMn CO CTOPOHbI OMOPHO-ABUraTeIbHOro annapara (ecnm
He npoBoamaca nocnegHne 6 mec.)

Oa/Het

21.

BbiMoO/IHEHa KOHCY/bTaLMs BpayvyoM-xXMpyprom (nMpu Haanuuu
natonoruu, TpebyrLen XMpypruieckoro BMeLLaTebCTBa)

Oa/Het

22.

BbinosiHEHa  KOHCynbTauus  Bpa4yoM-nysbMoHosioroM  (Mpu
HaIM4YMM NATONIOMMM CO CTOPOHbI AbIXATENbHON CUCTEMDI)

Oa/Het

23.

BbinosiHEH 6-TM  MUHYTHbIK TecT C xoabbon (ecnn He
npoBoAMsCS nocnegHue 6 mec.)

Oa/Het

24.

BbinonHeH 61oxXnuMmnyeckuni aHanus KpOBM
(anaHMHaMmMHoTpaHchepasa (ANT),
acnaptatammHoTpaHcdepaza (ACT), obwuii 41 npsMon
6unnpybuH, xonectepuH, Tpurnmuepuabl) (ecnm He NpoBOAUACS
B NpeaLlecTeyolmne 6 mecsaues)

Oa/Het

25.

BbinonHeH o6wnini (KAMHMYECKMA) aHanusa KpoBu (ecnm He
npoBOAMSICA B NpeaLllecTByowmne 2 MecsLleB)

Oa/Het

26.

BbinonHeH o6wui aHanu3a Mouu (ecnu He npoBoAMICS B
npealwecTsytowme 3 Mecsiua)

Oa/Het

27.

lMpoBeaeHoO XUpyprmyeckoro BMelwlaTesnbCTBa ANS MauMeHToB C
ANArHOCTUpoOBaHHbIM CTEHO30M LENHOro oTaena -
AEKOMMNpeCCnnn CNMHHOro Mo3ra

Oa/Het
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OI'bHY "Menuko-reHeTUYECKMIT HAyYHbIM LIEHTP MM. aKaJgeMMKa
H.I1.boukosa ", IIpe3ugeHT Acconmanuum MeOULIMHCKUX T€HETUKOB
(AMI).

. Hama3zoBa-bapanoBa Jleitna CeiimypoBHa- axkageMuk PAH,

npodeccop, O.M.H., [Ipencematens Mcmonkoma Coro3a meamaTpoB
Poccun.

. bapanoB AnekcaHap AnexkcaHapoBuu- akagemuk PAH,

npodeccop, A.M.H., [ToueTHsiit IIpencenatens Kcronkoma Corosa
neauatpoB Poccum. Harpazei: Oppen Tpyposoro KpacHoro
3Hamenu, OpgeH Iloyeta, OpaeH «3a 3aciayru nepen OTedeCTBOM»
IV crenienun, OpmeH «3a 3acnyru nepen Oteuectsom» III cTernenn.

. Bamakmazase Haro /I>kymOepoBHa- 1.M.H., IOLIEHT Kadeapsl

dakynbreTckoit neguatpunu I1® ®IbOY BO PHUMY umenu H.U.
[Tnporosa, UHCTUTYT meguaTpuu U oxXpaHbl 340poBbs Aerein LIKb
PAH, uien Coro3a neauatpoB Poccun.

. 3axapoBa Exkarepmna IOpseBHa -O.M.H., 3aBeaylolias

nabopatopueii Hac/leOCTBEHHbIX OosnesHelit obmeHa @OIBHY
"Menuko-reHeTUYeCKMUI  HAy4YHBIM  LEeHTP MM. aKaJeMMuKa
H.Il.boukoBa", wuaeH Poccuiickoro oOmecrsa MeIUIIMHCKUX
reHeTUMKOB, UJIeH eBpOoIeiickoro oOllecTBa I10 U3YYeHUIO
Hac/ieICTBEHHbIX 6oie3Helt ooMeHa BelecTB (SSIEM).

6. JlapuoHoBa BanenTnHa UinbuHUMYHA- 1.M.H., ®IBHY "UHCTUTYT

10.

9KCIIePMMEHTAIbHOM MeOuLMHBI", WwieH Poccuiickoro oo6iiecTBa
MeOUILIMHCKNX TeHETUKOB.

. Muxamnosa CsersiaHa BuranbeBHa -I.M.H., 3aBeaylollas

ornenenuem ®I'bY «Poccuiickasa Jetckasg KnnHumnuyeckas bompHuma»
M3 P®.

. Hukutun Cepreii CepreeBud - 1.M.H., mpodeccop, mpeacenaTeb

«Ob1rectsa CIIeIMaINCTOB I10 HEePBHO-MbIIIEUHbIM
3200/1eBaHMSIM».

.CemssukmHa Asuia Hwmko/maeBHa- J.M.H., T.H.C. OTAe/lIeHuda

KanHudeckon reHetukun OI'bY «Mockosckuit HUM nieguatpum u
netckoi xupyprum MwuHsgpaBa Poccum», uwjieH Accoumanuuu
MeOUIIMHCKNUX reHeTUKOB (AMI).

Bocko6oeBa EmnenHa IOpbeBHa - K.M.H., B.H.C. JjabopaTtopumn
HacJeaCTBEHHBIX 6oe3Hen obMeHa OI'bHY "Menuxko-
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KysenkoBa JIiopmuina Mw#uxamjioBHa- [O.M.H., 3aBenyolas
OTHe/IeHeM IICMXOHEBPOJIOTUM U IICUXOCOMATMUYECKONM I1aTOJIOIUMU
®I'AY "HayuHblii MeOULUMHCKUIA UCCIeOOBATEIbCKUI LEHTP
30poBbs aeteit” M3 PO, unien Coro3a neamatpos Poccun.
BaiigakoBa TanmmuHa BuKTOpOBHA- K.0.H., Bemyliuii HayuyHbI
COTPYOHMK JjabopaTopuyu HaC/IeICTBEHHbIX Ooje3Heit oOMeHa
OI'bHY "Menuko-reHeTMYeCKMiI HAYYHBIN ILIEHTP MM. aKaJeMMKa
H.IT.boukoBa", wwieH Poccuiickoro oOmecrBa MeIUIIMHCKUX
reHeTUKOB.

Jlo6)kanuaze TuHa BuMKTOpOBHA- K.M.H., 3aBeyIONIasl THEBHBIM
CTallMOHAPOM U OTHe/IeHreM nainatuBHoi Mmeauiiael 'bY3 "I'Kb
N2 64 I3M".

MuxaiinoBa Jlrommmuiaa KoHcTaHTMHOBHA - [I.M.H., mpodeccop,
yueHbll cekperapb @IBY "HaumoHaNbHBI  MeOUIIVHCKUI
MCCIeq0BaTeNbCKUII 1IEHTP TPaBMAaTOJOTUM UM OPTONEeIUM UMEHU
H.H. IIpuoposa” M3 PO.

IlonsikoBa Onbra  AJleKCaHApPOBHA-  [I€TCKUII  OpTOIeqn,
TPaBMaTOJIOT OI'bY «HanmoHanbHbIN MeOULVHCKUMI
MCCIeq0BaTeNbCKUII 1IEHTP TPaBMaTOJOTUM U OPTOINEeIUM UMEHU
H.H. ITpuoposa” M3 P®.

MouceeB Cepreit BajeHTMHOBMY- [I.M.H., 3aBeAyHOIIu
Kadenpoit  BHYTpeHHMX, IpodeccMOHaIbHbIX Oojie3Helt U
pesmarosiorun ®Ir'AOY BO IlepBoit MMV um. U.M. CeueHoBa
(CeuenoBckuii yuusepcuret) M3 PO

IlonknerHoBa TarbsiHa BiaaguMmupoBHa- K.M.H., C.H.C.
nabopaTopum peoKkMxX HacaeICTBEHHBIX Oosie3Helt y meteit ®I'AY
"HayuyHbl/i MeOULIMHCKUI UCCIeq0BaTeIbCKUII LEHTP 340POBbS
nereit” M3 P®, unen Cor3sa neamatpoB Poccumn.

VYoanoBa Oabra BacuaseBHa- K.M.H., OO0 «Meguko-
reHeTuueckuit 1eHTp «['eHOM»», mpencemartesib HUKeropomckoro
otnenenusi POMI, pykoBogutesb LleHTpa MeOUIIMHCKOM T€HeTUKU
®I'bOY BO «IITMMV» Munsapasa Poccuu, r. Huskauit HoBropon.

ABTOpbI MOATBEPXKIAIOT OTCYTCTBME (DMHAHCOBONM MOAAEPXKKN/
KOH(IMKTA MHTEepeCcoB, KOTOPhI HEOOXOAMMO 0OHAPOIOBATb.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

HacTosiiue pekoMeHOaluyu MOpedHasHaueHbl [JisI MpUMEHeHUs
MEeIULIMHCKMMM OpraHmu3anusiMu U yupexxkaeHus My denepanbHbIX,
TEePPUTOPUAJIBHBIX M MYHUIIMIIAJAbHBIX OpPraHOB  yIIpPaBJIeHMUSI
3[4paBOOXpaHEHMEM, CUCTEM 00s3aTeIbHOr0 U JTOOPOBOJBHOTO
MeIUIIMHCKOIO CTpaxoBaHMsI, IPyTUMM MeIUIIMHCKUMU
OpraHmM3alusIMM  pas3IMUYHbIX OpPTraHM3alMOHHO-TIPAaBOBBIX (opM
IesITeIbHOCTY, HallpaBJeHHO Ha OKa3aHue MeAULIMHCKOI ITOMOIIMN.

Hacrosiiye peKOMeHIaIMM YCTaHABAMBAIOT BUAbI, 00beM U
MHIMKATOPbI KaueCcTBa MeAUIIMHCKONM oMoy nauyeHtam npu MIIC
I u 6btM paccMmotpenbl 1-2 mioHs 2018 roma B pamkax HayuHo-
MIpaKTMUUecKoro KoHrpecca «OpdaHHble 601e3HM» B MOCKBe.

Knuuuyeckue pekoMeHIaIumn CO3/TaHbI Ha OCHOBaHUM
cucTeMaTuueckoro o63opa JsmTepaTypbl 1992-2013 rr. Medline
(Pubmed version), Embase (Dialog version) u Cochrane Library
databases, ¢ ucronb3oBaHMeM CO30aHHBIX MPOTOKOJOB (Muenzer ],
Wraith J.E., Clarke L.A. Mucopolysaccharidosis I: management and
treatment guidelines. Pediatrics. 2009; 123(1):19-29; Martins AM,
Dualibi AP, Norato D et al. Guidelines for the Management of
Mucopolysaccharidosis Type I. ] Pediatr. 2009; 155(4); (2):32-46)
COBPEMEHHBIX MEKIYHAPOAHBIX KIMHUYECKUX PEeKOMEHIAINil 10
OMarHOCTUKe, JIeUeHUI0 U BeNeHMI0 OONbHBIX C MeTaboaMuecKuMu
60e3HSIMN.

MYKOHOJU/ICB.X&I)I/I,Z[OBI)I OTHOCATCA K pedKMM HadledCTBEeHHbIM
386OJIeBaHI/IHM, 4YTO MUCK/IKYAaeT BO3MOXXHOCTDb IIpOBeOeHNAd O0JIbIINX
KOTOPTHBIX nu PaHIOMM3NMPOBAHHBIX KOHTPOJIMPOBAHHbIX
UCC/IeNOBAaHUM U OJIS1 CO3JaHUs ITPOTOKOJIOB AMAaTrHOCTUKU U TepaIllnumn
MCIIOJIb3YIOTCA JIMIIb TeMaTHMdYeCKue MCCIegJoBaHMsa 3KCIIEPTOB,
OHY6)'H/IKOB&HHbI€ B rmocdjiegHue gBa OeCsaTuaeTud.

OueHka KauveCcTBa [OKa3aTeJbCTB U  CUJIbl  peKOMeHOauui
IIPUMEHEHUSI ~ MEeOULMHCKUX  TEeXHOJIOIUM IIPOBOAMIIACH B
COOTBETCTBMM € YHUUIIMPOBAHHONM IIKa/JOl, TMPUBEIEHHON B
Tabmuiax 1-3.



Henesas AYAUTOPUSA TAHHBIX KIMHUYECKUX peKOMEH,Z[a_I.II/IfR
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. Bpaun ob61eit BpaueOHOI ITPaKTUKM (CeMeliHbIe Bpaun);
. Bpaun- neguatpsi;

. Bpauu-TteparieBThi;

. Bpaun-renetuku;

. Bpaun-mabopaTopHble TeHETUKMA;

. Bpaun-kapauosnoru;

. Bpaun-pgeTrckue Kapamnosoru;

. Bpauu- HeBpooruy;

. Bpauu- peHTreHonoru;

. Bpaun dyHKIIMOHAIbHOM IMAarHOCTUKMN;

. Bpaun-oTOoprHO/IapUHTOJIOTH;

. MenunmHCKMeE TICUXOJIOTH;

. CtyneHTsl MegUUMHCKUX BY30B;

. O6yuaroiyecs B OpAMHATYype U MHTepHATYype.

Tao6muma 1. IlIkana oLleHKM YpOBHEN JTOCTOBEPHOCTM TOKa3aTeIbCTB
(Y1) njst MeTomoB OMarHOCTUKM (IMarHOCTUYECKUX BMeIlaTe/IbCTB)

yan PacwudpoBka

1 Cucrtematnyeckme o0630pbl MCCNEAOBaHMA C KOHTpPONeM pedepeHCHbIM MEeToAOM Wu
cuctemaTmyeckuii  063op  paHAOMU3MPOBAHHBIX — KJIMHWUYECKMX  UCCNefoBaHWn  C
npMMeHeHWeM MeTa-aHanmsa

2 OTaenbHble UCCNeAoBaHUA C  KOHTposieM pedepeHCHbIM MeToAOoM WAW  OoTAesbHble
paHAOMM3MPOBAHHbIE  KIMHWYECKME UCCNefoBaHWs U cucTematuyeckune  0630pbl
nccneposaHnin noboro AvsamHa, 3a WUCKIOYEHMEM PaHAOMU3UPOBAHHbLIX KIMHUYECKUX
nccneaoBaHunn, ¢ NnpuMeHEHMEM MeTa-aHalm3a

3 WccnepoBaHna 6e3 nocnefgoBaTesibHOrO  KOHTPOAs  pedepeHCHbIM  MeToAOM UM
uccneaoBaHuMsi € pedepeHCHbIM  MEeTOAOM, He  SBASWMMCA  He3aBUCUMMbIM - OT
uccneayeMmoro Metoga WAM HepaHAOMWU3UMPOBAHHblE CpaBHUTENbHbIE WCCAEAOBaHWUs, B
TOM YMC/Ie KOrOpPTHblE UCCNef0BaHNS

4 HecpaBHuWTeNbHbIE UCCNEeA0BaHNUSA, ONMCaHNE KJIMHUYECKOro cnyyas

5 NmeeTcsa nuwb 060CHOBaHWE MexaHU3Ma AeNCTBUS UM MHEHWE SKCNepToB

Ta6mauma 2. Illkana olleHKM YpOBHEN JOCTOBEPHOCTH N0Ka3aTeIbCTB
(YOO) nns MeTomoB IPOMWUIAKTUKM, JIEUEHUS M peadbuauTaumu
(mpoduUIaKTHUUYECKUX, TeUeOHbIX, peadMIUTALIMIOHHBIX BMEIaTeTIbCTB)

yan Pacwudposka

1 CuctemaTtnyeckuii o63op PKWM ¢ npumeHeHnem MeTa-aHanusa

2 OtpenbHble PKW un cucrtematmyeckme o0630pbl uccnepoBaHui nwboro ausanHa, 3a
ucknoyeHnem PKU, ¢ npuMeHeHnem meTa-aHanusa

3 HepaHAOMM3NPOBaHHbIE CPABHUTENbHbIE UCCNEA0BaHNUS, B T.4. KOFOPTHbIE UCCIeA0BaHUS

4 HecpaBHuTeNbHbIE MCCNEeA0BaHUSA, ONUCaHNE KIIMHMYECKOro Ciy4das uin Cepun Criyyaes,
nccnefoBaHns «Cnyvamn-KOHTpPOsb»

5 NmeeTca nuwb 060CHOBaHME MexaHuM3Ma AeNcTBUS BMewaTenbCcTBa (AOKAMHUYECKKE
nccneaoBaHns) UNM MHEHME 3KCNepToB




Ta6mmumuma 3. Illkama  OLIEHKM  YpOBHeN  yOeamuTeNbHOCTU
pexkomengauuii (YYP) mis meTomoB INpOUIAKTUKM, OUATHOCTUKM,
JeueHusT U peabmautaumyu (IPpOPUIAKTUUECKUX, OUATHOCTUUECKUX,
JIeueOHBIX, peadM/INTAIMIOHHBIX BMEIIATe/IbCTB)

YYP Pacwudposka

A CunbHas pekoMeHaauusi (BCce paccMaTpuBaeMble KpuTepun 3dhdeKTUBHOCTU
(Mcxopbl)  SIBAAIOTCS  BaXKHbIMW, BCE WCCNEeAOBaHUS  MMET BbICOKOE UK
yAOBNETBOPUTENIbHOE METOA0/I0MMYECcKoe KayecTBO, UX BbiBOAbI MO MHTEPECYIOLLMM
Ncxoaam SIBASIOTCS COrfacoBaHHbIMM)

B YcnoBHas pekoMeHAauus (He BCe€ paccMaTpuBaeMble KpUTEPUU 3d)(b€KTVIBHOCTI/I
(VICXO,CI,bI) ABNAKTCA BaXHbIMKU, He BCe WccnegoBaHMs WMEKT BbICOKOE WU
YOOBNETBOPUTENBHOE METOAOJIONMYECKOE Ka4yecCTBO u/vnn  Mx BbIBOAbI MO
MHTEPECYOWMM UCXoaaM He ABIAK0TCA COI'J'laCOBaHHbIMVI)

C Cnabas pekoMeHgaums (OTCYTCTBMe A0Ka3aTeNbCTB Haanexalwero kayecrsa (Bce
paccMmaTpuBaemble kKputepun 3pdeKTUBHOCTU (MCXOAbI) SIBASIIOTCS HEBAaXHbLIMW, BCE
UCCnenoBaHUs MMET HU3KOe MEeTOA0SIOrMYEecKoe KayecTBO M MX BbiBOAbl MO
MHTEPECYIOLUMM UCXOLaM He SIBASIIOTCS COrlacoBaHHbIMM)

ITopsimOK OOHOBJIEHUS KIMHUUYECKUX PEKOMEeHIaI M.

MexaHn3M OOHOBJIEHUS KJIMHUYECKUX peKoMeHaLun
IpenycMaTpMBaeT MX CUCTEeMaTUYECKYI0 aKTya/IM3alMil0 — He pexe
yeM OJMH pa3 B TPU I'ofa, a TaKKe IPU MOSBJIE€HUM HOBBIX JaHHBIX C
MO3ULMM [0KA3aTe/JIbHOM MeOUIIMHBI I10 BOIPOCaM AOUArHOCTUKM,
JleueHus, PpOOUIAKTUKMA u peabuaMTaALIN KOHKPETHbIX
3a00jieBaHMii, HaJIM4YMM OOOCHOBAHHBIX IOIIOJHEHMII/3aMeuaHmnii K
paHee yTBepXKIOEHHBIM KP, HO He yaie 1 pasa B 6 MecCs11€eB.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

1. Tlpukas MuHucTepcTBa 3apaBooxpaHeHusi PO "O6 yTBepkaeHUN
IMopsimka OKasaHMS  MEOMIMHCKON  TOMOINM  OOJbHBIM  C
BPOKIEHHBIMM U (MJIM) HAcAeICTBEHHbIMM 3abojeBaHMsIMU" OT 15
HOs16pst 2012 1. N 917H).



IIpunoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

[ Mpu3Hakn MNCI y naymwenTa ]
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ITpunoskenue B. Undopmanmsa nisa
IanieHToOB

Cunpgpom I'ypiep, lleite u I'ypnep-1Lleiie

Cunpgpom T'ypnep win mykononucaxapupos I (MIIC I) — ogHa us
MEepBbIX  OMMCAHHBIX  (Gopm  MyKomoaucaxapumosos  (MIIC).
3aboseBaHMne, M3HAYaJIbHO Ha3BaHHOe Oone3Hb IldayHmaiepa —
['ypiiep, BIepBble OIMCAHO IBYMS IeauaTpaMu: aBCTPUMCKUM —
T'eprpynoii I'ypnep (1889—1965) u Hemeuxkum — Ildaynanep MeitHap,
(1872—1947). 3atrem amepukaHckum odtanbmosnorom Illeite (1909—
1990) ormmcana BTopasi hopma 60sie3HM C OoJiee TTO3THMM HAUYaJIOM U
6ojiee mOOpPOKAUECTBEHHBIM TeueHMeM, Ha3BaHHas cuHapom Illeiie.
[lo3ke omucaHa MpoMexXyTouHas ¢opma Oose3HM, Ha3BaHHAas
cunapom [ypnep-Illeite. MIIC I —oueHb penkoe 3abosneBaHue. Ilo
OLleHKaM CITelMaalCTOB, OHO BCTPeEYaeTCsl BCEro JMIlb y OJHOTO U3
100 000 HOBOPOKI€HHBIX.

3a mpomreaiye roabl OblI CO30aH CIenMaabHbINi IIperapar, KOTOPbIiA
IO3BOJISIET 3aMeJINTh IIporpeccupoBaHye 0OO0Je3HM, CMSITUUTh
HEKOTOpble M3 ee MposBiaeHuii. OmHaKo, HapSIgy C HpUMeHeHMeM
9TOro IperiapaTra, HeOOXOAMMO He 3a0bIBaTh, O CUMMIITOMATUUECKO
Tepanuy, GU3MOTepanuy, peadbuInTaluMy, a IJlaBHOe — MMO3UTUBHOM
OTHOILIEHNY K 3KM3HM OOJTBHOTO M YJI€HOB €ro CEMbM.

[laTorenes

[Tpu Bcex MyKoIoiMcaxapua03ax HapyliaeTcss oOMeH (pacliiernyieHue)
['AT — 0COOBIX CTPYKTYPHBIX KOMIIOHEHTOB COeAMHUTEbHOM TKaHMU.

I'AT’ — 5TO MJIMHHBIE 1IEIIOYKM MOJIEKYJI caxapa, KOTOPble COeOUHSIIOTCS
c OenkamMyu ¥ CIy>KaT BaXHbBIM CTPOMTEJIbHBIM MaTepuaaoM [IJist
KOCTe, Xpsiiein, KOXHU, CYXOXWJIMI, KJIAlaHOB Cephlia M MHOTUX
npyrux tkaHein. I'AI" comepskaTcs B BSI3KOM CMHOBMAJIbHOM >KUIKOCTMH,
KOTOpasi YBJIAXHSET CYCTaBbl, BXOIOSIT B COCTaB KJIAllaHOB CepAla,
CYyCTaBOB U CYXOXWIU. B HOpMe MpOUCXOOUT IMOCTOSTHHBIN IPOLLece
obpa3oBaHus «HOBBIX» AT’ 1 pacieruieHne «CTapbix». JJisl mpoliecca
pacmerieHust u repepaborku TI'AI' Heobxomuma Trpymia OCOOBIX
6enkoB-(pepMeHTOB. [IJIsI TOro, uTOoObI pacimienuTb AT, ¢epMeHTbI
paboTawT 1o ouyepenu, APYT 3a APYTOM, U PaCIIEIUISIOT IJIVMHHYIO
mosekyiy I'AT' Ha yacTu.



VY Bcex 60nbHBbIX ¢ MIIC oTcyTcTBYeT (hepMeHT (0COObIN 1J1sT KaXKA0ro
turia MIIC), KOTOpbIi HEOOXOAMM [IJIsI paclliernyeHns] OImpeIeIeHHOTO
[AT (Puc.1). V 6onpubix ¢ MIIC I Tuma oTcyTcTByeT (epMeHT,
Ha3bIBaeMblil anbda-L-uaypoHnmgasa, KOTOPBII HEOOXomuM IS
pacuierienusi TAI - remapaHcynbdaTta M JepMaraHcyabdara.
Hepacimennenusle ['AI' HakamaMBalOTCS B KIETKAaX, Hapyllas UX
pabory. [lepmaTtaHCynb(aT HAXOAUTCS, IIABHBIM 00pa30M, B KOCTSX U
COEIVIHUTEJIbHOM TKaHU U ero HaKOIUJIeHUe, IIpeXXe BCero, Bbi3bIBaeT
MHOXeCTBO IIpo0jieM, CBSI3aHHBIX CO CKejleTOM. [emapaHcyiabgaT
HaXOOUTCS MPEUMYIIECTBEHHO B KJIE€TKAaX HEPBHOW CUCTEMBI, YTO
IIPUBOOUT K MOPA’KEHUIO TOJIOBHOT'O MO3ra

MIIC I TMna OTHOCUTCS K JIM30COMHBIM 0O/Je3HSIM HakKoIieHMus. B
JI30CcoMax (OpraHeuibl KJIeTKM) IMPOUCXOAUT pacliieryieHe KPYIHbIX
MOJIEKYJI (MakKpoOMOJIeKYII), TaKMX, KakK SKUPBI, 6eKku,
IJIMKO3aMUHOIIMKAHbBI, TAMKoreH. IIpm pa3HbIX ¢dopMax O60ye3HU
HapYIIaTCI pa3Hble CTaaus pacileryieHUs 3TUX MaKpOMOJIEKYII.

Hacnenosanue cuugpoma I'ypnep, lleite u I'ypnep-Illeiie

Myxkomonucaxapuao3 I Tuma - OTHOCUTCS K HaC/IeACTBEHHBIM
3a00/1€eBaHMSIM M HACJIeyeTCs MO0 ayTOCOMHO-PEeLIeCCMBHOMY TUITY.
OTO 3HAUMUT, UTO OOJIe3Hb MPOSBJSIETCS TOJIbLKO B TOM cCiydyae, eciu
06a pomuTes SIBJISIOTCSI HOCUTEISIMU O0JIe3HM U, XOTSI CAaMM OHU He
60J1€10T, IepenarT peGeHKY ABa IOpakeHHBIX I'eHa. BOoJbIIMHCTBO
ceMeit, rme ecTb PeOeHOK C 3TUM 3abojeBaHMeM, He CTaJKMBaIMCh
paHbllle C TMOJOOHOJ Ipobjemoii. PUCK IIOBTOPHOTIO pPOXAEHUS
00JIbHOT'O pebeHKa B CeMbe, IJie YKe eCTh OO/JIbHbIE IeTH, COCTABJISIET
25% Ha Kaxkayio 6epeMeHHOCTb.

Bce cembum ¢ MIIC I momKHBI 00SI3aTEIBHO TIPOMTH MEOUKO-
reHeTMuYeckoe KOHCYJIbTUPOBaHME U MOMYUUTh MOJHYI0 MHGOPMALIMIO
OT Bpaya-reHeTUKa O pUCKe MOBTOPHOI'O MPOSIBJIEHMS TaHHOTO
3a60/ieBaHMS B Ce€Mbe, OOCYIUTb CO CIIELMAJMCTOM BCEe BOIIPOCHI,
CBsI3aHHBIEe C HacjlegoBaHueM 3aboneBaHuss. B Poccum Memmko-
reHeTuJecKye KOHCY/IbTaluy PaboTa0T B KaXKAOM pervoHe.

Kak ycTraHaBAMBalOT AMarHo3?

Bpaunu Ha OCHOBaHUM KIMHUYECKUX CMMIITOMOB MOTYT 3aIll0f403PUTH
6071€3Hb. 3arem IIPOBOISTCS nabopaTopHbIe TeCThI "
MHCTPYMEHTaJ/IbHOe ucciaenoBanue. Ilockonbky pasHbie Turnbsl MIIC
OYeHb IMOXOXKM II0 CBOMM KJIMHUYECKUM IIPOSIBJIEHUSIM, HEOOXOIMO
MOATBEPAUTh MAMAarHo3 ¢ IIOMOIIbI0 JabopaTOPHBIX METOIOB.
[TogTBepkpatomiass auarHoctuka MIIC sakiouaeTcsi B OIpenesieHun



ypoBHS$ aKckpeliuy Al B Moue U M3MepeHUM aKTUBHOCTU (epMeHTOB
B KJIeTKaX KPOBMU, ISTHAX BBICYLIEHHON KPOBU MU KYJIbTYype KOKHBIX
duobpobnacros. ns MIIC I mpoBopsaT oIlpeneneHue aKTUBHOCTU
anbda-L-uaypounnasel. B manbHeiilieM peKOMeHIyeTCsl TpoBeaeHue
IOHK guarHocTuky (ecyii akTUBHOCTDb (pepMeHTa Obljia CHUXKEHA).

KinnHuuyeckue MposiBieHUs MyKonoancaxapuaosa I tuna

Cungpom TIypnep (a Takke Illeite wu Typnep-lleite) -
Tporpeccupymoiiee MyJIbTUCUCTEMHOe 3abojeBaHMe M Y TallyeHTa
OBIBAIOT MOpa’keHbl He TOJbKO CKeJeT M CYCTaBbl, CTPAalOT TaKXe
HEepBHAsl CUCTeMa, OpraHbl 3peHus, CIyXa, CepAEeYHO-COCYAUCTasT U
OpPOHXO-JIerouHast CUCTEMBI (pUC. 2)

Boigensior Tpu ¢popmbl MIIC Tu I:
- cunapom I'ypnep (mykononucaxapuao3s I H - Tsskenast popma),

- cunapom  I'ypnep-lleiie  (mykomonmcaxapupos I H/S-
MMpoOMeXyTouHast popma).

- cunapom llleite (mykomonucaxapuaos I S - nerkas ¢opma)

CrerieHb BBIPAKEHHOCTU KIMHMYECKUX TIPOSIBJIEHUIM MPU OaHHOM
CUHIpOME pa3andyHa. M3BecTHbI U KpaiiHe TsbKesible (OpPMBbI
3aboieBaHUs - CUHApPOM ['ypiep, KOTOpble MPOSIBISIOTCS YXe B
paHHeM [eTCTBe, M [OBOJIbHO JIerKue, MsTKyue (opMbl OONE3HU -
cungpom Ileiie. M, cOOTBETCTBEHHO, IMpPOMeXyTo4dHas ¢dopma -
curapom ['ypnep-Illerie. B HeKOTOPBIX C/iydasix HaJiMuue CUHApPOMaA He
BJMSIET Ha TPOOO/DKUTENbHOCTh JXM3HU IalMeHTa, HO KadyeCTBO
KM3HU, 6€3YCIOBHO, CTpadaeT Ipu Bcex ¢popmax 00Ie3HN.

OcHoBHasl 3ajaya Bpaueif, OMM3KMX M CaMOro MamyeHTa C
MyKoOIIolMcaxapumosom I Tuma - chenaTh >KM3Hb MaKCHMMaIbHO
KOM(MOPTHOM, CHU3UTb PUCK TKEIbIX OCJIOKHEHUM, 3aMeIJIUTh
IporpeccupoBaHye 00jIe3HM, CMSITUUTh OCHOBHbBIE CHMIITOMBI
3abojieBaHMsI.

Jlanee Mbl OIMIIIEM OCHOBHBIE ITPOOIEMBI, C KOTOPHIMM CTaJIKMBAIOTCS
nauueHTsl ¢ cuHapoMmomamu ['ypiep, lleite u I'ypnep-Illeite, HO 3TO
He O3HayvaeT, YTO OHM 00s13aTeJbHO OyOyT y KaskIoro IalyeHTa.
3abosieBaHMe IIPOTEKAET OUEHb [T0-Pa3HOMY, Jaske B OJTHOM CeMbe.

PaHHee pa3BuUTHE, pOCT



[TocraButh gmuarHo3d cuuHapoma [ypnep-Illeiie HOBOPOXOZEHHOMY
MPaKTUYECKM HEBO3MOXHO, TaK KaK HAllM IMalMeHTbl POXIAIOTCS B
CpOK, C HOPMa/JIbHBIMM POCTO-BECOBBIMM IIO0KasaTeisiMmu. Ho mpu
cunapome I'ypiep - 6osee TsKenoit opme - repBble KIMHUYECKME
Mpu3HaKky 3a60ieBaHMs MOSIBJISIIOTCS Ha MepBOM IOy KUM3HU. B psime
cydyaeB, YyXe C POXIeHMS HAOMOJaloTCsl He3HauMTe/lbHOe
yBeJIMueHMe TMeueHM, ITyIOYHbIe MM I1aXOBO-MOIIOHOYHbIE T'PBIKNA.
PocTt 3amepyisieTcsi, KOrga MaJiblly JOCTUTAIOT BO3PAcTa OOHOI0O-ABYX
net. TlanueHTHI C TsoKeNoil ¢opmoii 3aboneBaHMSI OOBIUHO TOUTHU
MpeKpalllaloT pacTu B BO3pacTe BOCbBMM JIET — MX POCT OOBIYHO He
npesbimiaer 110 cm. [pyrue mnauueHThl IIPOAO/DKAKT pPacTu [0
MOJAPOCTKOBOTO Bo3pacTa M mocturaiT 152 — 160 cm. IIpu jerkoii
dopmMme pocCT y malMeHTOB, KaK MpaBUIO, HIOKE UeM Yy 3I0pPOBbIX
CBEPCTHMKOB, HO OBIBAET U MIOUTY HOPMAaTbHbBIM.

Puc. 2 MyJIbTUCUCTEMHOCTD MTOPAKeHUS TIPU MYKOIIO/IMCaxapuao3ax
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[TpumeuaHnue: HapylIeHMe UHTeIEKTa Ipu cuHapomMax ['ypnep-llerie
u lllejie He HabOMIOmaeTCA



BHelHye 0CO0eHHOCTU

BHemrHuii By, MallMEHTOB C TsbKenoit dopMmoit cuHapoma I['ypiep
HeoObIUeH — OHM OOJbIlle MOXOXKM IPYT Ha Jpyra, 4eM Ha CBOUX
ponuTeseii U 300POBbIX OpaTheB U cecTep. Mi3MeHeHMS B CTPOEHUM UX
auI, 0003HAYAIOT CHelMaJlbHbIM TEPMMHOM JIMIIEBOI OU3MOp(pu3M
(orpy6sieHme uepT): KpyIHas rojioBa, KOPOTKas Iues, KPyIjaoe JIMUIIO,
IIMPOKUI HOC C IIMPOKONM U MIJIOCKOM MepeHOoCUlien.

[Ipy serkoil M IIPOMEKYTOUHOM (opmMe 3aboseBaHMsI BHEIIHME
0COOEHHOCTM Yy TalMeHTa CTOJIb HEe3HAUMTEeJIbHbI, UTO UX BUOST
TOJIbKO BpauM, a OJu3KkuMe M 3HAKOMble He 3aMeuyalT HUYero
HEOOBIUHOTO.

Y 60npHbIx ¢ MIIC I mu3-3a OT/IOXKEHMSI MYKOIOJMCaXapuaoB KosKa
«TOJICTasl» U 3KeCTKasl, UTO 3aTPyAHSIEeT 3a00p KPOBM U MCIO/Ib30BaHMeE
BHYTPUBEHHbLIX KaTeTEPOB.

doTorpadum naMeHToB
CkejieT, OTIOPHO-ABUTaTeIbHAS U KOCTHO-CyCTaBHas CUCTeMa

YV 6ompHbix ¢ MIIC I Tuma, kak M IIpu Bcex npyrux dopmax
MYKOTIOIMCaXapyua030B, CYIeCTBYIOT MPpobaeMbl ¢ GopMuUpoBaHMEM U
poCcTOM KocTeli. V3MeHeHMe KOCTeli C HapylleHuemM Wux (QOpMbI
Ha3bIBAIOT MHOKE€CTBEHHBIM IM30CTO30M. IIpu Tskenoit dopme
cuHApoma - cuHIApoMme ['ypiep u3MeHSeTCs CTpOeHMe IMO3BOHKOB.
OouH MaM [Ba TMO3BOHKA B CepelyHe CIIMHbI OBIBAIOT CIUTIOIIEHBI
Oosnbllle, yeM OCTajJbHble, M CJIeTKa CMellleHbl. Takoe cMelleHNue
IO3BOHKOB TMOPOM CTAHOBUTCS MPUUYMHOM PasBUTUS UCKPUBJIEHUS
MMO03BOHOYHMKA (KO3, CKOMMO03). ECiM McKpuBieHe MO3BOHOUHMKA
MM CKOJIMO3 TIPOTPeCcCUpyoT, TO TpebyeTcss MeAMIIMHCKAsT MTOMOIIb.
[Tpu curpgpome Illeiie McKpyUBIIeHE TO3BOHOYHMKA JOBOJIBHO JIETKOe
U He HY>KIAeTCs B XMPYPruyeCcKoM JIeYeHUN.

Camble cepbe3HbIe, OIACHbIE WU >KM3HEYrpo)Kalollye Mpob6eMbl
cBSI3aHbl ¢ gedopmanyeil M OCOOEHHOCTIMMU CTPOEHMST IIefHOrO
otnena. Ecny cniMHHOM MO3r OymeT caaB/ieH WM MOBPEXIeH (LIeitHas
MMeJIONaTHs), HapyIIMTCSI WMHHepBallMsI BCEX 4YacTeil Tejaa, YTo
MpUBeIeT K caaboCTM (BSIIbIM T1ape3) MBbIIIL, HapyIIeHUsIM IIpu
X0[bOe, MHOTIA Oaxke K 3aTPyAHEHUSIM C IbIxaHueM. [Ipu TsoKesoii
dbopme 3abomeBaHMS CI1aOOCTh B PyKax M HOTax MOXKET pa30aBUTHCS
Ha TepBOM TIOAY JKM3HM, UTO IPUBOAUT K 3a7epsKKe ABUTaTeJIbHOTO
pasBUTUI pebeHKa.



TyromogBuM>KHOCTb ~ CyCTaBOB  XapakTepHa mjs Bcex dopm
MyKomnoiucaxapuao3oB. C rogaMy TYrOIOAB/YKHOCTb CYCTaBOB MOSKET
IIPOTPeCcCUpOBaTh U CTATh IPUUMHOI OOJIN.

M3-3a orpaHuyeHusi TOABMKHOCTM CYCTaBOB U 0OCOOeHHOCTel
CTPOEHMUSI MEeTIKUX KOCTel KUCTU, MaJIblbl PyK CTAHOBSITCS YKECTKUMMU
M UCKPUBJISIIOTCS, POPMMPYS TaK Ha3bIBA€MYI0 «KOTTUCTYIO KUCTb».

M3-3a TYromoABMsKHOCTM KPYIIHBIX CYCTaBOB M OCOOEHHOCTeIA
CTPOEHMS KOCTeN MalMieHThbl XOAST C CJIerka COTHYTbIMU KOJEHSIMU U
6egpamu. Y HEKOTOpbIX IIAalIMEHTOB pasBuBaeTcs X-obpa3Hoe
MCKpUBJIEHNEe HIDKHUX KOHEeUYHOCTel (BajibrycHass medopmaiins).
Bo/bIIMHCTBO Bpadeil cuuTaeT, UTO AaHHas1 OedopMaius HOCUT
MIPUCIIOCOOUTEIbHBIN XapaKTep, IIOMOrasi MalMeHTy pacIipenessTh
BeC, I03TOMY OIIepaTUBHYID KOPPEKIMI0 B paHHeEM BO3pacTe B
OOJIBIIMHCTBE CJIyyaeB JIyulile He IIPOBOAUThL. Kpome TOro, B CBSI3U CO
CJIabOCTBIO0 CBSI30YHOTO arliapara M HapylUIeHUsIM CTPYKTYpPbI KOCTEN,
orepaiusi He BCerga IPUBOAUT K OXMUIAEMOMY pe3yiabTaTy -—
nedopmaliusi BO3BpalliaeTcst CITyCTs KaKoe-TO BpeMsl.

Oprasbl IbIXaHUSA

HapyuieHue npixatenbHOM cucTeMbl y nanueHToB ¢ MIIC cBsi3aHO Kak
C 0COOeHHOCTSIMM CTPOEHMSI CKeJleTa, Xpsiiieit Tpaxeu u pedep, Tak U C
HakomieHueM ['Al' B MATKMX TKaHSIX (YBEIMUYMUBAKOTCS aqeHOUIDI,
CUIM3UCThIe, BBICTWIAKOLIME  [bIXaTeJlbHble IIyTH, CTAHOBSTCS
PBIXJIBIMM, TUIEPTPOPUPOBAHHBIMM, B pe3y/JbTaTe 4Yero IPOCBET
IbIXaTeJbHbIX IyTei YMEHbIIIAeTC).

BajkHO TIIOHMMATh, UTO HEOOCTATOUYHOE CHAOXXeHMue TKaHen
KUCIOPOAOM (TUITOKCHUST) BAMSIET Ha (PYHKIMIO BCEX OPTaHOB, TO3TOMY
yIIyullleH)e NObIXaTeJIbHOM (QYHKIMUM — OOHA U3 IepBOOUYEepPeIHbIX
3a7ad.

[Ipo6sieMbl € IbIXaHMEM YCYTyO/IsieT M3MeHeHHOe CTpOeHMe TPYIHOI
KJIETKM: TPYAHAs KIeTKa «KeCcTKas» ¥ He MOXKeT ABUTraTbCs CBOOOIHO,
He TII03BOJIIeT JIerkMM HabpaTbh O0/bIIOI 00beEM BO3AyXa. ITHU
O0COGEHHOCTM TPUBOAAT K TOMY, UTO IAllMEHThl XyXe MepeHOCsT
MHPEKIMY BePXHUX IbIXaTebHbIX ITyTei U JIETKUX.

[TepBbIMM CUMITTOMaMM HapylieHUs GYHKIMY BepPXHUX IbIXaTeTbHbIX
IyTeii MOTYT CIAYKUTb HOYHOI  Xpam, IIyMHOe JbIXxaHue,
OOCTPYKTMBHOE HOYHOe arHoe (KpaTKOBpeMeHHble, 10 HeCKOIbKUX
CeKyH[, 3aJepXXKM [AbIXaHUs BO BpemMs HOYHOrO CHa). Takue



TIPOSIBJIEHUS] TO/DKHBI HACTOPaXKMBATh, TaK KaK B JaJbHENIIEM OHMU
MOTYT IIpOrpeccupoBaTh U IPUBECTM K Pas3sBUTUIO OCIOXKHEHUI CO
CTOPOHBI IPYTUX OPraHOB (cep/ile, TOJIOBHOM MO3T).

[Tatimentsr ¢ MIIC CKIOHHBI K pPa3sBUTUIO OTUTOB, PUHUTOB U
BOCHAJIEHUIO JIETKMUX, II09TOMY aHTMOAKTepUalbHYIO Teparuio
clegyeT HauMHATH YK€ Ha paHHMX CTagusIx 3aboyieBaHMS.
HecoMHEHHO, HY’KHO KOHCYJIBTUPOBATBHCSI CO CIeLMaJuCTaMu, a He
3aHMMATbCSI CaMOJIeYeHMEM.

HecMoTpst Ha pegKoCTh U TSDKECTb 3a00jieBaHMs, CledyeT MOMHUTb,
YTO BaKIMHUPOBaTh MauyueHToB ¢ MIIC o06s3aTenbHO, TaK Kak
MpUBUBKM TIOMOTalOT MpPeAoTBPaTUTh pa3BUTHe 3aboieBaHUIA,
rMopaxarwmux Jierkue. B  ToOM uuie BaXHO He MPOIYCTUTh
BaKIMHAIIMIO IPOTUB IMTHEBMOKOKKOBOV MH(EKIIMMA.

PoToBast moyioCTh U 3yObI

V nauyeHtoB ¢ MIIC I 3yO6bl MOKpPBITHI XPYIIKO 5Majbio, 4TO
TIPUBOAUT K OBICTPOMY pa3BUTUIO Kapueca.

Cep,ZLe‘IHO-COCy,U,MCTaH crcremMa

[IpakTuecku y Bcex mauyeHToB ¢ MIIC I HabmomaeTcsi maToaorus
CepOeyYHO-COCYAUCTON  CUCTEeMbI: YTOJIIeHue CTEeHOK CepAala,
CHIUKEeHMe COKpaTUTEIbHOM CIOCOOHOCTM CepIeuHOlV MBbIIIIIbI,
M3MEHEHMS CO CTOPOHBI KJIAMTAaHHOTO arrapara (YIJIOTHeHe CTBOPOK
Y XOPZ KJIAIlaHOB).

ITpu ocmoTtpe nauyeHToB ¢ MIIC I Bpau MokeT oOpaTUTh BHUMaHMe
Ha Ha/iMuMe <«IIymMoB» B cepnue. Kak mpaBuiao, 5TO CBSI3aHO C
MOpa)KeHMeM KJIAllaHOB: TIIOBPEXAEHHbIM KialaH 3aKpbIBAeTcs
HeIJIOTHO, MPY COKpallleHMM cepila HeOOJbIIoe KOJINUYEeCTBO KPOBU
IBUTaeTCs B 0OpaTHOM HallpaB/ieHUM, UTO BbI3bIBAeT IIIyM, KOTOPBIiA
C/IBIIIUT Bpay. Yalle BCcero nopa>karTCsl aOPTAIbHbIA U MUTPAIbHbIN
KJIaIlaHbI.

[TopaskeHue JIETKMX, O KOTOPOM HAaIlMCAaHO BbIIIE, TAKXKE MOXKET CTaTh
MIPUYMHON M3MEeHEeHUI CO CTOPOHBI cepaia. «[[pokaunBaHue» KPOBU
yepes M3MeHEeHHbIEe JIeTKMe, IPUBOAUT K Ieperpys3Ke MpaBbIX OTIEIOB
cepaia, " pa3BUBaETCs IIPaBOCTOPOHHSISI cepaevyHas
HeJIOCTaTOUYHOCTb.

Cep,ILGIIHO-COCY,H,I/ICTaSI cucremMa



[TaTtonoruss CCC y mnamueHtoB ¢ MIIC 1iposiBisieTcsi B BuUIe:
VTOJIILIEHME CTEeHOK CepAlia, M3MEeHEHMSI CO CTOPOHbI K/IAallaHHOTrO
annapara (yIUIOTHEHME CTBOPOK M XOpH KIalaHOB), pPa3BUTUS
CepaevyHoil HemOCTaTOYHOCTM, KaK C COXpaHeHHOJ), TaK M CO
CHMKEHHOJM COKpaTUTEIbHOM CIIOCOOHOCTHIO MMOKap/a.

XapakTtepHbiMu npusHakamu rnopaxkenuss CCC npu MIIC gaBisitoTcs
nuchyHKIMM KIanaHoB (B OCHOBHOM, MUTPaJbHOTO, aOpTaJbHOTO
KJallaHOB), TrullepTpodus MuoOKapHa, HapylleHue puUTMa u
MpoBOAMMOCTU. DYHKIMS K/IAMlaHOB, HECMOTPS HAa UX YTOJIIIEHME B
pe3yjibTaTe OTJIOXEHUSI MYKOIOJMCAaXapua0oB, MOXKET HeKOTopoe
BpeMsl He HapyuaTtbCcsi. B mocinenymroiiem IOSIBJISIETCS IIYMBbI,
XapakTepHble [Ji1 MUTPAIbHOM (CUCTONIUYECKUIA) U aAOPTaJIbHOMN
(OIuacTonMUyeCcKknii) HeJOCTaTOUHOCTY, pa3BUBaKOIIMeECS B pe3y/ibTaTe
HEeCOCTOSITeJIbHOCTU KJIalaHOB. B pasbHelIeM yKOpO4YeHUe XOoph, U
$Gu1bpo3 1eBOTO apTPMOBEHTPUKYISIPHOTO KOJIbIIA IIPUBOIST K
CTEHO3MPOBAHMIO  MUTPAJBHOrO  OTBepCcTUs. HemocTaTouHOCTb
TPUKYCIIMAATBHOTO ¥ ITyJIbMOHAIBHOIO KJIallaHa O0BIYHO KJIMHNYECKA
He OUAarHOCTUPYIOTCS.

CaMoi1 4acToi IPUUYMHON Pa3BUTUS CEPIEUYHON HEeOOCTAaTOYHOCTU C
coxpaHeHHO} dpakiimeii BbIOpOCAa JI€BOTO JKeJaygouykKa Y 9TUX
MalMeHTOB SIBJISIETCS MOBBIIIeHMEe KeCTKOCTY MMOKapAa B pe3yabTraTe
OTJIOKEHUSI ~ MYKOIOAucaxapugoB (M0  TUNY  PEeCTPUKTUBHOM
KapAaMoMMoIiaTum). B pegkux crydasx MOKeT HaOIIogaThCsl CHISKeHMe
COKpaTUTEeIbHOM CITOCOOHOCTH 3a CYeT AuiaTallui MOIOCTeIA.

Kpome ToOro, cepmeyHass HeagOCTaTOYHOCTb MOXeET pa3BUBATbCI C
IopakeHMeM IIpPaBbIX OTHEJI0B Cepflla, II0 TUIIY XPOHUUYECKOTO
JIETOYHOTO cepfiia, B pesyabTaTe nedopMalyuy TPyOHON KIETKH,
TOpakeHMs JIETKUX M3-3a OTIOKEHUSI MYKOIIO/JMCaxapuaoB (JKeCcTkue
JIerKue), HapyleHus] OIpeHUpPOBaHMS OpOHXMAJbHOIO JepeBa M3-3a
Cy’keHMSI OpPOHXOB ¥ pas3BMUBAlOIIENCsS TpaxeoMassluyu U pPa3BUTUS
XPOHMUYECKOM TUITOKCUM.

BpIOH_IHaH ITOJIOCTDB

[Ipn cuagpome T'ypiep IedeHb U Cejlle3eHKa YBeJIMYeHbl W3-3a
HakomieHus T'Al' (remaTocruieHOMeranusi). YBeIuYeHUe T[euyeHU
00BIUHO He MPUBOAUT K HapyllleHUIo ee QYyHKIMM, HO MOKET BIUSTh
Ha MepeHOCUMOCTb TOW MU MHON MUILN.

HpI/I MYKOITOJIMCaXapna03ax, KakK ITpaBuUIo, JKXMBOT YBEJIMUECH B obbeme
3a CUeT rernaToCIIeHOMeraJiny U ¢1abocTu IIPpAMBIX MBbIIHIT, >KMBOTA.
Taxke 4aCcTO BO3HMKAIOT COYETaHHbIE WJIU MN30/IMPpOBaHHbIE€ T'PbDKU



(yrioyHasl, IaxoBasl, IaXOBO-MOIIOHOYHOM ¥ CpemHeil JUMHUU
KMBOTA). PellleHne o0 HeOOXOOMMOCTM OIepPAaTUBHOIO JieUeHMUsI
IOJDKHO IIPUMHMMATBCS COBMECTHO C JIeUallMM BpauoM: ITOKa3aHueM K
CPOYHOJ Omepanum CIYKUT YIeM/IEHVEe IPhIKEBOrO BhIIISTUMBAHMS.

VY 6onbpHbIx ¢ MIIC I Hepenko HaOMIOmAETCSI HEYCTOMUMBBIN CTYII
(3aropel Wiy nuapesi). I[IpumuMHa 3TOro0 OO KOHIIA HEMOHSTHA.
Bo3MoykHO, Hapy1iaeTcs GyHKIIMS BereTaTMBHOI HEPBHOI CUCTEMBbI,
mocKkobKy ['Al' HaKaruIMBAKOTCS B HEPBHLIX KJIETKAaX KUIIEeYHMKA.
Ouapes MoXeT wucuyes3aTb C BO3pacTOM, HO BO BpeMs IIpueMa
AHTUOMOTMKOB IIOSIBJISITCS BHOBb. Eciam muapes BO3HMKIA M3-3a
rnpuemMa aHTUOMOTMKOB, BpauM MOTYT Ha3HAUMUTh IIpernaparsl,
CIIOCOOCTBYIOIIVIE HOpPMAaIM3aluyM MUKPOQUIOPhI KUIlIeUHMKA. Ecim
MalyeHT MaJio ABUraeTcs, TO MOTYT pPa3BUTbCS 3amopbl. B aTom
cryyae 3(pdeKkTMBHO yBeluMueHMe B pallMOHe KoJudecTBa Tpyboii
UIIA (KIeTYATKN).

HepBHag cucrema

[Tpu cunppome I'ypriep geTu pasBUBAKOTCA C 3a€PKKONM peun, y HUX
CTpajaeT MHTEJJIEKT, HapyllaeTcs nmosegeHue. Ilo mepe HapacTaHus
HapylleHUil MHTeJIJIEKTa K TUIIEePAaKTMBHOCTUM U arpecCUBHOCTU
MIPUCOENUHSIIOTCS ayTUCTUUYeckue uepThl. [Ipu markmux dopmax -
cu"apome ['ypnep-Illeiie u Illeite MHTENIEKT He CTpalaeT, pa3BUTHE
cJ1erka 3aMezJjieHHoe.

[Ipy TspKenbix QopMax TaK >Xe MOILYT BO3HMKATh HapylleHMs
UMPKYJSILUS COMHHOMO3TOBOM XUAKOCTU. B 3TOM Citydyae manyeHTbl
KaJTyIOTCS Ha TOJIOBHBIe 00/M, y AeTeli oOpaliaioT Ha cebs1 BHUMMAaHMe
0ecrokoiiCcTBO,  pBOTa, 3aJepskka  pas3BuTusi.  Heobxommma
KOHCYJIbTAllMs Bpava-Helpoxmupypra [jsi pelleHus BoIpoca O
HeOOXOOMMOCTM OIePaTUBHOTO WIM MeIVMKAMEHTO3HOIO JeueHMUsI
IaHHOTO OCJIO’KHEHUSI. [Iporpeccupyronias coo01aroIasics
ruapoliedanusi SBiseTcss Haubosiee YaCThIM CUMIITOMOM CUHApOMa
I'ypnep u penko BcTpeuaeTcs mpu MsITkux ¢opmax MIIC I tuma
(cungpomax I'ypnep-Illeiie u lleiie).

Ecny BO3HMKAIOT IIOJO3peHus Ha ruppouedaanio, To HeoOX0ayMO
MPOBECTY KOMIbIOTEepHYI0 ToMorpaduio miu MPT. OcMmoTpa r/a3Horo
IHA OKYJIMCTOM HeOOCTaTOYHO MIJisi IIOCTAHOBKM [OMarHosa, T.K.
runpouedanust y gereit ¢ MIIC I moxkeT IpoTekaTh M 6€3 3aCTOHBIX
M3MEeHEeHU Ha IJITa3HOM [JHe.



CroaBiieHMe CHOMHHOTO MO3ra IIPUBOAMT K HeoOpaTUMbIM
HEeBPOJIOTMYECKMM HapylIeHMsIM, I[I03TOMY [eKOMIIpeccupyollee
OolepaTMBHOE JieyeHue CaenyeT pacCMaTpUBATh Oaxke y IALMeHTOB
6e3 HEeBPOJOrMUEeCKOi CUMIITOMATMKM, 3a4acTyl0 XUPypruueckoe
BMeIIAaTeJIbCTBO  HOO/DKHO — BBIMIOJIHATBCS ~ paHbllle  pasBUTUS
HEBPOJIOTMYECKUX TTPOSIBJIEHUIA.

[Ipy mosSIBIeHUM HEBPOJOTMUYECKOTro AeduiluTa MalyeHT MOXEeT yKe
HaXOOMUTCS Ha TpaHM KypabelbHOCTM, IIpU TIOSIBJIEHUM TI€PBBIX
CUMMIITOMOB pacCMaTPMBAETCSI BOIIPOC O CPOYHOM XUPYPTUUECKOM
BMeIllaTe/bCTBeE.

[IpoBeneHune XUPYPTUIECKOi 3aMeHbl Ta300eqpeHHOTO Wn
KOJIEHHOTO CYyCTaBa, WCIpaBjieHMe OCU KOHEYHOCTU, YCTpaHeHue
CTE€HO3a KapmaJbHOrO KaHaja II0Ka3aHO TIIpU  BbIPAKEHHOM
HapyumieHUr  GYHKUMM M TOpu  OTCyTcTBUM  3Pdekra  oOT
KOHCepBAaTUBHOM Teparmnu.

KapnanbHbIii CMHAPOM (3aIISICTHBINA CUHAPOM, TYHHEJIbHbBIN CUHAPOM)
— pacmpocTpaHeHHasi Iipobnema y manueHToB ¢ MIIC. HepBssl
IIPOXOOST Yyepes 3arsiCTbe MeXAY 3alsICTHBIMM KOCTSIMU U CBSI3KAMM.
VTosieHne CBSI30K 3a cueT HakoruieHns ['Al' oka3biBaeT JaBjieHue Ha
HepBbl. [IposiBIeHIEM 3TOTO CMHAPOMAa MOTYT ObITb 60JIb M OHEMEHME
MaJIbLIeB PYK U TPYAHOCTU C 3aXBAaTOM IIpegMETOB.

i1 [OMarHOCTUMKM M3MEpSIIOT CKOPOCTh IIPOBeOEeHMS HEePBHOTO
MMITYJIbCa B 00/1aCTY KUCTU. DTO IMPOCTast MpoLeaypa, I03BOJISIONIAs
YCTaHOBUTH HA/IMUMe UM OTCYTCTBIE ITIOBPEKIEHMS HEPBOB.

HexkoTopble  HapyllleHUsS  HEPBHOM  CUCTeMbl  (OBUTaTeJbHbIE
pacCTpOiICTBA) SIBJISIIOTCSI BTOPMUYHBIMM M B OOJIBINEN CTEIeHU
CBSI3aHbI C IOpaKeHNeM CKeJleTa.

OpraH 3peHus

Hakomienne TAI' MpoMCXOOUT BO MHOTMX TKaHSX, B TOM 4YMC/Ie, B
pPOTOBMUIIE, IO3TOMY MOXKET HaO/MI0maTbCsl ee TOMyTHeHre. OTHUM U3
IIPU3HAKOB M3MEHEHUS POTOBUIbI SIBJISIETCS HEIepeHOCHMMOCTb
SPKOTO CBeTa, TaK KaK IIOMyTHEHME BbI3bIBAET HEIPaBUIbHOE
TIpeJIoMJIeH) e CBeTa. B 3TOM ciyyae MOTYT ITOMOYb COJTHEUHBIE OUKIA.
EciM  IIOMyTHEHME PpOTrOBMIIbI TSDKEJIOe, YXYAIIAeTCs 3peHue,
0COOEeHHO MPM TYCKJIOM CBETe.



Otnoxkenne TAI' B ceTyaTke MOXeT TIPpUBECTM K TIOTepe
nepucdepnuyueckoro 3peHus] U HUKTIONUM («KYPUHOI CJIeIoTe»).
Pe6GeHOK B 3TOV CUTyalMy ITyTAeTCS ¥ OTKA3bIBAThCSI XOAUTh B TEMHOE
BpeMsi CyTOK. JKe/laTebHO OCTaBJSITh HOYHMK BKJIIOUYEHHBIM B
criaJibHe ¥ Kopuaope. MHorma MOryT BO3HMKAThb IIpo6GIeMbl CO
3peHueM, BbI3BaHHbIE M3MEHEHUSIMM B CeTyaTKe [Jla3a WInu
[JIAaYKOMOJ (TTOBBIILIEHHbIM BHYTPUIJIA3HBIM IaBJIEHMEM), II03TOMY
peryssipHble 0CMOTpPbI 0 TaIbMOJIOTa HEOOXOAVMBI.

C moMOIIBI0 CHeIMaJbHBIX MCC/IeLOBAHUI CIEIMAINUCT OIPenesnT,
13-3a Yero yXyAIlaeTcst 3peHusl.

Opransbl cinyxa

[Tp MIIC TyroyxocTb MOKeT ObITb HeiipoceHCOpHasl (CBSI3aHHAasI C
HapylleHeM UyBCTBUTEJIbHbIX (BOJOCKOBBIX) KJIETOK B VJIUTKE),
KOHAYKTUBHAA (CBSI3aHHAS C HapylLIeHMeM 3BYKOIIPOBOISIIUX ITYTe)
MM CMelllaHHas (KoMOuHaiust AByxX TuiioB). Ilpu curmpome I'ypiep
TYTOYXOCTh 4Yallle HOCUT CMEeUIaHHbI/ XapaKTep U Mporpeccupyer C
BO3pacToM. PasiunuaroT 3 cTereHyu TYrOyXOCTU: JIETKYI0, YMEPEHHYI0
U TSKeNyr. B 3aBUCMMOCTM OT TUIA U TSIXKECTU TMOPAKEeHUS CIyxa
IIPUMEHSIOT pas3JIMyHble MeTOHbl KOppeKuuu. BaXHO Kak MOKHO
paHbllle 3aMeTUTb ITIpU3HAKM CHIDKEHMSI «IyXa, TaK Kak 06e3
KOppeKUUM TYroyXOCTb IIOMellaeT HOPMaJIbHOMY pPa3BUTUIO U
00yueHMIo MarueHToB. PakTOpOM, YCYyTyOISIIOIIMM HapyllleHue CIyxa,
SIBJISIIOTCSI YacTble MHGEKIMUY cpeqHero yxa (OTUTHI).

Jleuenne, HaOMIOOEHME U IIJIAHOBBIE 0OCI€OBAHS

Bpauamu-skcrepramu M3  pa3HbIX CTpaH  ObUIM  CO3JAHBI
pekoMeHJalnuy 10 Hab/MIeHNI0, [OMAarHOCTUKe U  JIeUeHUIO
nanueHToB ¢ MIIC I Tuna. Y MbI BKpaTlie pacCKaskeM O HUX.

HabmrogeHne, m1aHOBbIEe 00C/IeOBAHNS M TECThI

Ilnst  Toro, 4YTOOBI OILIEHMBATh COCTOSIHME TMauueHTa, 3hdekT
MpoBoAMMOI (depMeHTHOI Tepanuu, usnoTepanui, CyliecTBYIOT
pasjuuHble TeCTbhl M IKajJbl. OueHb Ba)KHO He OTKa3bIBAaTbCS OT
TIPOBeIeHMS ITUX UCC/IeIOBaHNIA, TOTOMY UTO OHM IIOMOTalOT BpayaMm
00BbEKTMBHO OLIEHUTh COCTOSIHME TaleHTa, 000CHOBAaTh JieueHue,
BBECTU M3MeHeHMs B IIporpaMMbl peabuiInTauum 1 abuinTaiumn.

CaMbIM M3BECTHBIM SBJISIETCSI 6 MMHYTHBIN TecT XoabObl. CyThb ero
OYeHb TMPOCTasi: OLEHUTb BBIHOCAMBOCTh MalueHTa. I[lauyeHTy
MpejaraloT  XOAUTh MO OJUMHHOMY KOPUIOPY B TeueHue 6 MUHYT.



OueHMBaeTCsl KOJIMYECTBO CHelaHHbIX waroB. Korpma mpoBopuin
repBble KIMHUYECKME MUCIbITaHUS Iiperaparta misg jgedeHus MIIC
pa3HbIX TUIIOB, UCC/Ie0BATE/IM IIPOBOAMIIM TaKOe TeCTUPOBAHME 00 U
rnocjae Havajga (epmMeHTHON Tepamnuu, CPaBHUBAIM pPe3yIbTaThbl
[PYIIbI TAalMeHTOB, NOJyYaBIIMX [Ipenapar, ¢ pe3yJabTaTaMu TeX, KTO
noiyyana Iiame6o. VIMeHHO TecT [okasald, 4YTo ¢epmMeHTHas
3aMeCTUTeJIbHAs Tepanus yay4dllaeT BbIHOCJIMBOCTb MALMEHTOB U UX
IBUTATEIbHYI0 aKTUBHOCTD.

YroObl OIIEHUTH CTEleHb OTPaHMUYEHMS [IObIXaHMs, Bpad MOXET
IIPOBECTM  JIeTOUHble  (PYHKIMOHA/JIbHbIE  TeCTbl.  JlerouyHnle
(OYHKIIMOHAJIbHBIE TECThI OIPEIEISIOT, KaKOil MaKCUMMaJIbHbI 00beM
BO3/lyXa MOXeT BIIOXHYTb IAllMeHT, HACKOJIbKO OBICTPO IIPOMUCXOOUT
ra3oooMeH. ITM TeCTbl MOIYT BBISIBUTh 3a00/ieBaHMS JIETKUX,
OIIpeNeNINUTh CTEeIleHb UX MOPAKeHUS ¥ OLeHUTh 3(GQPEeKTUBHOCTD
jJedeHus. TecTbl OOBIYHO BBIMOJHAIOTCA C  JMCIIOIb30BaHMEM
CIIelMaJbHOrO 00OpymoBaHMS. Bo Bpems ucciemoBaHMUSI HYKHO IO
KOMaH/JIe BIbIXaTh, 3aJI€pKMBATh BO3MYX, BbIAbIXaTh. VcciaemoBaHue
(YHKIINM JIETKUX He MPeICTaB/IsSIeT OMaCHOCTY JJISI 30POBbSI.

s OuarHOCTMKM 3aboyieBaHMs JIETKUMX UM OPOHXOB HEOOXOOMMO
npoBectu @OB/I. IIpu mnomommu @B omnpemensiior, KaKoOu
MaKCMMaJ/IbHbIII 00bEM BO3[yxXa MOXET BIOXHYTb MAallMeHT,
HACKOJIbKO OBICTPO IIPOMCXOOUT Ta3000MeH. ITU TeCTbl MOTYT
BBISIBUTH 3200j1€eBaHMS JIETKUX, OIIPEIEINUTD CTeIIeHb UX MOPasKeHUS U
OLIEHUTDh 3(PEPEKTUBHOCTD JieueHMsI. TeCcTbl OOBIYHO BBIMOTHSIIOTCS C
MCIIO/Ib30BaHMEM CHEeHMaIbHOTO 000pymOBaHMS - chMpomeTrpa. Bo
BpeMsl MCCIeNOBaHMsI HY)KHO MO KOMaHZe BAbIXaTbh, 3a/lep>KUBATh
BO3[VX, BbIIbIXaTh. VccaemoBanyme QyHKIMM JIETKUX He IIpeACcTaB/IsieT
OMNACHOCTY JiJ1s1 3T0POBbDSI.

BricaymmBaHue (ayCKy/IbTallysI) cepaiia JOIKHO ObITh 00sI3aTeTbHBIM
i peryyisipHbIM MCClIeIOBaHMEM IIsT MaIeHTOB C
MYKOIIO/IMcaxapuao3aMi. BaskHbIM MeTOIOM M3yUeHMsT cepplla
SIBJIIeTCS YIbTpa3BykoBoit —Ix0-KI', oHa 6Ge3oracHa, 6e360me3HeHHa
n BbicOKOMHPopMaTtuBHA. CoBpeMeHHble IPUOOPHI TO3BOJSIIOT
MOJIYYUTh OOHO-, JBYX- U TpexXMepHoe u300paxkeHue cephla,
OIIpeIeIUTh CKOPOCTh KPOBOTOKA ¥ IABJIEHME B Pa3IMUHBIX OTHeNax,
oTpenennTh HarpaBjieHue " TYpOYJIEHTHBIA XapakTep
KpOBOTOKA. IX0-KI' peKOMeHIyIOT IPOBOAUTH MO ITOKA3aHMUSIM, HO He
pexke 1 pasa B roia. OTO ucCCIemOBaHUe HEeOoOXOOMMO, YTOOBI
0OHAPYKUTH JII00bIE IPOOSIEMbBI C cepAlieM (YBeJIMUeHMEe pa3MepOB,
MHAEKC Macchl JIEBOTO JKeNyIouyKa, HapylleHMe COKPaTUTENIbHOI



dyukuyu (bpakiusi BbIOpoca), a Takke AMACTONNYECKOV (YHKINHU,
OlleHKa CepHeuHbIX KJIAallaHOB, [BIDKEHME  MEeXCKeTyI0uKOBO
reperoponKu)

[Ipu HEeOoOXOIMMOCTH, BO3MOKHO IIpoBeJieHre MPT C
KOHTpacTUpoBaHMeM cepAlia: Ijisg Oosiee HeTaqbHOTO MCC/IeIOBaHMS
CTPYKTYpbl M (PYHKUMM KETYTOUYKOB, MAaruCTpajbHbIX COCYIOB U
KOPOHAPHbLIX apTEPUIA.

Kpome ToOro, msi BbISIBJIeHUS HapylIeHUS PUTMaA U IIPOBOAMMOCTU
cepaiia HeoOXOAMMO IPOBOAUTh XOJITEPOBCKOE MOHUTOPUPOBAHME
OKI, He pexke 1 pasza B ron. A sl BBISIBJIEHUS apTepuUaIbHOMU
rurieproHuu [IpoBeneHe CyTOUHOTO MOHUTOPUpPOBaHus A/,

Heob6xonyuMo peryyisipHoO (IBa pasa B T'OI) IPOBOAUTH ITPOBEPKY CIyXa,
IJI1 TOTO 4YTOOBbI cpa3y >ke HauaThb JeueHue, eCau MOTpedyeTcs, U
MaKCHMMaJIbHO COXPAaHUTb BO3MOXXHOCTb YUMUTHCS U 0OILAThCS.

MaruuTHast pe3soHaHCHast ToMmorpadust

MPT no3BOHOYHMKA OO/IKHA ITPOBOOMUTCSI €KEeTOJHO, C OCOOEHHBIM
dokycoM Ha 007aCTSIX, B KOTOPbIX MOXKET Pas3sBUBATbHCS KOMIIPECCHs
COMHHOIO MO3ra: ILIeNHbIN, TPYAHON, T'PYLONOSCHUYHBIN OTHebl.
[TaueHTHI ¢ MYKOITOMcaxapumo3oM I Tuia momkKHbI HAGMIOAAThCS Y
XUpypra-opTonena, YToobl OH KOHTPOJMPOBAI COCTOSIHME IIE€THOTO
OTZHesa MO3BOHOYHMKA. BaKHO OLleHMBATh pe3y/bTaThbl UCCIeSOBaAHUM
B JMHAMMKe, [I09TOMY BCe CHUMKM CJIelyeT XpPaHUTh U MPeIOCTaB/ISTh
BpauaM IIpM KaXAOM CJIeAyIolleM MuccienoBaHu. KoMITbIOTEpHYIO
TomMorpaduio TO3BOHOUHMKA ITPOBOMSIT, KaK IIpaBUJoO, Iepen
IUVIAHVMPYEMBIM OIIepaTUBHbBIM JIeUeHNEeM.

PeHTtreHorpadus

PentreHorpadus  IeifHOTO UM  TPYOOMNOSICHUUHOTO  OTHEJIOB
IMO3BOHOYHMKA B ABYX IIPOEKUMUSX CeOyeT IPOBOAUTh Kaxkabie 1-3
roga. OTO MCCIeoOBaHMEe IMPOBECTU TexXHuUYecKu rmpoire, yem MPT,
KpoMe TOro peHTreHorpadus maet 6osbliie MHGOpMALM O CTPOEHUN
IIO3BOHKOB.

Crnincok peKoMeHayeMbIX 00cieIoBaHMii ITpuBeaeH B Tabnuile 1.
CumMIiiToMaTnueckoe jeyeHue

OcHOBHas 1Lie/lb CUMMIITOMATUYECKOIO JIeUeHUs — CKOPPEKTMUPOBATb
BbI3BaHHbIE 3a001eBaHMEeM U3MEHEeHMsI.



Ckenet n OITIOpHO-ABUTATEJIbHAA CCTeMa KOCTHO- CyCTaBHasa CUCTEMa

BakHO HaliTu OajlaHC MEKIY BO3MOKHOCTBIO KUTh MaKCMMaIbHO
IOJIHOM JKM3HBI0O M MMHUMM3ALMEN OCIOXHEHMI, CBSI3aHHBIX C
0COOEHHOCTSIMM CTPOEHMS cKejieTa IMauyeHToB. C OJHO CTOPOHBI, He
clenyeT 4pesMepHO OrpaHMUMBATL M OIleKaTh [AeTeli, JedeOHAas
bu3KkyabTYypa HeoOXodyma, HO HEKOTOpble BUAbI (PU3MUECKO
aKTMBHOCTM, TaKue, KaK KyBbIpKaHMe, CTOJKa Ha rojoBe U HbIpSIHUE
IO/DKHBI OBITH IIOJIHOCTBIO MCK/IIOUEHbI W3-3a HeCcTaObMJIbHOCTU
IIeHOTO OTHesna. PaspeliarTcs jerkue IOACKOKM, HO MaliieHT He
IO/IXKeH CaMOCTOSITe/IbHO IIPhITaTh HA 00e HOru, IIOTOMY YTO CHUCTeMA
OIIOpbI ¥ KOOPAMHALIMM OBUKEeHMI y Hero ci1abo pa3BuTa. Ponurensim
IIIKOJIbHMKOB HY)XHO 00SI3aT€JIbHO COOOLIUTh YUUTENI0 (PU3KYIBTYPhI
00 0COGEHHOCTSIX YUYEeHMKa.

[TauyvenTsl ¢ cuHgpomom ['ypnep-llleiie DOMKHBI BeCTU MOABUKHBIN
0o6pa3 KM3HM OjIs1 ToajaepskaHuss (YHKIMOHMPOBAHMSI CYCTABOB U
yAydIIeHus  OOIero  COCTOSIHMSI — 3[0pOBbsl.  Ilemuatp  win
(dusuorepaneBT MOXKeET II0COBETOBAaTh pasJMuHble KOMOMHaIUMU
eXXeJHEeBHbLIX YIIPpa>KHEeHUN.

VIHTeHCUBHAs1 Tepanus OJjs YAydlleHUs TOABVMKHOCTU CYCTaBOB U
MMO3BOHOYHMKA, @ TakXkKe MJjs YKpervleHMsI CIIMHHONI M OpIOIIHOII
MYCKY/IaTypbl peKOMEHI0BaHa BceM IauyeHTaM. YT0Obl YMEHbIINUTD
MOCJIEACTBUSI TUIIEPIOPA03a, HEeOOXOAMMO VYKPeIUISiTh TIPYIHYIO
MYCKYJIaTypy, HpU S5TOM IIPOBOAUTHL Teparivio, HalpaBJeHHYI0 Ha
pasBUTHE TMOSICHUUHO-KPECTIIOBOTO OTHeNa. BaxkHO caemuThb, UTOOBI
MalyeHT He MepeHarpsArajcsd M He YyCTaBaJl 4Ype3MepHO, IO3TOMY
peKoOMeHAyeTCsl TUaTelbHO M3YUUThb ero (gu3uueckoe COCTOSIHME U
BbIPAabOTaTh MHAMBUAYA/IbHbIE pEKOMEHIAIINNA.

PQKOMEH,E[YETCH 3aHATHUA, COo4YeTast aKTUMBHbIe W  IIdCCHMBHbIE
YIIpa>KHEHU. Kommjiekc 3aHSITHUIM JOIKEeH BKIKOYATh:

- YIIpPa>)KHEHMS Ha Bpra6OTKy OCaHKM M YYBCTBd PaBHOBECHSI;
- VIIpPa>)KHEHMSA Ha PACTAKEHUE,

- BOIHBIE IIPOLEAYyPhl M 3aHSITUS CIIOPTOM B BOAE, OCOOEHHO ISl
MTOKMJIBIX MALMEeHTOB. Pacc1abisgiommii Maccask ¥ IOABOMHbBIN Maccask
OKa3bIBAIOT BeChMa O/1aronpusITHOE IeiiCTBHIE.

OTmenbHOrO BHMMAaHMUS TpebywT AedopMupoBaHHbIE CTYIIHU U
KUCTU.



YroObl IOAIEepPKMBATh  ITOABMKHOCTH  CTYIIHEN, HeoOXOayMO
BBITIOJIHSATh CHeluaabHble yIIpaskHeHMs, Jydllle BCero AoMa WM BO
BpemMs urp. [as CHAITHS UYpe3MepHOTO MbIIIEUHOIO HaIpsSKeHUs
HeobOxoaymMa opToIreanyeckast 00yBb, CTEIbKM U BKJIAIBIIIN, KOTOPbIE
BBIMOJTHSIOT MOIIEPKUBAIOIIYI0 (PYHKIMIO, B HEKOTOPBIX CIyJyasxX —
opTe3bl. BaHHOUKM, Maccask HOT TaKKe HeOOXOAIMBbI.

BakHO BBITIOJHSTh VIIPOKHEHMSI HA PACTSDKKY MBI, 3aHE
TOBepXHOCTU Oefipa U rOJIeHN.

Iist yiaydineHMsT MeJIKOJi MOTOPUKM KUCTeli PyK peKOMeHIOoBaHa
MHTEHCUBHAs TMMHACTUKA [JIS1 TIaJIbLIeB U JIaOUIeK, ee POAUTENIN U
CcaMy MalMieHTbl MOTYT MPOBOAUTD AOMaA.

[Tocie MHTEHCUMBHBIX 3aHSTUIM 3JIEKTPOTEparius, PY4YHOM Maccax,
BOJHBIN Maccax, Tepamusi jeueOHOM Trpsi3blo, 3aHSITUS HA BOMHBIX
TpeHaskepax CHMMAIOT 00JIb ¥ IIPUHOCST objieryeHue.

[Ipu mipoBefleHUM BCeX aKTUBHBIX BUAOB Tepamnuu cjieayeT ob6paliaTh
ocoboe BHMMaHME HA PUTM [ObIXaHMS M JaBaTh AOCTAaTOYHOE
KOJIMUECTBO MepepbIBOB /11 OTAbIXA ¥ BOCCTAHOBJIEHMS JbIXaHMS.

Xupyprmuueckoe jeyeHue

CyIIecTBYIOT pa3/JIMUHble MHEHUSI O HEOOXOAVMMOCTY XUPYPIUUECKOTO
BMelllaTenbCTBa. HO ormepaTuBHOEe BMeEIIATENIbCTBO — BCEraa PUCK, U
rpuberaTb K HeMy CjeayeT TOJbKO B CJIydyae OCTPOil HeOOXOIMMOCTH.
bonpimiass caoxkHocts npu MIIC - mpoBedeHue aHeCTE3UM.
HecTaOMIbHOCTD II€/IHOTO OTHeNa MO3BOHOYHMKA, TPYOHOCTU TIpPU
OTKPbIBAaHUM PTa, OOJIBIION SI3bIK ¥ MUHIAJIMHBI y ManyeHToB ¢ MIIC
yBeJIMUYMBAET PUCK TPaBMaTUYECKOTO TOBPEXAEHMUSI MPU BeIeHUM
aHecTe3MM, TaK KaK MHOI'MEe aHeCTe3MOJIOIMUecKye IT0CO0MS CBSI3aHbI
C MaKCMMa/IbHbIM pa3rubaHuem iieu. B aTom ciaydae HY>KHO TIPUHSITh
criellajbHble Mepbl IIPeIOCTOPOKHOCTM. VIHTYOMpOBaTh JIOmei C
MIIC [momkeH OIBITHBIN Bpay, MMEIOIIUI OIpene/ieHHble HaBBbIKU.
EcmM mamueHT momaJl B KPUTUUECKOM COCTOSSHMM B OOJIBHUILY,
HEeoOXOIMMO COOOIIUTh aHeCTe3MOJI0Ty, YTO BO3MOKHbBI IIPOOIEMBI C
meeit u uHTyOamueii. [IpIxaTeabHble MYTH, KaK IIPaBUJIO, CYKEHDI,
II09TOMY MOKET IMOTPeO6OBaThCSI SHAOTpaxeaJbHas TPYyOKa MEHbIIIETro
nuameTtpa. Cama yCcTaHOBKA TaKoii TpyOKyM - OUeHb TPYAHBII TIpoliecc,
BO3MOKHO, ITOTPeOYeTCsT UCII0/Ib30BaHMe rMOKOro 6POHX0CKOIIA.

HecTabMIbHOCTD HIETHOIO OTHEe/a IT0O3BOHOUYHMKA KOPPEKTUPYETCS C
TIOMOIIbIO OTepalum (eiHblin crioHanaones). C moMoIbi0 KOCTHBIX
(parMeHTOB MM UCKYCCTBEHHBIX MaTepuajioB (OpMUpPYeTCs OIopa,



o0beIMHSIONIAs 1BAa BEPXHUX MO3BOHKA M OCHOBaHMe yeperia.
Oprassbl cinyxa

HejipoceHcOpHasi ¥ KOHOYKTMBHAs TYTOYXOCTb B OOJBIIMHCTBE
ciTyyaeB MOTYT KOMITEHCHMPOBAThCSI MOAOOPOM CJIYXOBBIX ammnapaToB
(cmyxoBble  MMIUIAHTBHI  cpemgHero  yxa). [Ipm  4yacTeix oTuTax
MPOBOAMUTCSI IUIYHTMpPOBaHMe OapabaHHBIX TMOJAOCTeN s OTTOKa
SKUIAKOCTU.

CepaedyHo-cocyaucTras cucrema

l3-3a pa3BUTHUS KIalaHHBIX AUCHYHKIINI HEpeaKo peKoMeHIoBaHa
KOHCYJbTAlMSI ~ KapauoxXupypra [IJisi  pelleHuMs  BOIpoca O
HeoOXOOMMOCTM IIpOTe3MpOBaHMSI KjIamaHOB cepaiia. l3-3a yvacTo
pasBMBAIOUINXCS  HapylleHuit puUTMa CTaBUTCSI  BOIpPoOC 00
MMIUIAHTaMUM KapauoBeprepa-aeduopuiasTopa.

ubekuyun

BaskHO, 4TOOBI OCYIIECTBJISUICSI XOPOIIMIA yXOH 3a 3ybaMy, TakK Kak
paspylieHHble 3YObl MPUUMHSIOT CUIbHBIN OUCKOMMOPT U SIBJISIOTCS
ouaramu uH@ekuunu. HeobxoauMo peryasspHO UUCTUTb 3YObl,
MCIIO/Ib30BaTh pPacTBOPBI OJjs1 IojJocKaHus. Ho maxke mpu camoit
TIIATENIbHOI 3a00Te 0 3ybaxX, MOTYT pa3BUBATbCSI BOCHAIUTEIbHbIE
Tpoliecchl. Pa3apaskUTeNlbHOCTD, IIJIa4U ¥ 6€CITIOKOCTBO MHOIIA MOTYT
ObITh €IMHCTBEHHBIMM CUMIITOMaMM IIpobiseMm c 3ybamu. Ilepen
OIlepaTUMBHBIM JIedeHMeM 3yOOB IIallMeHTaM, Y KOTOPBIX VYiKe
OMAarHOCTMPOBAHO IIOpakeHMe KJIalaHoOB cepAlla, Heob6Xoaum
NpoPUIaKTUUYECKUI TIPYEM aHTUOMOTUKOB A0 U MOC/Ie JeYeHUsI. DTO
BBI3BAHO TE€M, UTO HEKOTOpbIe OAKTEPUM M3 POTOBOJ ITOJOCTU MOTYT
MIPOHUKHYTh B KPOBOTOK M BbI3BaTh MHQEKIMOHHBIN ITpollecc Ha
MopakeHHOM KiamaHe. Ecau HeobGXomuMmo yhajieHue 3yba 1of
a”HecTesyel, 5TO [O/DKHO OBITh CHOeJaHO B OOJbHUIIE, a He B
CTOMATOJIOTMYECKO} MOJUKIMHMKE, II0J HAOJII0JeHMEM OITbITHOTO
aHecTe31ojI0ra 1 3yOHOTOo Bpayva.

Jleuenne OaHambHOro OPBU y maimeHToB ¢ MIIC sydiie Takxke
MMPOBOJAMUTD ITOA, NIPUCTATbHBIM BHMMaHueM Bpaua. CiemgyeT MOMHUTD
00 0COOEHHOCTSIX MpMMeHeHMs CTaHIApTHBIX IIperapaToB Yy 3TOi
IPYINbl  OOJbHBIX. Hampumep, Takme nexkapctBa, Kak RO6
AHTUTMCTAMMHHBIE MMpenaparbl, MOTYT CYIIUTb CIU3UCTYIO, Oeast ee
TOJIIe, MPOTUBOOTEUHbIE MJIM COCYHOCY>KMBAKOIINME CpencTBa MOTYT
TOBBICUTh KPOBSIHOE [AaBJIEHME U CY3UThb KPOBEHOCHBbIE COCY[bl, YTO
Hekenate/bHO ipyu MIIC.



3-3a 0cOOeHHOCTEN CTPOEHMSI MO3BOHOUHMKA UM TPYIHON KIETKH,
raiyeHTaM ¢ MYKOIIoJMcaxapumo3omM I Tuma cioxHee CIIPaBUTHCS C
mH@eKIIMen, eI OHa 3aTparuBaeT JIETKMe, II03TOMY Bpauy Jaxke IIpu
He3HAUMTEIbHOM MHPEeKUIMM MOTIYT Ha3HAYaTh aHTUOVOTUKNA.

Yro6bl HOPMAa/JIM30BaThb  LMPKY/ISILMIO BO3OyXa B  JIETKUX,
peKOMeHAYyeTCsI ¥ MOpO@UIAKTHMUYECKM, ¥ BO BpeMsi OOJIe3HU
MIPOBOAUTD UTPhI C MbIJIbHBIMM ITy3bIPSIMM, BATO, COIOMUHKAMM [IJISI
HallMTKOB, OyMaXXHbIMM TlakKeTaMM U JOPYyTUMM [peaMeTaMu
(BO3OYIIHBIMM IIapamMy, MsiYaMM), TPEOYIOIIMMM aKTUBHOM pPabOThI
IbIXaTeJbHOI cucTteMbl. [IjisT HOeTeii IlocTapiie, [Jisi TOAPOCTKOB
MOKHO pa3paboTaTh YIpaKHeHUsI MIJIsT pacTsDKeHMs MBbIIIL, TPYIHOIA
KJIETKM, UYTOObI POAMUTENNM MOIJIM CAaMOCTOSITEIbHO 3aHMMAThCSI C
IEeTbMMU.

[TaccuBHBIE yIpaskHEHMSI [JISI TPYAHOV KIETKU MPUMEHSIIOTCS [IJis
OO0NMBHBIX C OCTPbIMM MHGEKUMSIMM IbIXaTeIbHBbIX MyTel WIN s
MaleHToOB, KOTOpble He MOTYT CaMOCTOSITETbHO JIBUTAThCS.
YrpakHeHMsI TOMOTalT 6oee 3pdbekTUBHOMY OTHeneHunio ciusu. K
HUM OTHOCSITCS TIOTSITMBAHMSI, PACTSIKeHUSI, TIOTPSIXMBAHMSI, MacCax U
BUOpaIIUN.

HueroTepanus

CrierianbHas IMeTa He CMOXeT IpPeaoTBpaTuTh HakoruieHne I'Al', Tak
KaK OHU CUHTE3UPYIOTCS B KJIeTKaX, a He IIOCTYHaloT C MNUIIeN.
[TosTomy orpannuenus B auere naumeHtam ¢ MIIC He HYXHbI, HeTU
IO/KHBI IUTATHCS B COOTBETCTBUM C BO3PACTHBIMM ITOTPEOHOCTSIMMN.

[TaToreHeTmnuyeckas Teparnmns

Ong MIIC Tun 1 paspaboraHa crienuasbHasi ¢GepMeHTHas
3aMeCcTUTeTbHas Tepanusi

Db deKT oT Tepanmy BO MHOTOM 3aBUCUT OT TOr'O, KOTrJa ObIJIO HAUaTO
JeueHme. BmecTe ¢ BpauoM HeOOXOOMMO Ilepel, HayaJloM
dbepMeHTHOI 3aMeCcTUTEeIbHON Tepamnuyu OOCYIUTh BCE BO3MOXXHBIE
pucKky, 1mobouHbsle 3(PAEeKThl M INIAaBHOE — OXKUAAHUS OT JIeUeHMS.
BakHO MMOHMMAaTh, UTO BBedeHMe (hepMeHTa He MO3BOJUT BbLIEUUTH
3aboseBaHue, 1ieb Tepanuyu — 3aMedjuTb Iporpeccuio 6ome3uu. Te
nedopmalium, KOTopbie yke chopMUpPOBaINCh, Tepariust He UCIIPaBUT,
MHQY3MOHHAsI Tepamnusi He 3aMeHUT HeoOXOmVMble XUPYpPTUIecKue
BMeIlaTe/IbCTBA.



TpaHCHHaHTaHI/IH KOCTHOI'O MO3ra/TeMONO3TUYECKUX CTBOJIOBBIX
KJIETOK

PekomeHnoBaHO rnpoBeneHue TI'CK mammenTam ¢ cuHapomom I'ypiiep
IO OOCTVMXKEeHMSI BO3pacTa [OBYX JieT T[PpU HOPMAaJbHBIX WU
CcyGHOPMaJTbHbBIX TTIOKa3aTesIx pa3BuTus nureuiekra (DQ>70). OgHuM
1“3 Haubosiee 3HAUMMBIX 3(GEKTOB TpPAHCIUIAHTAIIUM SIBJISIETCSI
COXpaHeHMe MHTEJVIEKTYaJlbHOTO pa3BUTUSI  [eTel, UMelIux
TSIKEJIbI TeHOTUII, aCCOLMMPOBAHHBIN C Cepbe3HbIMU YMCTBEHHBIMU
paccTpoiictBaMu. Y 9TUX IaIMEeHTOB ObIM OTMeUeHbI CyIlleCTBEeHHbIe
M3MEHEeHMsI yepT Juia (YMEHbIIeHMs MPOSBIeHMII rapromwimsma’),
yay4dllleHue WM CTabuamnsanusi CcepaeuyHO-COCYOUCTOM CUCTEMBI.
OmHako M3MeHeHUS CKejleTa COXPAaHWINCh, B HEKOTOPbIX CIaydasix
OTMEYaJIOCh AaXke yXyOlleHue CUTyauuu. Y MHOTUX T[alMeHTOB
HaOMoma/0Ch  yiaydilleHue  3/eKTpopeTMHorpaMMbl  (QYHKIIMS
ceTyaTKu) yepes 1-2 roma mocie repecagk KOCTHOTO MO3ra, OJJHAKO
nocjienyione HabmomeHusl TMoKasaliu, YTO C TeuyeHMeM BpeMeHMU
MIPOUCXOINUT yXyaleHue. He OGbIJI0 OMyYeHO OJHO3HAYHBIX JaHHBIX O
BJIVSIHUM TIepecafKy KOCTHOIO MO3ra Ha CTeleHb I[OMYTHEeHUS
POTOBUIIBI.

Henb3ss He OTMeTUTb, 4YTO cama IIpoleaypa IIPOBeIeHMUS
TpaHCIUIQHTALM} JOBOJIBLHO PUCKOBAaHHA [JIS MAIMEeHTa, B CBSI3U C
YaCThIMU OCJIOKHEeHUSIMMU, BbI3BAHHBIMMU «OTTOPKEHVEM»
TpaHCIUIAHTAHTa OPraHM3MOM OOJIbHOTO.

[TosoBas 3peyocThb U 6pak

[Tompoctkm ¢ cuHgpomom [I'yprnep-lleite wn Illeite I1pOXOOAT
HOpMaJIbHbIe CTaAUM MOJIOBOTO CO3PeBaHMsl, OOHAKO HAUMHAETCS OHO
HEeCKOJIbKO ITO33Ke.

Tabnuiia 1 - ITnaH obcnenoBadms nanyeHToB ¢ MIIC I

MccneposaHusa [MepBoHavanbHas Kaxable Kaxable Kaxable OaviH
oueHka 3 mec 6 mec 12 mec pa3

B 2
roga

lMprem Bpaya-reHeTmka X X

MoaTBepxaeHne gnarHosa X

AHaMHe3 6onesHu X

KnnHunyeckmi 0CMOTp X X

TepanesTa

Pocr, BeC, OKPY>XHOCTb X X

rosloBbl




BbIHOCNMBOCTb (6-1
MUHYTHbI TECT X0Abbbl)

OcMOTp HeBposiora

OcmMmoTp Bpava-
Helpoxupypra

KomnbloTepHass Tomorpadwus
mnm MPT ronoBHOro Mo3sra

KorHutneHoe TecTupoBaHue

(DQ/IQ)

dnekTpo3aHuedanorpamMmma

CKopoCTb HepBHOM
nposogmMMocTtu/ DMl

OcmoTp Bpayva-
OTOpMHONApUHronora

OcMoTp cypaonora

AyanomeTpus

OcMoTp odTanbMonora

OcTpoTa 3peHuns

OCMOTp rnasHoro gHa

WccnepoBaHue porosuLbl

OcMoTp nynbMOHOOra

oBA

MccnepoBaHue cHa/
nonvMcoMHorpacdums

OcMOoTp Kapauonora

DnekTpoKapaMorpamMma

Oxokapaunorpadus

OcMoTp opToneaa

PeHTreHorpadumn ckeneta

Y31 opraHos 6prowHom
nonoctn; ob6beM ceneseHkw,
neyeHu

OcmoTp Bpayva-
dusnoTepanesTa

Mpnem Bpava no neyebHoM
busKynbType

OcMoTp Bpayva-cToMaTosiora

NabopaTtopHble
nccnenoBaHus

Onpepenenne M'Al




Broxumnueckui aHanus X X
KpoBM
(anaHMHaMMHoTpaHcdepasa
(AJTT),
acnapTataMmMHoTpaHcdepasa
(ACT), obwmn wn npsmon
6nnnpy6uH, XOJIeCTEPVH,
Tpuranuepuabl)

3aboneBaHue He BAMSET Ha GepTWIbHOCTb, HO JKEHIIMHAM C TSKeJIOi
dbopmoit 3abomeBaHMS MHOIMIA CJIOKHO BBIHOCUTDH pebeHKa B CBSI3U C
TSDKeJIBIMM HapyLIeHUSIMM CO CTOPOHBI cepAlia U ckeieta. B mupe u B
Poccumt ecTb ceMby, MaTepy KOTOPBIX POIMIM HECKOIbKO 340POBBIX
nereii. IlosToMy Bce BOIIPOCHI, CBSI3aHHbIE C OEPEeMEHHOCTbIO U
poIaMu HY>KHO pelliaTh MHAMBUIYAIbHO.

Bce metu or poputeneii ¢ cu”Hapomom [ypenp-lleiie wu Ileiie
SIBJITIOTCSL HOCUTeNsIMM 3aboieBaHMSsI, HO He OOJIeIOT, eCclu BTOPOiL
popuTesnb 340POB.

OTopbix

[TarimeHTam ¢ MSTKo¥ opmoii 3a6osieBaHMSI HEOOXOAMMO HAYUUThCS
OBITh HE3aBMCUMMBIMM OT CBOMX ceMeit. He pmaBaiiTe peGeHKY,
MIOIPOCTKY 3aMKHYThCS B cebe. EMy HYXHBI Ipy3bs, OOIlleHUE U
HaBbIKM CAMOCTOSITe/IbHO SKU3HUA.

ITOCKONIBKY [AeTU ¢ MSITKOM QOopMOii CMHAPOMa MMEIOT HOPMaJIbHbINM
MHTEJIJIEKT, HeOoOXOAMMO TPWIOKUTb BCe YCUIMS, UTOObI OHU
TIOTYYMIM XOpoliiee o6pa3oBaHue.

B kaxmom u3 PETMOHOB OIIpeaeI€eHbl JieyeOHbIE YUpexXaeHus, B
KOTOPbBIX IMaOMEHTbhI IIOJIYUYAalOT WM IIaTON€HETMYECKOEe JIieueHle U
IIPOXOoOAiAT BCe HeO6XO,ZU/IMbIe ucciegoBaHMsd.

Y3HaTh O0JIbIIIe

B Mupe eCTb MHOTO OpraHu3saluii, KOTOpble MOI'YT IIOMOYb BaM HATU
OTBeThI Ha JitoOble BOITPOCHI, CBSI3aHHBIX C MYKOIOIMCaXapua03aMu:

MexgyHaponHasi OpraHusalus II0 MYKOMNOoJucaxapupo3am: WWW.
mpssociety.org

MekayHapoOHbINi MOPTa] II0 peakuM O0oje3HIM www.orpha.net
(http://www.orpha.net)

EBpomeiickasi opraHusaiys, o6bequHs0IIas MalyeHTOB C Pa3HbIMMU
penKumMmu 3a6071eBAaHUSIMU EURORDIS www.eurordis.org
(http://www.eurordis.org)


http://www.orpha.net/
http://www.eurordis.org/

[loMHUTE, UYTO aKTMUBHAS IMO3ULMUS CaMUX MALMEHTOB — 3ajior
YCIIEIIHOM M CYaCT/IMBOM KU3HU!

Ob1ecTBeHHbIe opranmsanuu 1 GoHabl Poccum

MIIC I Tumia BXOOMUT B mepedyeHb opdaHHbIX 3a00eBaHMit, JeueHne
KOTOPBIX MPOBOAUTCA 3a CUET CpencTB rocygapcrsa. Ilomoub
nalyeHTaM TMOJYYUTh JiedyeHue, IIOBBICUTb MHMOPMMUPOBAHHOCTD
0011IeCTBA O penKux OO0Me3HSX, a TaKXKe J00MBAThCS IPOIBIKEHMS
3aKOHOHATEeIbHBIX MHMIMATUB B 00sacTu opdaHHBIX 3a001eBaHMIA
MOTYT OOIlleCTBEeHHbIe OpraHu3alyuu. B ceTu MHTEpHET BbI CMOKETe
HaliTM MHGOpPMAIIMI0 O HECKOJIbKMX OOIIeCTBEHHBIX OpTaHMU3alMsIX,
KOTOPBIE TIOMOTA0T CEMbSIM C MYKOTIO/IMCAaXapUIa03aMu.



IIpunoskenue I'.

IIpunosxkenmne I'l. Knaccudurammus
MYKOIIO/IMCaXapua0o30B.

Kinaccuduraiys MyKOIIOaMcaxapum030B.

MMNC Moatun CnHapom leH depMeHTHbIN aedekT Nokyc OMIM
I MMAC I l'ypnep IDUA Oedvunt anbda-L- 4p16.3 60701
H naypoHuaasbl
MMC I lN'ypnep-Lerie 60701
H/S
gIﬂC I LWewne 60701
II MMAC II XaHTepa IDS Jednunt wunaypoHat-2- Xq28 3099(
cynbdaTasbl
ITI MMC CaHdwununno 2529(
ITIA SGSH Oedwnunt  renapaH-N- 17g25.3
cynbdaTasbl
MMNC NAGLU Oedvumnt N-auetun-a- 17g21.2 2529:
I11B D-rntoko3amMnHnaasbl
Oedwvunt N-auetun-a-
rnoKo3aMnHMAasbl
MIMC HGSNAT | [Oedwvumnt renapaH-a- 8p11.21 2529:
ITIC rIOKO3aMUHUA N-
aueTunTpaHcdepasbl
MIMC GNS Oeduunt N- 12q14 25294
ITID aLeTUIrIOKO3aMUH-6-
cynbdaTasbl
v MIMC Mopkuno GALNS Oeduunt 16q924/3 2530(
IVA ranakTro3aMmmnH-6-
cynbdaTasbl
MMNC GLB1 Oedvunt B- 3p21.33 25301
IVB rasakTo3naassl
VI MMC VI MapoTo-Jlamun ARSB Oeduunt N- 5gq14.1 2532(
aueTuranakrosaMmnH-4-
cynbdaTasbl
VII MIMC Cnas GUSB Oedvunt B- 7q921.11 25322
VII rNOKYpoOHMAa3bl
IX MMNC IX HepocTaTouHOCTb HYAL1 Dedbvunt 3p21.31 6014¢
rmanypoHuaasbl rmanypoHumaasbl

ITpunokenue I'2. Beipa>keHHOCTb
KIMHN4YecKux mnposisjieauin MIIC1I B



Ppa3HOM BO3pacCTe

BbIpa>keHHOCTb KIMHMYeckux rposisiaenunit MIIC I B pasHOM Bo3pacTte

Cucrtema CuMnTOoM Oetn MoapocTtkn/
B3poOcC/ible
CepaeyHo-cocyauncras KapanommonaTtusa + +
YTonweHune CTBOpPOK +++ +++
KnanaHoB
LUHC HapyweHue noseaeHus ++ ++
LlepBukanbHas Mmmenonatms ++ ++
M'apouedanus ++ ++
3ajepXKa U OTCTaBaHue B +++ ++
pasBuUTUMn
Cynoporu + ++
HapyweHune rnotaHms + +
MuweBaputenbHasa [Ownapes + +
cucrtema
[enaTtocnieHomeranms +++ +++
OpraH cnyxa MoTeps cnyxa ++ ++
Peunansupytowmnii cpegHnn ++ ++
oTUT
OpraH 3peHus Ounctpodus ceTuatkm + +
MoMyTHeHMe porosuubl + +++
CkeneTHo- HectabunbHocTb aTtnaHTo- + +
MblleYyHas OKLMNUTANIbHOrO COYIeHEHUS
TyHHenNbHbIN KapnanbHbIi ++ ++
CUHAPOM
py6bble yepTbl nnua +++ ++
Oucnnasua TbC ++ ++
MHOXeCTBEHHbI AM30CTO3 + +
pbixun +++ ++
KoHTpakTypbl cycTaBoB +++ ++4+
Kndos ++ +
Makpouedanus +++ ++
[ObixaTenbHas O6CTpyKTUBHOE amnHoO3 BO +++ +++
CHe
PectpukTnBHoe 3abonesaHue + +
nerkux
O6cTpyKkums BEPXHUX +++ ++4+
AblXaTeNbHbIX NyTen
Cneumanb- [epmaTtaH cynbdaT B Moye ™ ™
Hble  nabopaTopHble
TecThbl




lenapaH cynbdaT B MOYe ™ M

MaypoHuaasa W W

O6wmwme FAT B Mo4e ™M M

IIpunoxenue I'3. YacToTa nnpoBegeHus
oo0cienoBaHua y nauuenToB ¢ MIIC I Tuna

WccneposaHus MepBoHayanbHas Kaxable Kaxable Kaxable OavH
oueHKa 3 mec 6 Mec 12 mec pa3

B 2
roga

[Mpuem Bpaya-reHeTuka X X

lMoaTBepxaeHne gnarHosa X

AHaMmHe3 6onesHun X

KnunHuyeckuni oCMOTp X X

TepanesTa

Poct, Bec, OKpyXHOCTb X X

rosoBbl

BbIHOCJ'IVIBOCTbl X X

OcMoTp HeBponora X X

OcmoTp Bpauva- X X

Henpoxupypra

KomnbloTepHas X X

Tomorpapus umnm  MPT
rofI0OBHOrO Mo3ra

KorHntnsHoe > X X
TectnpoBaHue (DQ/IQ)

3nekTpo3aHuedanorpamMmma X X

CKopoCTb HEepBHOM X X
nposoamMMocTtu/ DMl

OcmoTp Bpayva- X X

OTOPWHONApUHrosiora

OcMoTp cypaonora X X
AyanomeTtpus X X
OcmoTp odTanbMmonora X X
OcTpoTa 3peHus X X

OCMOTp rnasHoro gHa X X




MccneposaHne porosuubl X X
OcMoTp nNynbMOHOOra X X

OB X X
MccnenoBaHune cHa/ X X
nonmMcomHorpadums

OcMoTp Kapauonora X X
SneKTpokapanorpamma X X
Oxokapauorpadus X X
OcMoTp opToneaa X X
PeHTreHorpacdun ckenera X X
Y3 opraHoB 6ptolHOM X X
rnosiocTu; obbem

ceneseHkKn, neyeHu

OcmoTp Bpauva- X X

dunsmoTepanesTa

Mpuem Bpaya no neyebHoOMm X X

duskyneType

OcmoTp Bpayva- X X
cTomaTosnora

JNabopaTtopHble

nccneaoBaHms

Onpeapenenve F'Al X X
Bunoxmmunueckni aHanus X X

KpoBM

1-[Ins merein crapiie 3 jieT; pacCTOsSIHME, IPOVIEeHHOe 3a 6 MUHYT
(TpeanoOYTUTEbHBIM SIBJISIETCSI TOT XK€ MPOMEXYTOK BpeMeHM, YTO U B
MpenpIiAyInMx  TecTax OSTOro  IalMeHTa); YUUIO  CTyIeHeMH,
MPOMOEeHHbIX BBepX 3a 3 MMHYThHL. OLIEHMBAIOTCSI II0Ka3aTe/ln
catypauum SpO2, YA, YCC no u mociie HarpysKu.

2-DQ unu KoadbduiimeHt ymcrBeHHoro passutus (KYP) - croco6
CpaBHEHMS MHTEJJIEKTYaJIbHOIO Pa3sBUTUSI, CBOICTBEHHOTO JaHHOMY
BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEN pebeHKa IT0 OTHOLIEHUIO K ero
CBEPCTHMKAM), C XPOHOJOTMUYECKMM BO3pacToM ((paKTUUeCcKUM
BO3pAaCTOM pebeHKa).

KYP paccunThiBaeTcCsl OejieHMeM MHTEeJIeKTyaJbHOTO BO3pacTa Ha
XPOHOJIOTUYECKUIM M YyMHOXeHMeM Ha 100 gy mosnydyeHUs Le/Ioro
unciaa. CpenHmii KO3POUIIMEHT YMCTBEHHOTO Pa3sBUTUSI IJIsT JIIOOOTO
Bo3pacTta cuutaetcs: paBHbiM 100.



IIpunoxxkenmne I'4. Tect 6 MUHYTHOM
x0ab0bI (6MWT)

Ha3BaHue Ha PyCCKOM SI3bIKe: TECT 6-MUHYTHOM XOIbObI

OpurnHanbHoe Ha3BaHMe (ecau ectb): The six minute walking test
(6MWT)

Hctounuk (opuiinaabHbIi CaiT pa3pabOTUMKOB, MyOIMKAIIUS C
Banmupaumein): Laboratories, A. T. S. C. o. P. S. f. C. P. F. (2002). "ATS
statement: guidelines for the six-minute walk test."” Am ] Respir Crit
Care Med 166(1): 111-117.

Twurn (MoguepKHYTb):
IIKaJIa OLeHKU
VHIEKC

BOIIPOCHUK

Apyroe

HasHaueHue: ompenesieHNe BbIHOCIMBOCTM TAIMEHTOB C LIeJbI0
oLleHKM 3¢ PeKTUBHOCTU Teparmmu

CogepskaHue (11a0JIOH): B TeCTe OIEHMBAETCS AMUCTAHLMS B MeTpax,
MIPOiAeHHAs MalMeHTOM 3a 6 MUHYT 0e3 BhIHYKIeHHbIX OCTAHOBOK.

Kimrou (MHTeprperaius): IIPOBOAUTCS CpaBHEHME C pe3y/lbTaTaMu
TecTa, IPOBeIeHHOTO paHee (10 Havaja Tepanuy, Ha GoHe Tepanuu u

1)

6MWT - TecTt 6-MMHYTHOV X0oabObl (6 minutes walking test,
6MWT)

Cnenyer MOMHMTB, YTO [Ji HAaHHOI'O TeCTa MMEIOTCS Cienyloliue
abCcoMIOTHbIE  IIPOTMBOIIOKA3aHMSI: HeCcTabwiIbHAs CTeHOKapAus
HaIpsoKeHuss M MHGaApKT MMOKapAa, OAaBHOCTbIO A0 1 Mecsia.
OTHOCUTENbHBIMM IIPOTUBONOKa3aHMsIMM SBsSOTCSI: YCC Bbiie 120/
MUH B IOKOe, cuctonmdeckoe Al >180 MM.pT.CT. ¥ OMACTOIMYECKOE
Al > 100 mm.pr.ct. CrabwibHas CTeHOKapaus He SBJSeTcs



abGCOJIIOTHBIM ITPOTMBOIIOKA3aHMEM [JIs1 TIPOBEIEHMSI TeCTa, OJHAKO
ero cjenyeT MPOBOAUTb C OCTOPOXXHOCTbIO, Ha (QoHe mpuema
AHTMAHTYMHAIbHBIX IIPEIIapaToOB I10 IIOKAa3aHMSIM.

Ecmu mauyeHT HaXOOUTCS Ha IMOCTOSIHHOM KMCJIOPOIHOJ MOIIepiKKe,
CKOPOCTh TIOJauM KUCAOpOAA IIpM IIPOBeOEeHMM TecTa [OJ/IKHA
COXPAHSTHCS B COOTBETCTBUM C ITPeAIIMCaHMEM Bpayua, Ha3HAUYMBIIETO
1 KOHTPOJIMPYIOLIETO TePAIMIO.

[IpoBefeHMe TecTa HeOOXOAMMO HeMeIJIEHHO MpPeKpaTUTb B Ciayuyae
TIOSIBJIEHMS :

1. bonu B rpynu;

2. HermepeHOCUMOI OZIBIIIKMN;

3. Kpamriiu B HOTax;

4. Pe3Koit HeyCTOMUMBOCTY U TIOLIATbIBAaHMSI IIPU X0lIb0e;

5. Upe3mepHOro NOTOOTAE/IEHNS;

6. Pe3Kkoro n3MeHeHMsI IIBeTa KOSKHBIX TTOKPOBOB (61eHOCTH).

6MWT mpoBOoguTCSd B IOMeEIeHWM, XOPOIIO 3HAKOMOM MallieHTy,
MMelIeM OOCTAaTOYHO JIMHHBIA KOPUIOOP C TBEPIABbIM IOKPBITUEM.
IIMMHA TIPOXOAMMOro IyTU OOJKHA COCTABJISITh He MeHee 30 MeTpOB C
pasMeTKOM Kaxable 3 MeTpa, a TakKKe TOYKaMyu II0BOPOTOB/
Pa3BOPOTOB.

[lalieHT TMoOgyYaeT WMHCTPYKLIMIO O HeOOXOOMMOCTU UATU C
MaKCUMaJIbHO BO3MOKHOJ CKOPOCThIO (HO He 0OexXaTh) B TeueHue 6
MUHYT.

B TecTe ouleHMBaeTCs1 AUCTAaHLIMS B MeTpax, HpOﬁﬂeHHaH INIaogyeHToOM
326 MUHYT 6e3 BbIHY>KOE€HHBIX OCTAHOBOK.

IIpunoskenue I'5. 3a6op
ouomarepuaia ajsi JTUarHOCTUKU B
IIITHaAX KPOBU



KpoBb co6MpaeTcs Ha CTaHAapTHYHO

kapTouky-dbunbtp ( N2 903), koTopas
npuMeHsieTcs ans CKpUHUMHra = o
HOBOPOXAEHHbIX B Poccuiickon
degepaumn MW aHaNoOrM4Hy  Ans
MoJly4eHUs Cyxoro nsitHa kposu. KpoBb
Ha e e

MOXeT O6biTb, Kak kanunnapHas (u3
nanbua, nNATKM), TaKk UM BeHO3Has.
BeH03Ha;| KpOBb COGMpaeTcg B ® Kanau gonsHs NOAHSCTERY NPONHTaTE KPYEKA L CIE_DETHI}FI CTOPOHE
npo6MpKy, AKKypaTHO nepeMelinBaeTca *  He kacaATecs ABNACTH, NPONHUTARHOR KPOBLKY

M 3aTeM 6bICTPO C MOMOLULID MUMNETKU
HaHocuUTCA Ha ¢unbTp no 25-50 Mkn

KpoBU Ha Kaxayto BblAENEHHYIO
obnactb. Heobxoanmo X0poLlo
nponuTatb BblAeNeHHY obnactb Ha
dunbtpe (puc. 1). MpeanoytTutenbHoO

cobumpaTb 0bpa3ubl nocne eabl Yepes 40

MUHYT - 1 4ac. BO3MOXHO Takxe
OCYLLECTBUTb 3a60p KPOBU M HaTOLLaK. PucyHok 1. O6paseyn nNpaBUIbLHOrO HaHeCEHUS KpOBM
Ha Kapgque-q)Manpe obsA3aTensLHo Ha KapToO4Ky-dunbTp
OO/KHbI 6bITb YeTKO ykasaHbl ®NO, kem — =]
M OTKyAa HanpasneH rnauumeHT, pJaTa N, PN TN T P
poxaeHus u TenedoH nedyaulero Bpava I VI | | ! v ! |1
(pucyHok 2). ‘\ ]\ I\ I\ I\ I
O6paszeu Cyxoro naTHa KPOBM me? Ml N N N
BK/IaAbIBAETCS B YMCTbIN KOHBEPT, 1160 203 i 2023-10 OODBO2OAWO0
B unCTbi dann. Kaptouka-dunbtp He KparwTs npw +2 - 425 C*
OO/DKHA  conmpuKkacatbCad C  rPsA3HOMU
NOBEPXHOCTbIO M C obpasuamum Apyrux
naumMeHTos. Heob6xoAnMMO NPUAOKUTbL K
obpa3uamM MHGPOPMUMpPOBaHHbIE COrnacus
nauneHTa nm ero 3aKOHHbIX
npeacrasuTenen Ha nposegeHune N
nabopaTopHbIX UCCea0BaHNin [54] 6 [}[]1[]508

D Nawwenra

LAty pos e L0372 BIATHA KDOEM Maona

0 Bpaa

AMY J Nopoa f Appec

E-rmail sparaa
TesedoH nparia

Tect
[Jwatipn [Jrowne [Jrome [Jmncy [Juse-cra [Jusesis

Dcrwinn‘l CHpatebr, Ny

PucyHok 2. O6pasev kapToykn-bunbTpa

AnroputM OEeMCTBUM MEOUIIMHCKOIO IIepCOHa/ia IIPU B3ATUU
00pasoB KPOBU

® BBIMBITb PYKM (TUTMEHUYECKUI YPOBEHb), HAZIeTh [IepUaTKU;

e BBIMBITh PYKM IallMeHTa (IISITKY pebeHKa, B CIydyae, eciy KPOBb
b6epeTcs U3 MSTKN);

e IIpoTepeTh 00JIaCTb IIPOKAJbIBAaHMSI CTEPUIbHOI candeTKoii,
cmoueHHO 70% CImMpTOM, MPOMOKHYTH CYXOM CTepUIbHOM
candeTkoii; - ITPOKOJIOTh CTEPUJIbHBIM OO HOPa30BbIM
ckapuduKaToOpoM,;

® CHSTH IIEPBYIO KAIIK KPOBU CTEPUJIbHBIM CYyXMM TaMIIOHOM;

® MTKO HaJaBUTh AJIS IOJTyYeHUS BTOPOI KaIlivi KPOBU;

* IIPWIOKUTD IIEPIIEHAUKYISIPHO TeCT-OJIaHK K KaIule KpPOBU U
TIPOIMTATh €r0 KPOBbIO HACKBO3b;

* QHAJIOTMYHBIM 00pa30M HAHECTM Ha TeCT-O/laHK 6-8 Karleylb, BU/
TISITEeH KPOBU JTO/IKEH ObITh OIMHAKOBBIM C 00€MX CTOPOH.

® BBICYIIMTH TECT-0JIaHK B TOPM3OHTAIbHOM ITOJIOKEHUM Ha UMUCTON
00e3KMPEeHHO} IIOBEpPXHOCTM He MeHee 4 4 06e3 MNpUMEHEeHUS



TeIJIOBOV 00pabOTKM ¥ TTONagaHys IPSIMbIX COJTHEUHBIX JTyUelt;
* yIIaKOBaTh TeCT-0jJaHKM B UMCThII KOHBEPT TaKMM 00pPa3oMm, UTOObI
IISITHA KPOBY HE CONPUKACAINCH.

Oco6eHHOCTH TP MHQPY3MOHHOI Tepanmumn

HekoTopble malyeHTbl MOTYT MOJy4YaThb MHGY3MOHHYIO Teparmio,
repejBaHMe KOMIIOHEHTOB KPOBM, UTO MOKET OKa3aTh BIAMSIHME Ha
pe3ysbTaTbl TeCTOB. Hampumep, npu IepeaMBaHUM IJ1a3Mbl KPOBU
MOTYT OBITh IIOJTYY€HbI JTOXKHO-OTPUILIATEIbHbIE PE3Y/IbTaThl, TaK KaK
orpenesnsieMble (hepMeHTbI HaXOASTCS B IJIa3Me U B KJIeTKaX KPOBI.
PekoMeHyeTCsl OCYIIIeCTBUTh 3a00p KpoBu Ajst depmeHTHOM 1 [THK-
IMarHOCTUKM He 9 paHee yeM uepe3 6-7 IHeN IOC/Ie IepeauBaHUS
IUIa3Mbl KpOBU U yepe3 7-10 gHel 1ocie rnepeimMBaHus KOMIIOHEHTOB
KpPOBU

He momyckaeTcst 3a60p KpoBU

e Cpasy mocjie MpoBeaeHus NauyeHTy MHQY3MOHHONM Tepamnumu;
® Cpasy nocjie 3aMeHHOTr0 MepeBaHusI KPOBHA.

XpaHeHMe ¥ TPAaHCIIOPTUPOBKA OMoMaTepuasia

OG6pasiipl BBICYIIEHHBIX IMSITEH KPOBM MOXKHO XPaHUTb B OOBIYHOI
KaMepe xonmomuiabHuKa npu +40C mo ormpaBku. CPpOK XpaHeHUs [0
MOMEHTa OTIpPaBKM He NO/DKeH MpeBblllaTh 7 AHe. Eciium XpaHuThb
nosibllie ¥ TIpu Oojiee BBICOKON TemIeparype, TO aKTUBHOCTb
dbepmeHTa Aaske B HOpMe MOKET CHUXXAThCS, YTO MPUBEIET K JIOXKHO-
TIOJIOKUTENIbHBIM Pe3yJIbTaTaM.



