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Cnmcok cokpameHni
AJIT — anannHaMuHOTpaHcdepasa;
AP — anneprudeckasi peakius;
ACT — acmapraramuHoTpancdepasa ;
I'AI' — rImMKo3aMHHOIIMKAHEL,
KT — xommbrotepHas Tomorpadus;
MIIC — myxkononucaxapuaos;
MPT — mMarHuTHO-pe30HaHCHas TOMOrpadus;
CCC — cepaedHo - cocyaucTasi CUCTEMA;
TI'CK — TpaHcIIaHTauuy reMOIO3TUHYECKUX CTBOJIOBBIX KJIETOK;
V31 — ynbTpa3ByKOBOE HCCIIEJOBAHUE;
OB/l — GyHKIUS BHENIHETO JBIXAHUS;
®3T — ¢epMeHTHAs 3aMeCTUTEIIbHAS TEPAITHSI;
OKI' — snektpokapauorpadus;
OHMI" — nsnektponeiipomuorpadus;
3x0-KI' — sxokapauorpadmus;

O0I' — anexrpodHiedanorpadusi.



TepMHuHLI U onpeneJIeHus

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

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

Myxkononucaxapuno3sl (MIIC) - rpynmna HaciaeICTBEHHBIX Ooie3Hell 0OMeHa BEIIeCTB,
CBSI3aHHBIX C HapylleHHeM Metabonu3ma riauko3amuHorankanoB (I'AlY), npuBomsmee k
MOpaXEHUIO OpraHoB M TKaHed. OOycloBlIeHbl JaHHbIE 3a00JEBAaHUS MYTAIUSIMH T'€HOB,

KOHTPOJUPYOIUX TPOUECC BHYTPHUIN30COMHOI'O TUAPOJIN3a MAKPOMOJICKYII.



1. Kparkas nHpopmanus

1.1 Onpeneaenue

Myxkononucaxapuno3 | tuma (MIIC 1) - HacmencTBeHHast JIM30COMHasi OoJe3Hb
HaKoIUIeHUs, 00ycioBiieHHas aeuiuTom GepMeHTa anbda-L-uaypoHnuassl 1 MPOTEKaromas ¢
Pa3IMYHBIMH KJIMHUYECKHMHU TPOSBICHUSAMU: 33JEPKKOW pPOCTa, YMCTBEHHOH OTCTAJIOCTBIO,
MOpa)keHHUEM HEPBHOM CHCTEMBI, CepICYHO-JICTOYHBIMU HAPYLICHUSMH, TeNaTOCIIICHOMET e,
MHOXXECTBEHHBIMH ~ JTU30CTO3aMH, IIOMyTHEHHEM pOTOBHIBI. Bce BhlIenepeyncieHHbIe
NPU3HAKH TIPUBOIAT K WHBAIUAM3AINHU, a MPH TSDKEIOM TEYCHUH OOJIE3HH - K JICTaIbHOMY

ucxony [1].

1.2 DTHOJ0rMA  IATOreHe3

[Mpuunnoit MIIC I Tuma siBisieTcst MyTamus B TeHe, KOIUPYIOMIEM JTH30COMHBINA (PepMEHT
anbda-L-unyponunazy. Tun  HacnemoBaHusi:  ayrocoMHo-peneccuBHbIl. ['en  IDUA,
KOAUpYIoIuii anbda-L-uaypoHuaa3y T0KaIM30BaH B XpOMOCOMHOM obnactu 4p16.3.

N3-3a cHMKEHHS aKTUBHOCTH ()EPMEHTa MPOUCXOAUT HAKOIUICHHWE PA3IUYHBIX THIIOB
Al u pa3BuBaercs coMaThueckass MaHudecTanus B BHJIE JIMIEBOIO AHCMOphuU3Ma,
renaToCIVICHOMETaIMK, MOpPaXEHUsl CepAlla, [bIXaTeIbHOW CHUCTEMbl, U3MEHEHUH CKelleTa,
HEBPOJIOTUYECKONW CHMITOMATHKH, TeMaTOJOTHYecKHe U O(TaibMOJOTHYECKHE HW3MEHEHUS.
Bapuabensnocts MIIC onpeaensercss THIOM HaKarJIMBaeMOro cyOCTpara MpH HEIOCTATOYHOMN
nerpagauuu Al mpu MIIC [ Tuma npoucxXonuT HaKOIUIEHHWE TenapaHcyibpaTa Hu
nepMaTtaHcynbgara. Hedunut anbda-L-ugypoHugazsl MOKET TPHUBECTH K Pa3BUTHIO
pa3INyYHbIX (PEHOTHUIIOB OOJIE3HU, 00YCIOBINBAs OTINYHS B TSDKECTH CHMIITOMATHKU. Beienstor
TpU KimHUYeckuX (eHorumna [3,4,5]:

-cunapom ['ypnep (mykononucaxapunos [ H - sbkenas popma),

-cunapom Ileite (mykononucaxapunos I S - nerkas ¢popma)

-cunapoMm I'yprnep-1lleiie (mykononucaxapuno3 I H/S-npomexyrounas popma)

1.3 nuaeMuoaorus

Myxkononucaxapuao3 I Tuna — 3To naH3THUYECKOE 3a00JI€BaHNE, €r0 YacTOTa COCTABIISAET
1:100 000 noBOpoxaAeHHBIX. [TpubnusnutensHo 50%-80% manueHToB UMEIOT TSDKETyIo (Gopmy
3aboneBanusa. MIIC I H/S cunapom ['ypnep-llleiie BcTpeuaercs ¢ MOMyNISIIIMOHHONW YaCTOTOMH
1:100 000 - 1:500 000 HoBOpOXKAeHHBIX; MIIC I S cunapowm Illeite - 1:500 000 HOBOPOKIACHHBIX

[6,7] OI[HaKO, HY)XXHO YYHUTBIBATH, YTO CYHICCTBYCT OIIPCACIICHHAA INOIPCIIHOCTL B OIICHKC



pacpoCTPaHEHHOCTH PAa3IUYHBIX (DEHOTUTIOB 3a00JI€BaHUS, YTO MOXKET OBITh CBSI3aHO C OoJiee

YaCThIM BBISIBJICHMEM UMEHHO Tsokenbix ¢popm MIIC 1.

1.4 Oco0eHHOCTH KOAMPOBAHUA N0 MEKIVHAPOAHOW  CTATHCTHYECKON

K.]IaCCI/I(l)I/IKaIII/II/I 00J1e3Hel M MP00JieM, CBSI3AHHBIX CO 310POBbEM

Cormacao MKB10, 3aboneBanue oTHocUTCS K Kiaccy IV, 0ojie3HSIM 3HIOKpUHHON
CHUCTEMBI, pacCTpPOMCTBY MNHTaHUS ©  HapylmieHWo obOmeHa BemectB, E76.0 -

Myxkononucaxapunos | Tumna.

1.5 Knaccudukanus

B COOTBCTCTBUH C ,Z[eq)I/ILII/ITOM/OTCYTCTBI/IeM JIN30COMHBIX Q)epMCHTOB,
COOTBCTCTBYHOIIMM I'CHHBIM I[e(I)CKTaM H TSHKECTU KIIMHUYECKOH CUMIITOMAaTHUKH, BBIACIAIOT 11

tunoB MIIC (npunoxxenwne I'1).

1.6 Knnauyeckas KapTHHA

B mnacrosimee Bpemss MIIC I paccmarpuBaercss kak 3abosieBaHHE € KOHTHHYYMOM
KJIMHUYECKMX  (EHOTUIIOB, pa3jIMYaOIUXCAd [0 BO3pacTy MaHM(pecTaluu, TIKECTH
KJIMHUYECKUX MPOSBICHUI U CKOPOCTH MTPOTPECCUPOBaHMs 3a00JIeBaHMs y TalueHToB [ 1-5].
Takum 00pa3oMm, TOBOJBHO YCIOBHO BBIICISIOT TsOKEIyi0 (opMmy 3a0osieBaHUs (CHHAPOM
I'ypnep), ¢ Manudecranueii Ha NepBOM TOAy JKU3HHM, C MPOTPECCUPYIOLIEH KapIuo-
pECIMPATOPHON HENOCTATOYHOCTBIO U SIPKO BBIPA)KEHHON HEBPOJIOTMYECKOW CUMIITOMATUKOM; U
Markyto gopmy (curiapomsl ['yprep-Llleiie u Illeiie), mpu KOTOpOH CHMOTOMBI MOSBISIOTCS B
Bo3pacte 4-10 sner u OoJe3Hb MEIJIEHHO MpPOrPEeCcCUpPYET, MPU STOM HEKOTOpbIE MallMEHTHI
JTIO’)KUBAIOT JI0 B3POCIJIOTO BO3pPAaCTa.

C yderoM TpaJUIMOHHO MCIIONB3YEeMOH Kiaccu(UKaluy, HUXKE HPUBEACHBI XapaKTepHbIE

kianHnYeckue npusHaku 1t MIIC 1 paznuusbix Gopm.

Myxkonoaucaxapuao3 tun I S - jerkas popma

Cunonunmsl: curzpom Illeite, MIIC I S - nerkas ¢popma.

OCHOBHBIE KJIMHUYECKHE MPOSBICHUSA: OrpyOsJeHHe uYepT JIuIa, TYTOHOJBM)KHOCTH CYCTaBOB,
MHO>KE€CTBEHHBIH TU30CTO3, TOMYTHEHHE POTrOBUIIHI [3,4].

Bremmnwuit Bua. IlepBele mpu3Haku 3a00seBaHUs MOSBISAIOTCS B Bo3pacte 3-8 ser. IlanueHThI
TUIEPCTEHUYECKOT0 TEJIOCIOKEHUSI ¢ CHIIBHO Pa3BUTONH MYCKYJIATypoOH, YepThl JHla IpyoOble,
XapakTepeH MIHUPOKUN POT C MyXJBIMU I'yOaMu, HIKHAS nporHaTtus. [locTeneHHO pa3BHBaeTCs
OTpaHMuYEHUE [IBIKEHUM B CycTaBaXx BEpPXHHMX KOHEYHOCTEH, a TaKXkKe TYromnoABUKHOCTH,

BO3HUKILIKE U MPOTPECCUPYIOIINE KOHTPAKTYphI CycTaBoOB Kucteil. Hanbomnee BrIpa)keHHBIMH BCE



CHUMIITOMBI OOJIE3HM CTAHOBSTCSA K MEPHOJY IOJOBOrO Co3peBaHMs. BO3MOXKHO NOBBIIIEHHOE
OBOJIOCEHHE, KOPOTKAas 1Ies.

KoctHas cucrema: MOXKeT oTMedaeTcsi HeOOoJbIIas 3aiepkKKa pocta. MHOKECTBEHHBIH TU30CTO3:
JUCIUIa3Usl JIMLIEBOTO 4epemna; IUIOCKas [EepeHOCUla, IIMPOKO PpAcCTAaBJIEHHBbIE IJa3a,
YTOJILIEHHbIE T'yObl, I'MIIOIUIa3MPOBAaHHAs HUXKHSS YENIIOCTb, MAaKpOIJIOCCUS M THIEpIUIa3us
JIECEH, KOpOTKas Iesi, CrubaTesibHble KOHTPAKTYypbl W TYIONOJBHUKHOCTb KOHEYHOCTEH, C
BO3PACTOM TNPUCOCIMHSIETCS OOJIE3HEHHOCTh CYCTAaBOB PYyK W CTON, € (OPMHPOBAHUEM
«KOTTUCTOM JIambl» M TOJIOW CTOTBI, BaIbI'yCHOU nedopMainueil KOJCHHBIX CycTaBoB. Hepemko
pa3sBUBAETCA  TYHHEIBHBIM  CHHIPOM  KApHNAJIBHOIO  KaHajga, KOTOPBIM, Hapsaagy ¢
TYTOIIOJIBUKHOCTBIO, IPUBOAUT K OTPAaHUYEHUIO (DYHKIIUM BEPXHUX KOHEUHOCTEH.

Oprasbl JAbIXaHUS: YacThle peCHHpATOpHBIE 3a00JIeBaHUS B BUAEC PUHHUTOB, OTHTOB. BO3MOXKHO
pa3BUTHE OOCTPYKTUBHBIX 3a00JI€BAaHHI JbIXaTEIbHBIX YT, CHHAPOM OOCTPYKTUBHOTO aITHO?
CHa.

Opran 3peHus: OTMEYaeTCsl paHHEEe HEPaBHOMEPHOE IOMYTHEHHE POroBULbl. B nanbHelimewm,
00br4HO nociie 30 siet, pa3BUBAETCs IIayKoMa, TUIMEHTHas aucTpodus ceryatku. Peqko - oTek
JIICKA 3pUTENILHOTO HEPBA.

IlenTpanbHas HEpBHAsA CUCTEMA: ICUXOMOTOPHOE Pa3BUTHE 3aMEJIEHHOE.
KpanuoBepreOpanpHblii cTeHO3 pa3BuBaercs y mauueHToB ¢ MIIC BeneactBue rumnoriazuu
3y0oBuAHOTO OTpocTka C2 TMO03BOHKA, AaTIAHTOAKCHAJbHOW HECTAaOMIBHOCTH, OTJIOKEHUS
MYKOIIOJIMCAaxapyuJI0B B TBEPJOM MO3roBoi 000J70YKE M 3aJHEl MpOJOJIIbHOM CBSI3KE, YTO B
JaIbHENUIIEM NMPUBOAUT K KOMIIPECCUOHHOM MHUENONATHU Ha 3TOM YPOBHE, M Kak CIJIEJCTBHE,
pa3BUTHIO OyIbOAPHBIX HAPYILIEHUH, IIEHTPAILHON JbIXaTeIbHOM HeJO0CTaTOUHOCTH. CHUMOTOMBI
MOTYT BKJIIOYaTh HapylIEHHE MOXOAKH, MBIIIEYHYIO cIa00CTh, HEYKIIOKECTh NMPU COXPAHHBIX
MOTOPHBIX HaBbIKaX U JUCPYHKIIMIO MOUYEBOTO ITY3bIPSL.

KaprianbHbIil TYyHHEIBHBIN CUHAPOM — 4YacTas HEMPOMATHs CIABJICHHS Y MAIMEHTOB B BO3pacTe
or 5 g0 10 mer m B3pocibix. IIpum OTCyTCTBHUU Jle4eHUS MOXKET NPUBECTH K HEoOpaTHUMOM
KOHTPAaKType TUCTAJbHBIX MEX(alaHrOBBIX CYCTaBOB, a TaKXe K HapyLUICHUIO WU TOTepe
YYBCTBUTEJIHLHOCTH TEPBbIX TPeX MalbLIEB W Mape3y MBI TeHapa. K coxaneHunto, marueHThbl
penKo coo0IIaT 0 00JIEBBIX ONIYIIEHUSX, IOKA HE IPOUCXOAUT NOTeps HYyHKIUH.
CeplieuHO-cocyiuCTasi CUCTEMA: XapaKTepHbl HEJOCTATOYHOCTh M/MJIM CTEHO3 KJIAIIaHOB cep/ia
(MUTpPaJIBHOT0, A0PTAILHOTO, TPUKYCIUAAIBHOTO U JIETOYHOTO0).

KenynouHo-kuiieyHas CHUCTEMa: OTMEYAIOTCS IaxOBO-MOIIOHOYHBbIE M IYMOYHBIE TPBIKH,
HEYacTo — IeNnaToCIJIEHOMETalIMs, B pAHHEM BO3pacTe -Auapes.

Myxonoaucaxapuno3 tun I H/S - npomexxyrounas ¢popma



Cunonumsl: Cunapom ['ypraep-Ieiie.

OcHOBHbIE KIMHUYECKHE MPU3HAKU: JUIEBbIE TUCMOPGUHU, TYTOMOABHKHOCTh CYCTaBOB,
HHU3KOPOCIIOCTh, TOMYTHEHUE poroBulis [1, 2, 5,7].

Bremnuii Bua: mepBbIe CHUMIITOMBI OOJIE3HH TMOSBISIOTCS K BO3pacty 3-5 jer. XapakTepHSHI:
ckadonedanus, makpouedanus, 3amnapiias NepeHOCULI, TyXJIble TyObl, TOMYTHEHHE POTOBHIIbI,
MUKpPOTHATHs, YMEPEHHBIN TUIIEPTPUXO03, YTOJIIIEHUE KOKHBIX TOKPOBOB.

KoctHas cucrema: Ha mepBOM ToJly >KM3HH POCT B IpeAesiax HOPMBI, 3aT€M TEMIIbl pocTa
CHW)KAIOTCS,  OOYCJIOBIMBAasi  HU3KOPOCIOCTh.  TenociokeHWe  JAMCIPONOPIHOHATBHOE.
MHoxecTBeHHBIH  Au30cTO3, ckadouedanus, makpouedanus. Banbrycusie npedopmanmu
TOJICHEW HE3HAUYMTENIbHO BBIPAKEHBI. YMEPEHHO OIpaHMY€Ha IOABMKHOCTb B CYCTaBaXx,
OTIPECIIIOTCS TU30CTO3bI, 00UK000pa3Has TpyiHas KIETKa, KH()OCKOINO03, TUTIEPIOPI03.
Opranbl JpIXaHUS: YaCThIe pECIHUpATOpPHBIC 3a00JIeBaHWUS B BUJC PUHUTOB, OTHTOB,
runeptpodus HEOHBIX MUHJAIUH. BO3MOXXHO pa3BUTHE OOCTPYKIHMM JbIXaTENbHBIX MyTEH,
CTEHO3 FOpPTaHHU.

Opras 3peHus: TOMYTHEHHE POTOBHUIIBI.

LlenTpanpHasi HEpBHAs CHCTEMa: OTMEYACTCS 3aJIepKKa TEMIIOB IICHXOPEYEBOTO Pa3BHUTHS,
MO3)Ke TMOsBIsACTCA TiyOokas neMeHnus. KpaHuoBepTeOpaiabHBII CTEHO3 W MHUEIOMATHs
pa3BuBaercs y mnauueHtoB ¢ MIIC BcrnenctBue rumomnasuu 3y00BUIHOTO oOTpocTka C2
MO3BOHKA, AaTJIAHTOAKCUAIbHOW HECTaOMIBHOCTH, oTioxkeHuss ['Al’ B TBepaoii MO3roBoif
000J10YKe W 3agHEH MPOJOIBHOM CBSI3KE, YTO B JAJIbHEHIIIEM MPUBOIUT K KOMIIPECCUOHHOM
MHUETIOTIATHM Ha O5TOM YpPOBHE, M KakK CIEJCTBUE, PA3BUTHIO OyIb0apHBIX HapyIICHUH,
LHEHTPAJIbHOW JbIXaT€IbHOM HEAOCTaTOYHOCTH. CHMOTOMBI MOTYT BKIIOYAaTh HapylIEHUE
MOXOJIKH, MBIIIEYHYIO0 CIa00CTh, HEYKIIOKECTb MPHU COXPAHHBIX MOTOPHBIX HAaBBIKAX H
TUCHYHKIIMIO MOYEBOTO Iy3bIpsi. TYHHENBHBIM CHHAPOM - CHHAPOM 3aIlICTHOTO KaHala,
cooOmaromasics Tuaporedanus. XapakTepHO pa3BUTHE MAaXUMEHUHTUTA B IIEHHOM OTIETeE,
MPUBOSAIIETO K CAABICHUIO CIIMHHOTO MO3Ta U MOCJIEYIONIEH MUEIONATHH.
Cepaeuno-cocynucras cucrema: CepaedHO-COCYIUCTas CUCTEMA: XapaKTepHbI HEOCTATOYHOCTh
W/ CTEHO3 KJIAalaHOB cepma (MUTPATbHOTO, a0PTAIBHOTO, TPUKYCIHIATEHOTO U JISTOYHOTO).
Bo3MoxHBI HapylieHWs pUTMa W TMPOBOJAMMOCTH, PEAKO- KapAMOMHOIATHS BO3MOXKHO
apTepualbHas TUTIEPTEH3HUS.

KenynoyHo-kuIleuHass CUCTEMa: Te€NaTOCIIEHOMETalvs, MaXxOBO-MOIIOHOYHBIE U ITYIOYHbIE
TPBIKH.

Kak u mpu OOJIBIIMHCTBE PEIIECCUBHBIX OOJIE3HEH KIMHUYECKHH MOTMMOP(OU3M OTpeaesieTCst

OCTaTOYHON aKTHBHOCTBIO (I)epMCHTOB N BJIMACT Ha TAKCCTb TCUCHHA U BO3PACT ,[[eGIOTa. B



3aBUCUMOCTH OT BO3pacTa Ae0lTa T€ WIM HMHblE KIMHUYECKHE NPOSBICHHUS MOTYT HMETb
Pa3IMYHYI0 CTENEHb BBIPAKEHHOCTH. BbIpakeHHOCTh KiMHUYeckux mposiienuid MIIC 1 B
pa3HoM Bo3pacTe MOXxeT BapbupoBath (IIpunoxenue 12).

Myxkonoaucaxapuaos I H - tsizkenas ¢popma

Cunonnmsl: cuazpom ['ypaep, [lpaynmnepa-I'ypaep cuaapom.

OcHOBHBIE KJIMHMYECKHE IPOSBICHUS: 3alepikKa IICUXOMOTOPHOTO DPAa3BUTHS, YMCTBEHHAs
OTCTAJIOCTh, IPyObIe YEPTHI JIMLA, TOPOKH KIIAMIAHOB CEP/La, TOMYTHEHHE POTOBHIIBI, 3a7epiKKa
pocTa, TYronoBHKHOCTh CycTaBoB [1-3].

VY nanueHToB ¢ cuHApoMoM ['yprep nepBble KIMHUYECKUE NPU3HAKU 3a00JIeBaHUs NOSBIISIOTCS
Ha TIEpBOM TroJly KU3HHU. B psne ciydaeB, yke ¢ pOXICHHMsS HaOJIOJAIOTCS HE3HAYUTEIbHOE
YBEJIMYEHHUE TI€YEHH, MYNOYHbIE WM MaXOBO-MOIIOHOYHBIE I'PbDKU. XapaKTepHblEe M3MEHEHUs
YyepT JIMLA M0 TUILY «Taproujan3May CTaHOBSTCS OYEBUIHBIMU K KOHILy IIEPBOrO rojia KU3HU.
Hpyrumu Hambosnee 4YacTbIMH MaHU(ECTHBIMM CHUMOTOMAaMM SBISIOTCS TYTONOABHXKHOCTh
MEJIKUX U KPYIHBIX CYCTaBOB, KH(O3 MOSCHUYHOTO OT/eja IO03BOHOYHHMKA (TOSCHUYHBIN
«rulyc»), XpOHUYECKHE OTUTHI M YacThle MHPEKIIMOHHBIE 32a00JIeBaHMsI BEPXHUX JBIXaTEIbHBIX
nyreii. [lo wmepe mporpeccupoBaHusi  3a00JIEBaHHMS  NMPUCOCAUHSIOTCS  CUMITTOMBI,
CBUJICTEJILCTBYIOIIME O BOBJICYEHMH B NATOJOTMYECKHM MpollecC BHYTPEHHHUX OpPIaHOB,
CepAeYHO-JIETOYHOM, LIEHTPAIbHOM U Iepu(epruuecKoil HepBHOM CUCTEM.

Benymumu HEBpPOJIOTMYECKUMHU CHMIITOMAaMH SIBISIOTCS CHM)KEHHE WHTEJUIEKTa, 3aJepiKKa
pPEYEeBOro pa3BUTHS, U3MEHEHUS MBIIIEYHOTO TOHYCA, CYXOXKMJIBHBIX PEQIIEKCOB, MOPa’KeHUs
YEeperHbIX HEPBOB, CMEIIAHHAs M HEHpOCEHCOpHas Tyroyxoctb. Yacto HabmonaeTcs
nporpeccupyloiiee HoMyTHeHue porosuiisl. [lanuenTsl morudarT o0bMHO B Bo3pacTe 10 10 et
OT OOCTPYKIIMHU ABIXaTENIBbHBIX ITyTeH, peCIUPATOPHBIX MH(EKINH, cep/IedHON HeA0CTAaTOUHOCTH.
Bremnuil Bug. Y HOBOPOXIEHHOTO XApPAKTEPHBIX IMPOSBICHUN HE OTMEYAIOT, CHMIITOMATHKA
yalle BCEro pa3BHUBAETCS Ha MEpPBOM Toay (C 2 MecdlleB, MHOI/A - MO3Xke). XapaKTepHbI
W3MEHEHHUs 4epT JIMLA N0 TUIlY «TaprOoMIM3May, KOTOPBIE CTAHOBSTCS OYEBUIHBIMU K KOHILY
NEepBOr0 Tojla >KM3HM: OOJbIIas TroJ0Ba, BHICTYMAIOUIUE JOOHBIE OYIphl, IIMPOKUE CKYIIBI,
3amaBlIasi MEPEeHOCHI]a, KOPOTKHME HOCOBBIE XOJbl C BBIBEPHYTBIMU KHaApYXH HO3JIPSIMHU,
MOJIYOTKPBITBIM POT, OONBIION S3bIK, TOJCTBHIE T'YOBl. XapakTepHa 3aJepikka (MaKCHMallbHBIM
pocT coctaBisieT okojo 110 cMm), KOTOpBIH MOJHOCTBIO OCTaHaBiIMBaeTcs K 2-5 rogam. [lpu
HU3KOM POCTE Yy A€TEl OTMEUYAETCS TUCIPONIOPLUOHAIBHOE TEI0CI0KEHUE, KOPOTKAsI 1Iesl.
Kocthas cucrema: Co cTOpoHBI KocTHO-cycTaBHOW cucrembl npu MIIC [ BeisBasercs
MHOKECTBEHHAs! CUMIITOMAaTHKa. Y BCEX NAIMeHTOB (OpPMUPYETCS TYTOMOJBHUXKHOCTH BCEX

IPYII CyCTAaBOB, B pe3yJibTaTe KOHTPAKTYp MeK(aTaHIOBBIX CyCTaBOB M YKOPOUEHHs (ajaHr,



obpasytotrcs nedopmaruu KucTed 1o Tumy "Kortucto mambl'. Tazo0enpeHHbIE CyCTaBbI
c(hOpMUpPOBaHbl HEMPABWIBHO, TOJOBKM OEJAPEHHBIX KOCTEH MajeHbKUE, YIUIOUIEHHBIE HU
y3ypUpOBaHHEIE, XapakTepHa coxa valgum. [ToaB3momHbIe KOCTH MPHOOPETAIOT " TPEYroIbHYIO"
negopmanuio. PeHTreHomorndeckue W3MEHEHMs, BUAMMBIE Tpu cuHIpome [yprep,
OMMCHIBAIOTCA KaK MHOXECTBEHHBIN AM30CTO3. (s NIMHHBIX TPyOUaTHIX KOCTEH XapakTEpHO
pacuiupenre auadu30B, PEHTTEHOJOTHYECKH HEMpPaBUIbHO MpOsBIAIOmUecs MeTahusbl U
smudu3bl. KITrOUHIbl YKOPOYEHBI, YTOMIICHBI. PeOpa OMUChIBAIOTCS KaK «BECIOOO0pa3HBIC», MX
BepTeOpaIbHBIE KOHIIBI CYXKEHBI, @ CTEPHAJIBHBIC - YTONIIEHBI U pacmupenbl. Dananru KUcTel u
CTOIl YKOPOYEHbI, UMEIOT TpamneuueBuIHy0 (hopMy U pacuimpensbie auapusbl. DopmMupyroTces
wiatucnoHauus, kudos, xkudockonnos3. [103BoHKM pacuIMpeHbl B MOMEPEYHUKE, BBICOTA HX
yMeHblIeHa. B yuactkax, rae copmupoBan kudo3 mim Kudockoano3, BESIBICHO HEIOPa3BUTHE
MIOTIEPEYHBIX OTPOCTKOB IMO3BOHKOB MM UX "A3bIK000Opa3Has” aedopmarius.

LlenTpanpHas HepBHas cucteMa. [Iporpeccupyromiye NCUXUYECKUE PACCTPONCTBA XapaKTEPHBI
it cuaapoma ['yprep, B To Bpems kak npu msarkux ¢opmax MIIC 1 (cunapomsr I'ypnep-Iletie
u llleile) MHTEIEKT NAlMEHTOB IPAKTUYECKHM HE CTpajaeT WM HaOMIOJAIOTCS JIErKUe
KOTHUTHBHbIE HapylieHus. [IcuxomoTopHoe pa3BuTHe npu cunapome ['ypiep uaer ¢ 3aMeTHbIM
BO3pPAcCTHBIM OTCTAaBaHUEM M JIOCTHIaeT MAaKCUMAJIbHOI'O Pa3BUTHS Ha YpoBHE 2-4 JIeT, 3aTeM
OCTaHABIIMBAECTCS U MEPEXOAUT (BMECTE C MOTOPHBIM Pa3BUTHEM) B CTAJHUIO perpecca, J0CTUras
nojsHOM JemeHuMM. OJHAKO CHUCTEMATUYECKHE 3aHATHS, HAIPaBICHHBIE Ha pa3BUTHE
KOTHUTHUBHBIX (YHKIUH, CIIOCOOCTBYIOT 0OoJjiee JUIMTEIbHOMY COXPaHEHHUIO HWHTEIJIEKTa.
[ToBeneHueckue HapyUIeHHUs: perpecc KOTHUTUBHBIX (YHKUMH Hapsaay c TsDKENOM morepeit
CllyXa, HEJOCTAaTKOM CHA, BBI3BAHHBIM OOCTPYKTHBHBIM alHO?, OKAa3bIBAIOT CYILECTBEHHOE
BIMSHME Ha TnoBeaeHHe pebeHka. [lo Mepe HapacTaHusi KOTHMTHUBHOro JeduuuTa K
TUIEPAaKTUBHOCTH U arpeccUBHOCTHU IPUCOEAUHSIOTCS ayTUCTUYECKHE YEpTHI.
MenankaMeHTO3Hasi Tepamnusi, HalpaBieHHAss Ha KOHTPOJIb pa3pyLIUTEIbHOTO MOBEIEHUS, 4acTo
obiBaeT HeaddekTuBHON. [lporpeccupyromas coobmaromiascss Tuapouedatus SBIseTCs
HanOoJiee 4acThIM CHUMIITOMOM CHHJpoMma ['ypiep u peaxo BcTpedaercss MpH MATKHX (opmax
MIIC 1 tuna (cunppomax ['ypnep-llleite u Ileite). [Ipum cpaBieHuHn CHUHHOTO MO3Ta,
BBI3BAHHOTO YTOJIIIIEHHEM €ro 000JI04YeK MJIM HeCTAaOMJIbHOCTHIO aTJIaHTOAKCHAJIBLHOTO CYCTaBa,
OTMEYAIOT: HAapyIICHHWE IMOXOJKH, MBIIIEUYHYI0 CIAa00CTh, HEYKIIOKECTh MPU COXPAHHBIX
MOTOPHBIX HaBbIKax M AUCHYHKIMIO MoueBoro my3bips. [Ipu Tsokénoit gopme 3aboneBaHus
4yacTo HaOJI0IAI0TCS CYAOPOTH, YTO TpeOyeT NMPOBEJACHHS OLIEHKH HEBPOJOIMYECKOTo CTaTyca.
VY manueHtoB co ciabo BBIPAKEHHBIMU KIMHUYECKUMH MpPHU3HAKaMU CYIAOPOKHBIM CHHAPOM

BCTPCHACTCA HaMHOI'o peiKe. HpOFpGCCI/IpOBaHI/Ie 3a00JIeBaHUS COMMPOBOKAACTCA
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TeHEPATN30BAHHBIMU  TOHHUKO-KIOHMYECKUMH IapOKCU3MaMH, KOTOpbleé OOBIYHO XOpPOLIO
HOJIat0TCS MOHOTEPAIIUM aHTUKOHBYJbCaHTaMu. KapnanbHblil TYHHEIbHBIA CUHAPOM — YacTast
HellponaTHs CAABJIEHMs y NAalUMeHTOB B Bo3pacte oT 5 10 10 ser u B3pocnbix. [Ipu oTcyrcTBUN
JCYCHHUSI MOXKET TPUBECTH K HEOOpaTUMON KOHTPAKTYPE MAMCTAIBHBIX MEXK(paIaHTOBBIX
CYCTaBOB, a TaK)Xe€ K HApYIICHUIO WU IOTEPEe YYBCTBUTEIBHOCTH IEPBBIX TPEX MajlbLEB U
nape3y MbI TeHapa. K coxaleHuto, ManueHTbl peKko COOOIIaT O OO0JEBBIX OLIYLICHMSX,
MOKA HE MPOUCXOIUT MOTEPs PYHKIIUU.

Cepaeuno-cocyaucrast cucrema: BcenenctBue otnoxkenuss ['Al' ¢ paHHero Bo3pacra KilallaHbl
cepAlla YTOJIIAIOTCS, BO3HHKAeT perypruranus, Jmbo creHo3. B psne ciydyaeB BO3MOXKHO
dopMupoBaHUEe TUNEPTPOPUM MBIIIEYHON TKAaHU Ceplla, yMEHbIIEHHE €€ 3JIACTUYHOCTH,
HapyIlIeHWEe IPOBOAUMOCTH, TIOPAKEHUE KOPOHAPHBIX apTEPHl.

Yarme BCTpeuaeTcst MaToJIOTHs KIAMaHOB cepAla (HeAOCTaTOYHOCTh M/UIN CTEHO3 MUTPAIBHOTO,
AOpPTaJIbHOIO, TPUKYCIHUJAIBHOTO M JIETOYHOro KiamaHoB). lmeer MecTo mopaxeHue
KOPOHAapHBIX COCYJIOB. Marucrpainbible cocyabl y mnanueHtoB ¢ MIIC Moryr wumerh
YTOJIIICHHBIC CTCHKHU, HO IIPU 3TOM OBITE CY)KCHHBIMH WJIM JUJIATHPOBAHHBIMU. B cBsa3u ¢
CYKCHHUEM apTepI/Iﬁ, Y TaKUX MAaOUCHTOB IMOABJIAIOTCA KIMHHUYCCKU BBIPAKCHHAA apTCpUajibHaAA
THUIICPTCH3US. Bo3moxno paciiupeHuc BOCXOI[?IHIGﬁ 4YaCTH aOpThl, U 3HAYUTCIIbHOC YMCHBIICHUC
9JIaCTUYHOCTU CTEHOK aopThl. [Ipm kapauomuonatuu  (MHGWIBTPATUBHON) BBIABIISETCS
runeprpodus MHOKapja WIM JWiaTalMs Kamep cepiua. Mimeer MecTo HapylleHHe puUTMa U
IIPOBOJIMMOCTH CEpALA. Teuenue cepaeunort HemoctarouHoctd (CH) mpu MIIC umeer
MPOTPECCUPYIOIINN  XapakTep. TpyAHOCTM JUArHOCTUKKM JTOrO0 COCTOSHUS CBSI3aHHBI C
HEeCTIeUU(UYHOCTBIO KIMHUYECKOM CHMIITOMAaTHKH, OTCYTCTBHEM >Kajlo0, XapaKTepHBIX
NPU3HAKOB HapyIIEHUs KPOBOOOPAIIEHUS HA PAHHUX ATarax €€ pa3BUTHS.

OpFaHBI AbIXaHUWA: 4aCThIC pECIINMPATOPHBIC 3a00JIeBaHus B BUJIC PUHUTOB, OTUTOB. Haxomnnenune
'AT' B MuUHIanuHaX, HAATOPTAHHUKE, a TAKXKE B Tpaxee MPUBOIAUT K YTONIICHUIO U CYXKEHUIO
JIbIXaTeNbHBIX MyTeH W pa3BUTUIO OOCTPYKTHBHOrO amHo3. OpraHbl 3peHUs: NOMYTHEHHE U
NUIMEHTHAs JEeTeHepalns poroBHIbl, rinaykoma. CepaedHO-COCYAUCTas CUCTEMA: XapaKTEPHO
YyTOJIIIEHHE  KJIAllAaHOB, CY)KEHUE apTepHil, Hapacrarolias pUTHAHOCTb  MHOKap/a,
KapAMOMHUONATUH, apTepuanbHas runepToHus. C BO3pacTOM MOXKET Pa3BUTHCS CepledHas
HEJ0CTaTOYHOCTb.

KenynouHo-kuieyHasi cucTemMa: renaToCIuIEeHOMETalts, Auapesi B paHHEM BO3pacTe. IyIoYHas
W/WIIH TTaxoBast TPBIKH.

Ha mo3mHux craausx y JAeTed BBIIBISIOT TYTOYXOCTb, CHUKEHUE 3pEHHsS U YMCTBEHHYIO

OTCTaJIOCTh.
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2. I[narnocnnca, MECAUIHMHCKHUE IIOKA3AHUA U IIPOTUBONIOKA3AHUA K

NPUMEHECHHUI0O METOA0B THATHOCTHKH
Juacnoz MIIC mun | ycmanasnusaemcs Ha  OCHOBAHUU — COBOKYNHOCHIU:
AHAMHECTNUYECKUX OAHHBIX, KIUHUYECKUX OAHHDBIX, Pe3YIbmamos 1ab0pamopHo20 UCCie008aHUs.
(buoxuMUUeCcKo20 U MONEKYIAPHO-2EHEMUYECKO20 aHANU3a).
Jugppepenyuanvras ouacnocmuka nposooumcs ¢ opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, HNO30OHUMU DOPMAMU 2AHSTUOZUO0308, MYKOIUNUOO3OM, HEUHPEKYUOHHLIMU

noauapmpumam, Snupuzaprvimu oucniasusmu [5, 7].

2.1 ’Kaa00bl 1 aHAMHE3

Ilpu coope anammesa u dHcanod pekoMeHOO8AHO 0OpAMUMb BHUMAHUE HA CAEOYIOUUE
AHCanoObL U AHAMHECUYeCKUue coobImusl:
—  OMACOWEHHDBIL CeMelMblll AHAMHe3 (CXOOHble CUMNMOMbL ) POOHBIX Opamves u
cecmep npobanoa, OIUKOPOOCMBEEHHbIU OPAK),
—  HU3KUU pocm,
—  oepybneHue uepm auya,
—  yacmole pecnupamopHbvie 3a001e6aHUsL;
—  CHUdICeHue clyxa,
—  CHUDICEeHUe 3PeHUsl;
—  MHOJCecmeeHHblll 0u30cmo3 (Oepopmayuu uepena, 2pyoHolU KIemKuU, NO360HOUHUKA,
KOHeyHocmell),
—  HapyweHue 0CaHKu - Kugpos, cKoauos,;
—  peyuousupyrowue epbloicu (daue 08yCmopoHHue);
—  nomymHeHue po2osuybl,
—  yxyouleHue nepeHoCUMOoCmu Yu3ULecKux Hazpy3oK;
- cnabocmob 8 KOHEUHOCMAX,
—  MY20n008UNHCHOCb 8 CYCMABAX,
—  mpyoHOCMU NOObeMA U3 NOJONHCEHUS CUOs U NEXHCA;
—  U3MeHenue NOXOOKU,
—  HeloBKOCHb MENKOU MOMOPUKLUL
—  HapyweHue KOHMPOJs 3a PYHKYUAMU MA308bIX OP2AHO8,
—  anHo? 60 CHe.

—  JKanobwi u anammnes maxaice onucamol epas’c)efze CKIIUHUYEeCKas Kapmunay .
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2.2 PuzukajJnLHoe 00cJIe10BaAHNEe

IIpu ocmompe Heobx00uMo 0b6pamume HUMAHUE HA OCHOBHbIE KIUHUYECKUe NPOABTIeHUs
MIIC I:

—  2pybvle uepmol 1uya;

—  HUBKOPOCIOCMb;

—  MY20N00BUINCHOCHb CYCMABOS,

—  NOMYMmHeHUue pocosuybl;

— eenamomezanus,

—  cnieHome2anus;

—  NAX080-MOUIOHOUHbBIE U NYNOUHBLE 2PbIHCU (08YCMOPOHHIUE).

—  cepoeuHbvle UMbl

Ilo0podHo Oannble GuU3UKATLHO20 00CIE008AHUSL ONUCAHBL 8 paziele «KIUHUYECKAs.

Kapmuhay.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCAe10BAHUS

OcHnogubie nabopamopHvie Memoovl noomeepoiicoenuss ouaznoza MIIC| exatouarom
onpedeneHue  akmuenocmu  epmenma  arvga-L-udyponuoazvl,  KOIUHECBEHHBIU U
kauecmeennvili ananuz Al mouu u monexynsapuno-eenemuyeckue ucciedosanusi eena |DUA.
annvie uccnedoganus npogooAmMcs 8 CReYUAIU3UPOBAHHBIX 2eHEMUYECKUX 1A00PAMOPUsIX.

. Pexomenayercst 11€7b10 MOATBEPKAEHUS auarHo3a u ycraHomieHus tuna MIIC Bcem
MarUeHTaM OmpeeNieHue YPOBHS TTTMKO3aMHUHOTIMKAHOB MOYM (KOMILUIEKC MCCIEAOBAHUN TS
JMAarHOCTUKU MyKomosncaxapuo3a tui 1) [7, 8].

YposeHnb yoenurenbHocTn pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5).
KommenTapmuii: dannsiii mecm s6nsiemcs 00OHUM U3 NEPBLIX NOOMBEPHCOAIOUUX OUOXUMUYECKUX
mecmog Onsns MIIC I muna. Ilpu KonuuecmeeHHOM aHanu3e GbIAGIANM NOBbIUUEHUE
konyenmpayuu I'AI" ¢ mouoil, npu npogedenuu snekmpogopesa I'Al" (Dnexmpogopemuueckoe
UCcne008anue 2UKO3AMUHOLTIUKAHO8 MOYU) - NOGBIUEHHYIO IKCKPEYUio OepMamancyibgama u
eenapaucyivghama ¢ mouou. Imu usmenenus Haoaooaromes makaice npu MIIC 11, VII munos.
Yposeuwv I'Al’ a6nsemcs o3pacm-3asucumovim napamemponm. Taxoce npu neekoi ¢popme MIIC [
konyenmpayus I'Al" 6 moue modcem Ovimo AUULb HEIHAYUMETLHO NOBLIUEHA.

o PexomenaoBaHo BceM maiueHTam i moATBepxkaeHus auarno3za MIIC | onpenenenue

aKTUBHOCTH anb(a-L-uayponunassl B KyiabType (uOpodIacToB, M30JUPOBAHHBIX JIEHKOIMTOB,
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au00 B MATHAX KPOBH, BBICYIIEHHBIX Ha (uiabTpoBasibHOU Oymare (¢puiabtp Ne903) (komruieke
UCCIICIOBaHMIA [T IMarHOCTHKK MyKomoiucaxapuao3a tur I) [2,7,8].

Yposenb yoenurensnocTn pekomenanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
KomMeHTapuu: nokasamenu s61a10mcsi 0CHOSHbIMU aabopamopHuimu Kpumepuimu MIIC 1
muna. Y nayuenmoe c¢ MIIC | muna onpedensemcs cHudxicenue axmusHocmu anvgpa-L-
UOYPOHUOA3bL.

o Pexomenayercss BceM NallieHTaM CO CHUIKEHHOW aKTHBHOCTHIO (epmeHTa anbda-L-
UAYPOHUIA3bl C IIeJIbI0 TMOATBEPXKACHUA IHAarHo3a Ha MOJIEKYJISIPHO-TEHETUYECKOM YpPOBHE
nposejeHue uccnenoanus reaa IDUA [9, 10].

YpoBeHb yoenuTeILHOCTH peKoMeH1aluu B (YpoBeHb 10CTOBEPHOCTH /10KA3ATEIbCTB — 2).
KommenTapuu: mecm Heobxooum 015 eepughuxayuu OUacHo3a Ha MOAEKYISAPHO-2eHEMUUECKOM
yposHe. Buisenenue cemetinou mymayuu cena |DUA odenaem 603mooicnvim obcnedosanue
POOCMBEHHUKO8 NpoOAaHOa, a MAakKdce NpoBedeHue NPeHamaibHoUu U NPeuMniaHmayuoHHOU
ouaenocmuxu. Bonvwuncmeo mymayuii y nayuenmos ¢ MIIC I mocym Ovimb GvlasieHbl ¢
nomowpio cexgenuposanusi no (CoHeepy 6cex 5K30HO08 U NPpUNeaArUUX K HUM YUACMKOS
UHMPOHOB 2eHA, HO 8 HeDOIbULOM NPOYEHme CYUaes Mymayuio ¢ npuMeHeHuem CmaHoapmHvlx
Memo008 0OHaApyICUmMb He YOaemcsi. .

B coomseemcmeuu ¢ Ilpuxazom Munzopasea Poccuu om 13 oxmsabops 2017 2 Ne 804n «O6
VMBEPHCOEHUU HOMEHKIAMYPbl MEOUYUHCKUX YCIye» Hazeanue ycayeu: Komnnexc ucciedosanuii
07151 OUACHOCMUKY MYyKonoaucaxapuoosza mun I

. Pexomennyercsa Bcem mauuentam ¢ MIIC | mpoBeneHne OMOXMMHYECKOTO aHaIM3a
KPOBU JJIsl onpeseseHns (yHKIHMOHAIBHOIO COCTOSIHMS NEUeHH, KOTOpas SIBJISETCS OJHUM M3
opraHoB-mumiened  npu  MIIC  (ompepensitor  amanuHamuHoTpaHcdepazy  (AJIT),
acnapratamuHotpancepazy (ACT), oOmwmii u mnpsmoil OmnupyOuH, XosectepuH (B T.4.,
HccnenoBanue ypoBHsS XOJE€CTEPUHA JIMIONPOTEMHOB BBICOKOW IUIOTHOCTH B  KpPOBH,
UCCIIEeIOBaHME YPOBHS XOJIECTEepUHA JTUIIONPOTENHOB HU3KOH MIIOTHOCTH, MccnenoBanue ypoBHS
JIMIIONIPOTEUHOB B KPOBH), Tpuriuiepuasl) [1, 2, 5].

YposeHnb yoenurebHocTH pekoMeHaanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
. Pexomenayercsa Bcem maruentam ¢ MIIC | mpoBeaeHue o0miero (KIMHUYECKOTO)
aHanu3a KpoBu (OOmmil (KIMHUYECKH) aHAM3 KPOBU Pa3BEPHYTHIN) ISl OLEHKH OCHOBHBIX
napaMeTpOB KPOBETBOPEHUS 1 BBISBICHHSI BO3MOXKHBIX HH(EKIIMOHHBIX TporieccoB [1, 2, 5].

YpoBeHb yoenuTelbHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5).
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KomMeHTapuu: 6 ceia3u ¢ 6bICOKUM PUCKOM pa3eumus UHMEPKYPPEHMHbIX UHDeKyul,
acnupayuourot nuesmonuu y nayuenmos c¢ MIIC pexomendyemcs npogederue OAHHO2O
uccnedosanus He pexce 4 pas 6 200.

) Pexomenayercsi BceMm nmanueraTam ¢ MIIC | mpoBenenue oOmero anaamsa MO4YH HE PexXe
2 pa3 B roJ| JUIs OLEHKH COCTOSTHHS MOYEBBIBOISAIIMX MyTe U mouek [1, 2, 5].

YpoBeHb yoenuTebHOCTH pekoMeHianun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5).
KomMeHTapuu: 6 c6a3u ¢ 6blCOKUM PUCKOM pA36UMUSL UHMEPKYPPEHMHbIX UHGeKyull y

nayuenmos ¢ MIIC pexomenoyemcs npogedeHue 0aHH020 UCCIe008AHUSL He pedce 2 pa3 8 200.

2.4 UHCTpYMEHTAJIbHbIE JUATHOCTHYECKHE UCCIeI0BAHUA
. Pexomenayercss Bcem manumentam ¢ MIIC |  mnpoBenenue  yabTpa3ByKOBOIO
uccnenoBanus (Y3W) opranos OpromrHo#t mosnoctu (YIbTpa3ByKOBOE HCCIICIOBAHUE OPraHOB
OpIONIHOM TOJOCTH (KOMIUIEKCHOE), YIIbTPa3BYKOBOE HCCIICAOBAHUE TECUCHH, YJIIBTPAa3BYKOBOE
UCCIIEIOBAaHKUE CEJIE3EHKH) C IeJIbI0 BISBICHUS YBEIMUCHUN Pa3MEpOB MCUCHU M CEJIe3eHKHU [1,
2, 5].
YpoBeHnb yoenutenbHocTH pekoMenianuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5).
KoMMeHTapum: 6b156/1510MCst yMepeHHas cenamome2anusi uiu ecenamocnienomezanus. Ha ¢hone
mepanuu pasmepsl NeYeHu U Cele3eHKU YMEeHbULAOMCAL.
. PexkoMenayercsi ¢ 11e7bI0 BBISIBJICHHUS MHOXKECTBEHHOT'O JIM30CTO3a BCEM IMALMEHTaM C
MIIC | npoBeneHue peHTITeHOrpapuu MIEHHOro, TPYJHOIO M MOSCHUYHOIO OTAea
NI03BOHOYHUKA, & TAK)KE PEHTTeHOTpa)uu BEpXHUX U HIKHUX KOHe4HocTei [1, 2, 5].
YposeHnb yoenurenbHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
KoMMeHTapum: GblsA6110MCsl  MHOJICECBEHHble OU30CMO3bl  cKagoyepanus, unoniazus
3y606uonozo  ompocmka  C2-no3eonka,  oopconiombapmuviti  Kugos 6  pesyrvmame
NIAMUCNOHOUIUY, HOACHUYHBLU 2unepiopoo3. Onpedenaiomcs wupoxue pebpa, Kopomkue
U30cHymvle KIOYUYbl, SUNONLA3USA 20JI0B0K NIEYEeblX KoCcmel U 8apycHas oegopmayus
nieuesvlx Kocmell 8 NPOKCUMAIbHBIX OMOenax, OUCMANbHble dNUGuU3bl Kocmel npeonieybs
cKouleHvl Opye K Opyey. 3adepycka ¢hopmuposanus sdep oxocmeneHus. Ilicmuvle kocmu
Kucmetl YKOPOUEHbl U CYHCEHbL — «3A0CMPEHbL» 8 NPOKCUMATbHBIX 0OMOeNax, «CKOUEHHOCHIbY
BEPMILYIHCHBIX BNAOUH, O0ePOPMUPOBAHHbLE, YNIOUEHHbIe 20JI08KU OeOpeHHbIX Kocmel U
8anveycHas deghopmayus uieek OeopeHHbIX KOCHel.
. Pexomennyercst Bcem mnaunuentam ¢ MIIC | mpoBeaenue snekTpoHelipomuorpaduu

(OHMI') (Onexrponeiipomuorpadus CTUMYJISLMOHHAS OJHOTO HEpBa, JIEKTPOMHOTpadus
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CTUMYJISIIUOHHASA CPEIUHHOTO HEpBa), ISl OLUEHKU (PYHKIIMOHAIBHOTO COCTOSIHHSI MBIIICYHBIX
TKaHe#, HEPBOB M HEPBHO-MBIIIEYHOM repeaaun [1, 2, 5].

Yposenb yoenurenbnocTn pekomenanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
Kommenrapum: cmumynayuonnas IOHMI noszeonsem onpederums coagieHue cpeouHHO20
Hepsa oadice 00 NOABIEeHUS CUMIIMOMO8 U OOJIHCHA NPOBOOUMbCS, HAYUHAA ¢ 803pacma 4-5 nem
€aHce200HO.

o PexomeHng0BaHo KOHCYJIbTaIUs OTOPHUHOJIAPUHTOJIOTA u cypaosora-
OTOPHHOJIAPUHTOJIOra, MpoBeAeHHE ayauoMeTpuu BceM mnanueHtam ¢ MIIC | ¢ wenbio
BeisiBJIeHUsT Tyroyxoctu (TonanbHas aymauomerpusi, PeueBas aymuomerpus, Wrposas
ayJIMOMETPHS), SHIOCKOIHUS HOCOIJIOTKM W TOPTAaHH Uil OICHKUA CTENEHU THUIepPTPOPHU
ameHousioB W MuHganuH (DHIOCKOMUYECKas OSHIOHA3aJlbHAs PEBM3HMS IOJIOCTH HOCA,
HOCOTJIOTKH, Dr(apuHTroJapuHroCKONus, Inu(apuHrocKonus BUACOIHAOCKOMHUeckas) [1, 2,
5]. [Ipu momgo3peHNH HA CHUYKEHHUE CITyXa HEOOXOAMMO MPOBEICHUE OTOAKYCTHYCCKON SIMHUCCUN
(mpu orcyrctBUM dKccyaatuBHoro otuta) (McciemoBaHue BBI3BAaHHOW OTOAKyCTHYECKOW

OMHCCHH, HccnenoBanue OToaKYCTquCKOﬁ OMHUCCHUHU HA YaCTOTEC NPOAYKTa I/ICKa)KeHI/IH).

YposeHnb yoenurenbHocTu pekoMenianuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuu: myzoyxocmov pasnou cmeneHu 6blpadceHHOCMU XapakmepHa Oasi OAHHO20
3a6onesanusi. OHa modcem ObIMb KOHOYKMUBHOU UNIU HEUPOCEHCOPHOU UL HOCUMb CMEULaHHbII
xapaxkmep. Pannee eviasnenue myeoyxocmu Nno3eosgem  YIy4uUmMs  KA4ecmeo  HCUSHU
nayuenmos, obecneuums UM ayduiee ooweHue u ooyuenue.

. PexomennoBano mpoBefcHHE HccleAoBaHUs (QYyHKIHMH BHemHero abixanus (DBJI)
MeTooM crnupomerpuu BceM mnanueHtam ¢ MIIC |, cnocoOGHBIM BBINOJHUTE TPeOyeMbIil
JBIXaTeNbHBI MaHEBp IA OIEHKH S(PPEKTUBHOCTH MPOBOJAUMON TEparuu, KOHTPOIS 3a
COCTOSTHHEM OpOHXOJIErO4HOM crctemsl [1, 2, 5].

Yposenb yoenurenabHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5).
KommenTapuu: ¢ coomsemcmesuu ¢ Ilpukazom Munzopasa Poccuu 13 okmsaopsa 2017 e Ne 804u
om  «06  ymeepocOeHuu  HOMEHKIamypbl — MeOuyuHckux  ycayey:  HMccneoosanue
HeCnpoBOYUPOBAHHLIX — ObIXAMENbHLIX  00vbeMo8 U nomokos, Droymempus  ObIXAHUA,
Hccneodosanue ovixamenbHbIX 00beM08 ¢ NPpUMEHEHUeM JeKapCmMEeHHbIX NPEenapamos.

. PexomennoBaHno mnpoBeneHue peHtreHorpaduu nerkux Bcem nanuentam ¢ MIIC | npu
HAJIMYUU ayCKYJIbTaTUBHBIX U3MEHEHHH B Jierkux [1, 2, 5].

YposeHnb yoenurenbHocTu pekoMenanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).

16



o PexomenoBaHo npoBeacHue dekTpodHnedanorpapun ¢ Bugeomonutopuarom (D9I)
narrentam ¢ MIIC |, y KoTOpbIxX ObLTH SMUJICITHYSCKUE TPUCTYITBI B aHamHese [1, 2, 5].
YposeHb yoenutesbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5).
o PexoMeH10BaHO TIPOBECHUE MOIMCOMHOTPAPUI/KapAUPECTUPATOPHOTO MOHUTOPUHTA
naientam  MIIC | ¢ momo3peHueM WM MOATBEPKAEHHBIM — JUArHO30M CHUHIpOMa
0OCTPYKTHBHOTO anHO? cHa [1, 2, 5].

YpoBensb yoenuteabHOCTH pekoMeraanun C (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5).
KommenTapum:  0ns  ouaeHocmuku — 0OCMPYKMUBHO20 — ANHOI  CHA  NPOBOOUMCS
HONUCOMHOCPADUA/KAPOUOPECNUPAMOPHDBILL MOHUMOPUHS, KOMOpAs NO360J1em ONnpeoeiums
xapaxkmep ObIXamelbHbIX HapYWeHUll (UCKIIYUMb YeHMPATbHbII 2eHe3, C853b ¢ cunepmpoduell
A0eHoU008, CepOeyHOl HeOOCMAMOYHOCMbIO UIU KOMNIEKC NPUYUH), NAMOJI02UN) CepOeyHO-
COCYOUCMOLL CUCTEMDbL.

B coomsemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsabpa 2017 2 Ne 804u om «O6
VMBEPHCOeHUU HOMEHKAAMYPbl MEOUYUHCKUX YCayey Hem yeayeu «llonucommnozpaghusy, 6 ceasu
C 4eM  B03MOXMCHO UCNONb308AHUE HaAbopa  ycuye: Dnexmposnyeghanoepagus ¢
sudeomonumopureom, Cymounoe MOHUMOPUPOSAHUE apmepudibHo2o oasnenus, Pecucmpayus
9NeKMPOKAPOUOCDAMMDbI, Monumopuposeanue 91eKMPOKaApOUopapu1eckux OAQHHUIX,
Xonmepoeckoe monumopuposanue cepoeunozco pumma, Pacwugposka, onucanue u
uHmepnpemayusi INeKmMpoKapoOUOcPaAPuU4ecKux OaHHbuIX, INeKMpPOMUocpaghus HaKoxicHas (00Ha
anamomuyeckas 30Ha), Idnekmpookyroepagus, OnpedeneHue NAPYUAILHO2O  OABIEHUS
KUCAOPOOA 68 MASKUX MKAHAX (OKCUMempust)).

. PexomennoBano nposenenue OKI', Oxo-KI', xonrepoBckoro monutopupoBanust OKI' u
CYTOYHOTO MOHUTOPHPOBAHUS apTepUabHOrO naBieHus Bcem namuentam ¢ MIIC | ans onenku
cocrosiaus cepana [1, 2, 5].

Yposenb yoenurenbHocTu pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuu: pecynsapnoe nposedenue IKI, Oxo-KI, xonmeposckoeo monumopuposanus
OKT', cymouno2o MOHUMOPUPOBAHU APMEPUATLHOO OABIeHUs He0DX00UMO NAyueHmam ¢
O0aHHOU namoao2uell, max KaK ¢ pauHezo 603pacma y HUX OmMMedaromcs cepoedHo-cocyoucmoie
HapyuweHusl.

B coomsemcmeuu ¢ Ilpukazom Munzopasea Poccuu 13 okmsabps 2017 e Ne 804n om «O6
YmMBepIHCcOeHUuy  HOMeHKAamypsl — meouyunckux  ycayey. Cymounoe  MoHumopuposanue
apmepuanvHozco  oaenenus, Pecucmpayus  snexmpoxapouozpammel, Monumopuposanue
NeKMpoKapouocpapuieckux OanHwvix, Xonmepoeckoe MOHUMOPUPOBAHUE CEPOeUHO020 pumma,

Pacwugposxa, onucanue u unmepnpemayus 31eKmpoxkapouocpapuieckux OaHHbIXx,
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. PexomennoBano BceM mamuentam ¢ MIIC | mpoBeneHne KOMIbIOTEpHONH ToMorpaduu
WIA MarHuTHO-pe3oHaHcHOW Tomorpaduu (MPT) romoBHOro mo3ra W HIEHHOTO OTAENA
MI03BOHOYHHKA C II€JIbIO0 BBISBICHUS KOMIPECCUU CITMHHOTO Mo3ra u ruaponedanuu [1, 2, 5].

YpoBenb  yoeautreabHocTH — pekomMenaamuu  C  (YypoBeHb  JI0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

Kommenrapuun: HecmabuibHocmy amiaHmMoOAKCUAIbHOO COYNIEHEeHUs Modcem Oblmb
8blAGNIEeHA NpU peHmeeHocpaduu wetiHo2o omoena NO360HOYHUKA C (DYHKYUOHANbHLIMU
npobamu, 0OHAKo O NOOMEEPHCOCHUS KOMNPECCUU CNUHHO20 MO32a 8CAe0CMEUe VMO eHUs.
€20 0001104eK u hopmupyrowuxcsa aHomaiull no3eorkos mpedyemcs nposedenue MPT u/unu KT.
B coomsemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsops 2017 2 Ne 804u om «O6
ymeepacoeHuy  Homenkniamypsl  meouyurckux — yeayey: KT (MPT) wetinoco omoena
no3eoHounuxa: MaeHumHo-pe3onancuas momoepagua weu, CnuparvHas KOMNbIOMEPHAs
momoepagpus ueu.

o PexomennoBano namuentam ¢ MIIC I npoBenenue uccienoBanus MepeHEro CerMeHTa
riaza  METOAOM  OOKOBOIO  OCBEUICHHS,  HW3MEPEHHWE  BHYTPUIJIA3HOTO  JIABJICHUS
(OdranbMoTOHOMETpPHUSI) M OLEHKAa cocTOsHUS TriazHoro aua (Odrampmockomus, OcMoTp
nepudepun TIA3HOTO JHA C HCIOJB30BAaHMEM TpeX3epKalbHOW JnuH3bl ['onbaMaHa,
buomukpodororpadus riazHOro AHa ¢ UCMOIb30BaHHEM (YHIyC-KaMepbl) C LEIbI0 BBISBICHUS
[JIayKOMbI, I3MEHEHUS IIPO3PayHOCTH IJIa3HBIX CPEJ U COCTOSTHUS ceTuaTku [1, 2, 5].

Yposenb yoenurenbHocTu pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).
Kommenrtapuu: y nayuenmos ¢ MIIC | ommeuaemcs pannee nepasHomepHoe nomymueHue
pozcosuysl. B oanvhetiuem pazeusaemces enaykoma, nuemeHmuas oucmpogus cemuamxu. Peoko
- OmeK OUCKa 3pumenbHO20 Hep8d

. PexomennoBano Bcem nanuentam ¢ MIIC I tuna npoBeneHue 6 MUHYTHOIO TecTa
x01160b1 (6MTX) 2 pa3a B roji ¢ 5 neTHero Bo3pacra.

Yposenb yoenurenbHocTu pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuu: Tecm 6-munymrnot Xxo0vb0vl s61semcsi OOHUM U3 Haubolee NpoCmviX U
00CMYNHLIX 6 MUPOBOU NPAKMUKe CHOCOD08 OYEHKU BbIHOCIUBOCMU U  (HYHKYUOHATbHBIX
B03MOJNCHOCIMEU NAYUEHMOB8 C KApPOUOTIO2UYECKOU U JIe2OYHOU NaAmonio2usiMu, a makice
8bIAGNEHUS MAKOBLIX, 6 MOM yucie u y demeil. /lucmanyuio, npoudeHnylo 6 meyerHue 6 MuH
(6MTX), usmepsaiom 6 mempax, oyenusaiom 6 OouHamuke I pas 6 6 mec. u cpagHusaiom c

OdanHbiMU npedvidyujeco ucciedosanus. Ipunosxcenue I'4.
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3. Jleuenne, BKJIIOYASI METUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AHETOTEePaNNIo, 00e300/IUBaAHNEe, MEAUINHCKHE TOKA3AHUS U

NMPOTHUBOINOKaA3aHUA K IPUMCHCHUIO METOA0B JICUCHHUSA

Jleuenue MIIC mun | exknrouaem kax namozenemuydeckoe nevenue Haznavenue O3T, mak
u npogedenue cumnmomamuueckou mepanuu. Bedenue nayuenmos c¢ MIIC mun |
npeononazaem MyIbMUOUCYUNIUHAPHBIL NOO0X00 C 001A3aMelbHbIM yuacmuem neouampa,
HeBpO0208,  2eHEeMUK08,  OQMAIbLMONI0208, KAPOUONI0208,  NYIbMOHON0208,  CYPOOL0208-
OMOPUHONAPUHS0NI0208, OMOPUHONAPUHSOTI0208, Xupypeos, @uzuomepanesmos,
HeUpONCUxoso2088 U @pavell Opyeux cneyuaibHocmel, UMeowux Onvlm 6 JeYyeHUuu 3mo2o
peoKkozo 3a001e6aHusl.

3.1 IMaToreHeTnuyeckoe JeuyeHue

. PexomennoBano mposeneHue ¢epmeHTHON 3amectutenbHoil Tepamuu (D3T) Beem
nagMeHTaM c ycraHoBiieHHbIM jguarHo3oM MIIC I ¢ nenbio 3amesyieHus MporpeccupoBaHUs
3200JIeBaHUsI, YMEHBIIICHUS Pa3MEpOB TICUCHU M CEIIC3CHKH, YIydlIleHHs (YHKIUU Cep.la,
CHIDKCHUS YPOBHs 3Kkckperupyembix ['AT [11-14, 17].

YpoBeHb yoeIUTEJILHOCTH PeKOMeHAaluu A (YPOBeHb IOCTOBEPHOCTH JI0KA3aTeIbCTB — 1).
Kommenmapuu: [Ipenapamom ona @3T asnsemca naponudaza™* (koo ATX A16AB05). B 1 mn
pacmeopa  cooepxcumcs 100 EJ[  (npubauzumensno 0,58 me) aaponudasel.  IOmo
pekxomouHaumuas — gopma  uenogeueckou  anva-L-udyponuoaszvl,  npouzgooumas ¢
ucnonwb308anuem mexronocuu pexombunawmuon /[HK 6 knemounoil Kyiemype KumatiCKux
xomaukos. D3T npeonaznauena OnsL B0CCMAHOBNEHUS VPOBHA (epMEeHMHOU aKMUHOCMU,
docmamouno2o 0nsa eudpoauza HaxkonaeHuwvix 1A' u onsa npedomepawenus ux oOanbHeuule2o
Hakonnenus. Ilocne 6sedenus naponudaza™* dvicmpo 6b1800UMCA U3 CUCTEMHO20 KPOBOMOKA U
no2iowaemcsi Kiemkamu, NOCMyndas 6 ux iu30CoMul yepe3 ManHo30-6-gpochammuvie peyenmopei.
Pexomenoosannuiii pesxcum oozuposanus: edxcenedenvroe esedeHue 6 doze 100 Ell/ke 6 sude 6/8
ungysuu. Hauanenas ckopocmov 66edenus, cocmasiaiowas 2 Ell/ke/u, npu xopouwelti
NEePeHOCUMOCIU MOMCem NOCMENEeHHO YBeIUudueamscs Kadxcovle 15 mun, maxcumanrvHo 0o 43
E/l/ke/u. Becv neobxooumviti 00vem pacmeopa O001%ceH Oblmb 88e0eH NpUOIUSUMENbHO 8
meuenue 3—4 u. [12, 13].

Cnedyem obpawamev 6HUMAaHUE HA COONOOEHUE UHMEPBAN08 MeNCOY UHDY3UAMU U
He0onyCmumMocms nepepbvleos 8 mepanuu, m.K. HapyueHue pexrcuma ie4yeHus Conpo8OHCOAencsl
HOMEHYUANbHBIM PUCKOM YXYOUleHUs COCIMOSAHUA NAYUEHMA U NPOSPECCUPOBAHUA CUMNINOMO8
MIIC L

TpchnnaHTaunﬂ reMono3TH4Y€CKMUX CTBOJOBBIX KJIE€TOK
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PexomeHI0BaHO TPOBEJCHHE TPAHCIUIAHTAIIMM T'E€MOIMOATHUYECKHUX CTBOJIOBBIX KIIETOK
(TTCK) mamuentam ¢ MIIC 1H nmo moctwkenusi Bo3pacta 2,5 J€T IPU HOPMAJIBHBIX HIIH
CyOHOpMaJIbHBIX MOKa3atensx passutus (DQ>70) [11,16].

ypOBeHb yﬁe[[I/ITe.]'[BHOCTI/I PECKOMEHIANH C (ypOBeHB AOCTOBEPHOCTH NOKAa3aTECJIbLCTB — 5)

Kommenmapuu: nyuwue pes3yromamvl NOIYyUeHbl NPU UCHNONb30BAHUU CMBOJIOBbIX KIEMOK
Kocmnoeo Mmosea HLA-cosmecmumbix poOCMBEHHLIX OOHOPO8 UNU  CMBOJI08bIX  KIemOoK
NYNOBUHHOU KpOBU poOcmeeHHbiX 00Hopos. TI'CK eedem K yMeHbUleHUIO pa3mepos neuyeHu u
Cene3eHKU, YIYYueHUuro QYHKYUll OblXxameibHoU U cepoeyHo—cocyoucmot cucmem. Ilposedenue
TI'CK 6 pannem 603pacme no3goisem u3zbedcamv HAPYUIEHUN KOSHUMUBHLIX (DYHKYULL.
Ilpempancnianmayuonnas mepanus 00INCHA 001A0AMb BbIPANCEHHOU UMMYHOCYnpeccuel. B
nocneonee gpems y8eaudunacs sviycusaemocms nayuenmos nocie TI'CK, xoms puck y2po3wi 07
JHCUBHU — Oemell  COXpaHAemcss  GulcoKuM. PempocnekmusHvlii — aHanu3  nokasaui,  4mo
sviocusaemocmo nayuenmog nocie TI'CK cocmasnsem 85%. Knunuueckas sgghexmusnocms
TT'CK 3asucum om eo3pacma pebeHKa HA MOMEHM ONEPAMUSHO20 6Meulamenbcmed, cmeneHu
MANCECMU KAUHUYECKUX HAPYUWEeHUU, 0COOEHHO COCMOAHUSL CepOedHO-COCYOUCMOU U HEPEHOU
cucmem, a makyce muna OOHOPA U BO3MONCHOCMU OOCMUYL CMAOUNLHOU NPUNCUBAEMOCTIU
mpaxcniaumama 6e3 paszeumusi peakyuu mMpaHcnianmama npomuse xosauna. Hauwnyuwiuti
KAUHUYeCKUll Ucxo0 Habarooancs y oemeli 8 ospacme 0o 2,5 nem ¢ DQ>70.

Oonum u3 Haubonee 3HAUUMBIX 2PHexmos MpaHcCnIaHmMayuy s611emcs COXpPaHeHue
UHMENIEeKMYaNbHO20 pPa3eumus. O0emetl, UMEIOUWUX MANCENbll 2eHOMUN, ACCOYUUPOBAHHBIU C
CEpbe3HbIMU  YMCMBEHHbIMU — paccmpoticmeamu. TlomymHenue poeosuybl  yMeHbUAemcs
MeONIeHHO, Npu 3MOM He ucyezdaem MNOJHOCMbIO, CHOPMUPOBAHHblE USMEHEHUs CKelema,
0CODEHHO NO360HOYHO20 CMONI0A, MAKJHCce He KYRUPYIOMCSL 8 HOTHOM 0ObeMme.

PexomennoBano nedenue nere, kotopeie rotoBsatcs k TT'CK o cxeme

1. o nepecaaku 12 Hexenb u mociie nepecajku He MeHee 15-17 Hemenb MpPOBOAUTCA
O3T.

2. IIpoIoIBKUTENTEHOCTE TIepe] TIePeCcaKoi Tepanus MOXKeT ObITh Kopode 12 Hemenb u
3TO 3aBHCUT OT OOILET0 COCTOSIHUS TMalMeHTa, HATMYHUS OIXO/SIIET0 JOHOPA.

3. TlponomxurensHocts P33T mocne TpaHCIUIAHTAUUM 3aBUCUT OT ypoBHs ['AT,
aKTHUBHOCTH (epmenTta anab@a-L-uaypoHuaa3bl, COCTOSHUS [bIXaTEIbHOW, CEpPACYHO -
COCYAMCTOM cHCTeM, OOIIEro cocTOSHUSI peOeHKa, BOCCTAHOBJIEHHS Te€MaTOJOTHYECKUX

napametpos [11,16].
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YpoBenb  yOeaurenbHocTH  pekomeHaaumu C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5).
Kommenmapuu: Pewenus o evibope newenuss ons nayuenma ¢ MIIC I dondcna npunumamo
MYTbMUOUCYUNTUHADHAS KOManoa. B smy epynny — nomumo epaua Kypamopa u Y3Kux
cneyuanucmos (Hespono2a, Kapouonozd, OMOPUHONAPUH20I02d, MPABMAMOL02a-Opmoneoda u
opyeux) OO0adCHbL 6X00ums umerowue onvim padbomwl ¢ nayuenmamu MIIC epau ¢ onvimom
pabomsi no nepecaoke KOCMHO20 Mo32d (ecau 00cyicoaemcs nayueHmol ¢ cunopomom I yprepa)
u uetiponcuxonoe. Hevponcuxonoz donxcen umems onvim mecmuposanusi oemeti ¢ MIIC [H
yuumsieams msdceloe COMAMuyecKkoe coCmosiHue pebeHKa, Hapyuilenue ciyxa U 3peHus,
my20noogudichocms 8 cycmasax u m.o. [Jemu ¢ MIIC [ ¢ npoepeccupyrowum nopasjicenuem
L[HC ( DQ <70) pestce nonyuarom noiv3y om mpaHCniaHmayuu.

Bce nayuenmor ¢ MIIC I mocym nonyuume @3T, mak kak 3mo yayduum comamuiecKue
cumnmomsl 3abonesanus. Ipgpexmusnocmov 3T 603pacmaem npu yciosuu mepanuu 8 paHHem
so3pacme. Ilayuenmol, komopwvim nianupyemcs nposeoerue TI CK, npedsapumenbHo 00I4CHbL
nonyuums Kypc D@31, nockonvky samo yaydwiaem Kiunuuveckoe cocmosinue nayuenma. TI'CK
npumensiemcs 01 NayueHmos 8 gozpacme 00 2,5 nem.

TI'CK y nayuenmos c cunopomom Ilyprepa Oonee ycnewieH, eciu 6bINOJHIEMCs HA
pauHell cmaouu, U O00AdCeH NPOBOOUMbBCS, KAK MOIbKO COMAMUYecKoe COCMOsIHUEe NO360UM
npogecmu npoyeoypy.

YV e3pocavix nayuenmos ¢ MIIC I, komopvim 6 demckom 6o3pacme Ovlia npouzeeoend
TTCK, Heobx00umo npouszsoo0ums NepuoouUyecKyro KIUHUYECKVI0 OYEHKY KIUHUYEeCKUX
CUMNMOMO8, KOHMPOaUposams ypoeens I’ A’ 6 moue u He pedce 00H020 paza 8 200 OYEeHUBAMDb
akmueHocms Gepmenma anvga-L-udyponuoasvl. B ciayuae npoepeccupo8anus cumMnmomos,
veenuuenuu I'AI’ 6 moue, cHudiceHuss akmugHocmu Gepmenma, HeoOXO0UMO paccmMompems

HasHayenue O3T.

Y  nayuenmoe ¢ MIIC I, komopeim ovina npouseedena TI'CK, neooxooumo
npo6oOuUmMs  NEPUOOUYECKYI0  KIUHUYECKYI0  OWeHKY  KIUHUYECKUX  CUMHMOMOS,
Koumponupoeams ypoeenv I'AI" 6 moue u ne peyxce 2 paza 6 200 oyenueamov aKmMugHOCMb
depmenma anvgha-lL-uoyponuoaszwi. B ciyuae npozpeccuposanus cumnmomos, y6enudenus
yposuss T'AI' 6 moue, cHux3cenus axmugeHocmu ¢pepmenma anva-L-udyponuoasoi,

HeoOx00umo paccmompemsv Haznauenue D3T.

3. 2 CUMOTOMATHYECKOE JICYCHUE
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o PexoMeH10BaHO TIPOBEICHHUE MEAMKAMEHTO3HOW MpEMEIUKAUA  TMPU TOSBICHUU
nOoOOYHBIX AJUICPIHUECKUX peakluid ¢ mocienymomed wHy3ued maponugazer** [18].
Ipunoxenue I'S u Mpunoxenue I'6

YposeHb yoenuresbHoCTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
Kommenrtapuu: YV nayuenmos ¢ MIIC, nonyuarowux @31, xax u npu 6/8 ésedenuu 100020
0py2020 0enKo8020 Npenapama, Mo2ym pazeumuscs NnoOOuHble peakyuu (IUxopaoxda, 03HOO,
peoma, KpanueHuya, msdiceivlie peaKyutl 2UnepyyscmeumenbHOCmu ailepeudecKko20 munda),
npoucxooswue Uil 80 8pems UHQGY3uu unu 8 meweHue OHs npogederus un@ysuu. llpu nosenenuu
NOOOYHBIX peaKyull 60 8peMsa/nocie UHQPY3UU peKoMeHOYemcs cOomaemcmayoujee ieveHue, npu
KOMOPOM HE0OX00UMO Clle008amb COBPEMEHHbIM CMAHOAPMAM OKA3AHUS MEOUYUHCKOU
nomowu  (npomugopgomuvie npenapamvl, R0O6 anmucucmamunnvie cpeocmea, NO2B

anmunupemuxu, 2uokokopmuxocmepouonvie npenapamsl HO2AB02).

° Pexomenayercs nammentam ¢ MIIC [ koHCynbTanuu CleayrOnMX CIELUAIUCTOB HE
pexe 1 paza B 3 Mecsia Wi 4Yaile NPy HaJTUYUHM MOKa3aHWI: BpauyoOM-OTOPHHOJIAPUHTOJIOTOM,
Bpadom-HeBposorom [1, 2, 5, 14, 18].

YpoBeHb yoenutesbHOCTH pexoMeHaanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 4).
. Pexomenayercs naruentam ¢ MIIC [ koHCynbTanuu CIEIYIONIMX CICIHAIUCTOB HE
pexe 1 paza B 6 MecsilleB WK Yallle NMPU HAJIUYUM MOKa3aHUN: BPauoOM-KapuO0JIOrOM, BpadyOM-
opronenom. [1, 2, 5, 14, 18].

YpoBenb yoenuTeabHOCTH pekoMeHanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4).
° Pexomennyerest narmentam ¢ MIIC I koHcynbTanus BpadoM-XUpyprom (Ipu HaTU4IUU
NaTOJIOTHH, TPEOYIOIEeH XUpypriueckoro BMerartenscrea) [1,2,5,14,18].

YposeHb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 4).
. Pexomennyercss manmentam ¢ MIIC 1 koHcynpTamus BpauoM-IIyJIbMOHOJIOTOM (Tipu
HAJIMYUH [TATOJIOTHH CO CTOPOHBI JbIXaTelbHOU cucTeMsl) [1, 2,5,14,18].

YpoBeHb yoenuTelbHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4).
° Jleuenue XPOHUUYECKHUX 3a00JIeBaHUIM (TIOBeICHUECKUX HapyIIEeHHH,
O TATLMOJIOTMUECKUX HAPYIICHHH, OPTONEINIECKON MaTOJIOTHH, CyJOPOKHOTO cuHIpoMa, AT,
CEepIICYHON  HENOCTATOYHOCTH, PEIUIAUBUPYIOIMIMX  OTUTOB, YaCThIX  PECIHPATOPHBIX
3aboneBanuii u qp.) y nanuentoB ¢ MIIC | pekomeH10BaHO TTPOBOIUTH C YIETOM JEHCTBYIOMIUX
KJIMHUYECKUX PEKOMEHJAlMK, MPUHUMAasi BO BHUMAHHE PE3yJbTaThl KOMIUIEKCHON OLIEHKU CO
CTOPOHBI BCEX OPTaHOB U CHCTEM M MEPCOHATM3UPOBAHHBIC 11eyn nanuenTa_[1,2,5,14,18].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 4).
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. JledyeHnue MOBECHUYCCKUX HAPYIICHUH TPOBOJUTCS HEBPOJIOTOM, OOBIYHO UCTIOIB3YIOTCS
CeJIaTUBHBIC CPEACTBA, TPAHKBHJIM3ATOPbI, KOPPEKTOPHI IIOBelIeHUsA. BpiOop mpemapara,
JIO3UPOBKA, JUIMTEILHOCTh Kypca OINPEACAIOTCS WHIWBUIAyalbHO. HaunMHArOT mpHeM JTaHHBIX
MpernapaToB TOJ TIIATEIBHBIM BpadyeOHBIM KOHTPOJEM B YCJIOBHSIX KPYIVIOCYTOYHOTO /
JHEBHOTO cranuoHapa [1,2,5,14,18].

YposeHb yoenuresbHOCTH pekoMeHaanuu C (ypoBeHb T0CTOBEPHOCTH J0KA3aTeIbCTB — 4).

. [Ipu odTanbMOIOrMYecKUX HAPYIICHUSAX MPOBOIUTCS JICUCHHUE 10 MOKa3aHUSIM, ITOI00D
TEepanuu OCYIIECTBISETCS HAa OCHOBAHWU PEKOMEHAAIMHA MO JICUEHUIO COOTBETCTBYIOIIUX
Hozojorwit [1,2,5,14,18].

YpoBeHb yoenuTebHOCTH pekoMeHanun C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 4).
° Optomnenuueckas KOPPEKUUS  HApyIIEHUS  OCAHKU, KOHTPAKTYp CYCTaBOB C
UCIOJIb30BAHUEM HEXUPYPrHUYECKHX METOJOB BKIIOYAeT (DU3HOMPOLEAYPHl U JIEUYCOHYIO
GuU3KyIbTYpy, HCIONB3YIOT OpTomenuyeckue ycTpoiictBa. [lo mokazaHHsIM OCYIIECTBISIOT
XUPYPrHUUECKOe JICYCHUE CHUHApPOMA KapIajbHOTO KaHajla, MPOBOJUTCA SHIOMPOTE3UPOBAHUE
Ta300€IPEHHOT0 WM KOJICHHOTO CYCTaBa, KOPPUTHUPYIOIIME OCTEOTOMUHM JIJISl MCIIPABJICHUS OCH
KoHeuHocreit [1,2,5,14,18].

YposeHb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4).

. PenmauBupytomniye oTUThI, YacThle pECIUPATOPHBIE 3a00JIEBaHUS BEPXHUX JIbIXaTEIbHBIX
nyTei TpeOyroT MPOBEICHHS CUMIITOMATHYECKOM, aHTUOaKTepuaibHOM Tepanui [1, 14].

YpoBenb yoenuTebHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4).

. VY mnanuentoB ¢ MIIC mpu HalIW4yuM SNUIENTHYECKUX MPHUCTYIOB PEKOMEHIOBAHO
UCIIOJIb30BAHUE IIPEMNApaToOB U CXEM JICYECHMS, HAa OCHOBAaHUM DPEKOMEHAALMM I10 JICUYECHHUIO
smunencuii [1,2,5,14,18].

YpoBenb yoeauTebHOCTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4).
. PexomenaoBaHo ydacTue MYJIbTHAUCIHMIUIMHAPHON KOMAaHIbI B BEICHHUH CEpPJCYHOU
HemoctaTouHocTH y maruentos ¢ MIIC I [1,2,5,14,18].

YpoBeHsb yoenuTelbHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 0KA3aTENbCTB — 4).

. IIpn nedyenun aprepuanpHON runeproHun y nauueHtoB ¢ MIIC I pekoMmeHnnoBaHO
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Ha3Ha4YeHHE aHTUTUIEPTEH3UBHON TEPANUU B COOTBETCTBUH C KIMHUYECKUMU PEKOMEHAALNUIMU
110 apTepuanbHoi runeprensuu [1,2,5,14,18].

YpoBeHb yoeauteabHOCTH pekoMeHaanmud C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB —
4)..

. Pexomennyercss mnamuentraMm c¢ MIIC [ ¢ HapylieHUsMH MOTOPUKHM KEIIyJIOYHO-
KHUIIIEYHOTO TpaKTa WCIOJIb30BAHUE CIAOUTEIBHOTO, CTUMYJIUPYIOIIETO MEPUCTAIBTHKY
KHIIIEYHWKA, HanpuMep, npernapat Jlaktymno3za** mo 15-45 mu B cytku [ 1,2].

YpoBeHb yoeauteJabHOCTH pekoMeHaannu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)

. Pexomenayercsi nammentam ¢ MIIC I mpu XxpoHuueckod HeWpomaTHdeckoil Oomm
Ha3HAa4YCHHE IMPEnapaToB, BO3JCUCTBYIOIIMX HAa IICHTPAIbHBIE MEXaHU3Mbl (HOPMUPOBAHUS
xponnueckor Oomu: NO3  aHTUKOHBYJIBCAHTOB (1032 TMOAOMPAETCS WHIUBUIYAIBHO),
anTuaenpeccanTos [1,2].

YpoBeHb yoenureqbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB 5)
Kommenrtapuu: Ilonoscumenvrnoco s¢hghexma apmakomepanuu xponuueckou oOoau y
nayuenmos ¢ MIIC modcno 0obumvecs npu yuéme nNpuUHUMAEMblX NAYUEHMOM HPenapamos u
pe2yiapHoM MOHumopunee besonacnocmu jedenus. Ilpu neuenuu 6Ooneeo2o cumopoma y

nayuenma Cﬂedyem UCNONb3068AMb HAUMEHee UHBA3UBHBL CNOCOD.

3. 3 Xupypruueckoe Je4yeHUue

Xupypauueckoe neuenue nayuenmoe ¢ MIIC | ciredyem nposodumsv npu yuacmuu
MYTLMUOUCYUNTUHAPHOU  KOMAHObL 8 COOMBEMCMBUU C  OelCMEYIOWUMY  KIUHUYECKUMU
DPEKOMEHOAYUAMU.

. PexkoMenayercss manuMeHTaM C COXPAaHHBIM HMHTEIJIEKTOM M HapylleHHeM (QYHKIUU
KHCTEl WM C HapylIeHHEM HEPBHOM MpoBoauMocTH 1o pesyiabratam OHMIT onepanms
JIeKomIpeccuu HepBHbIX cTBONIOB (HeBponus m pexommpeccust HepBa, PacceueHue cmaek u
JEKOMIIPECCUSI CTBOJIOB HEPBHBIX CIJICTEHMI), KOTOpash HPUBOJUT K OBICTPOMY CTOMKOMY
ynyumienuto ¢pynknuu [1, 2, 14, 19-22].

YpoBeHb yoenuTeILHOCTH peKoMeH1auu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 3)
KommenTapum: uacmoma peyuougog KapnanbHo20 MYHHENbHO20 CUHOPOMA Y NAYUEHMOE C
paznuunvivu munamu MIIC neuzsecmua. I1ocKOnbKy NOSBMOPHAS KOMNPECCUs MeOUAHHO20
Hepea ecredcmeaue pyoyesanus uiu OMI0ACEHUs 2NIUKO3AMUHOTUKAHOE BO3MOICHA, HE0OX00UMO
npPOOoIHCAMb HAOTI0OeHUe.

. Pexomennyercsa nammentam ¢ MIIC I tuma mpu cooOmaromieiics ruppouedaiuu c

MMpOrpeCCUpPyrOmnuM YBCIIMYCHUCM IKCIIYAOYKOB II0 JaHHBIM MPT w/unu HOI[TBep)K,Z[éHHBIM

24



MOBBIICHHEM JIaBJICHHS IIepeOpo-ciMHAIBbHON Kuakoctu 6osee 250-300 cM BogHOTO CTOJI0A
BEHTPHUKYJIO-TICPUTOHEAIbHOE IIyHTHpOoBanue [1, 2, 14, 19-22].

YpoBeHb yoeauTEeIbHOCTH peKoMeHAannu B (YpoBeHb 10CTOBEPHOCTH J10KA3aTeIbCTB 3)

o PexoMeHI0BaHO TIPOBEACHUE XHPYPTUYECKOTO BMEIIATENbCTBA JUISI TAIMEHTOB C
JTUATHOCTHPOBAHHBIM CTEHO30M IIEHHOrO OTAeNa - JEKOMIIPECCHH CIHHHOTO MO3ra
([exommpeccus MO3BOHOYHOTO KaHajIa MUKPOXUPYPrHIECKasi), YTO UMEET PEIaroliee 3HAYCHHE
B yCTpaHeHHH cTeHo3a [1, 2, 14, 19-22].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanun B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3).
KomMmeHTapum: coaeienue cnumHo2o Mo32a HpU8OOUm K HeoOpamuMuiM He8pOJ02UYECKUM
HapyuleHusM, onepayuro ciedyem paccmampueams 0axce y NnayueHmos 0e3 He8poiocudecKoll
CUMNIMOMAMUKU, eCU CASUMMATbHbIL OUuamMemp NO360HOYHO20 KAHANA CYlCceH Dojee ueM Ha
50%. Xupypeuueckoe — emewamenvcmeo — OONNCHO — GbINOJHAMbBCA — PAHbULE — PA3GUMUS
HeBpOL02UYeCKUX NPOABILEHUII.

o PexoMenayercsi poBelicHHE XUPYPIUUSCKON 3aMEHBI Ta300€IPEHHOTO UM KOJCHHOTO
CycTaBa, KOPPUTHPYIOIIAE OCTEOTOMHUU KOCTEH KOHEYHOCTCH IPH BBIPAKEHHOM HAPYIICHUH
(GYHKIIMM KOHEYHOCTH OOYCIIOBICHHOU JIedopManuell Wi apTpo3oM, IIpH OTCYTCTBHH I deKTa
0T KOHCEpBaTUBHOM Tepanuu [1, 2, 14,20,22].

YpoBeHb yoeIUTeILHOCTH peKoMeH1auu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3).
o Bcem mammentam ¢ MIIC | pekomenayercss mpoBeAeHHE 6-TW MHHYTHOTO TecTa C
XO0JILOOM 7151 OLIEHKH BBIHOCIUBOCTHU (KOHTpOIb 3 dextuBHOoCcTH D3T) (Ilpunoxenne I'4) [1, 2,
14,17].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0Ka3aTeIbCTB —1).

4. MenuuuHcKass peaduanTanus, MeAMINHCKUAE MOKA3aHUS U

MNPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO10B peaﬁnnnTaum{
Crnenuduueckoir peabunuranuu nauumeHtaMm ¢ MIIC I He t1pebOyerca. B kpyr
peabunuTaimoHHbsix Mepornpustuit namueHtTam ¢ MIIC I moryt ObITh BKIIIOYEHBI 3aHSTHS C
IICUXOJIOTOM, OTJBIX B CHEIMAIM3UPOBAHHBIX CAHATOPHSX, & TAK)KE COLMAIIbHAS aJaNnTalus C
y4acCTHEM CIELUAINCTOB U COLMAIBHBIX paOOTHUKOB, Kypchl Maccaxka. Criennduyeckue MeTo bl

pea6I/IJ'II/ITaL[I/II/I IIpU HAJINMIHUU OCIIOKHEHUM YKa3aHbl B COOTBCTCTBYIOIIUX pa3aciiax.
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5. lIpoduiaakTuka U JIUCNaHCEPHOE HAD/II0eHNe, MeTUIIUHCKUE TOKA3AHUS U

NPOTHUBONOKA3AHUSA K IPMMEHEHUIO MEeTO/10B NPOPUIAKTUKHA

. PexoMenayercsl KOHCYJIbTallUsI Bpaya-TeHETHKA TOcie ycTaHoBiIeHus: auarnoza MIIC |
NAIUEHTY WM ero OQHUIMAIbHBIM IPEICTABUTENSAM, C LEJIbI0 Pa3bsCHEHUIN T'€HETUYECKOTrO
pHUCKa, 0O0CYXICHHUSI BO3MOXKHOCTEH NMpPEHATAJIbHOW W MPEUMILUIAHTAIIMOHHOW TUArHOCTUKH |2,
6].

YpoBeHb yoenuTebHOCTH pekoMeHianun C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB — 4).
KommenTtapuii: Cembaum ¢ nayuemmamu  peKkomeHOyemcs  MeOUKo-2eHemuiecKoe
KOHCYIbMUPOBAHUE C UYelblo OnpeoeleHus 2eHemudecko2o pucka. Kak u npu opyeux
aymocomuo-peyeccusnuvlx 3avonesanunx, npu MIIC mun | ona kaxcooii bepemennocmu puck
podcoenusn peoenka cocmasiiem 25%. B cemwvsix, e0e ecmov pebenox ¢ MIIC | |, o3mooncho
npogedeHue NpeHamaibHOU U NPeUMNIAHMAYUOHHOU OUASHOCMUKU. /[ 3mo2o pooumenim
HeobX00uMo 0bOpamumsCs 6 CReyualu3UpoOsaHHvle OUACHOCMUYeCKUue aabopamopuu u
MeOuyuHcKue YyeHmpbi.

Ilpenamanvnas ouaznocmuka npo8OOUMCs MOAEKYAAPHO-CeHEMUYECKUMU UU OUOXUMUYECKUMU
memoodamu, nymem uccireoosanusi /JHK, evioenennoii uz 6uonmama eopcun xopuona na 9-11
Hedelle DepeMeHHOCU U/UlU KIemoK AMHUOMUYECKOU JHCUOKOCMU, NA00HOU Kposu Ha 20-22

Heoelle bepeMeHHOCTU.

5.1 Npenaraanuag nuarmocruka MIIC 1

. Pexomenayercsi mpoBeicHUE MPEHATATBLHON TUATHOCTUKHU 71 JIFOOOW MOCTeAyrome
OEpPEMEHHOCTH B CEMbSIX, OTATOMIEHHBIX XOTs Obl oqHuM cirydaeM MIIC I, HO B citydae Jierkux
dbopM Oosie3HH, pelIeHHE O €€ MPOBEASCHUH MOJKHO OBITh MPHHITO MOCJIE MOIPOOHOTO
oOcyXJIeHus ¢ ceMbelt BceX puckos [1,2].

YposeHnb yoenurenbHocTH pekomenaanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
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6. Opranuzanusi MeIMIMHCKONH MOMOIIH

6.1 IMoka3anust JJIA TOCIIUTAJMN3AINMHA B MCAUNIINMHCKYIO OPIraHU3alunIo

6.1.1 Ioka3auus A4 IVIAHOBOM rOCIUTAIN3AINMT:

- NPOBEICHUE JIMATHOCTUKA W JICYCHUs, TPEOYIOIIMX  KPYIJIOCYTOYHOTO
MEAMIIMHCKOTO HAOJIOICHUS;

- COCTOSIHUE, TpeOyolee aKTHBHOTO JICYCHUSI U KPYTIIOCYTOYHOTO MEIUIIMHCKOTO
HaOmoIeHus1 (TPBDKECEUCHUE, OMEpPATUBHOE JICUCHUE MMOPAXKEHUS CYCTaBOB, IMO3BOHOYHHKA,
CKOJINO03, aJCHOIKTOMHUS, TOH3WLIIKTOMUS, HEHPOXHUPYPrHYEcKas ICKOMIIPECCHS CHHIpOMa
3alSICTHOTO KaHalla, YCTaHOBKa TPAHCTHMIIAHMYECKOTO JpEHaka WpPH CPEIHEM OTHTE,
XUpYyprudeckas KOppeKIus MaToJIoruu cepieuto - cocyaucroit cuctemsl (CCC) u npyrue);

- COCTOSIHUE, TPeOyoIee MPOBEICHHSI BHICOKOTEXHOJIOTHYHBIX METOJIOB JICUCHHUSI
(B Tom umcie, KoHTpoib dpdextunoctu TI'CK);

— OTCYTCTBHE  BO3MOXXHOCTH  obOecriedenuss @D3T B aMOynaTopHBIX U
CTAIIMOHAPO3aMEIIAIONINX YCIOBUSX;

- HEOOXOMMOCTh TIPOBEJICHHSI Pa3IMYHBIX BUIOB YKCIEPTU3 WM 0OCIICIOBaHUS B
MEIMIIMHCKOW OpraHU3alliy MPH HEBO3MOXHOCTU MPOBEJCHUS UX B aMOyJIaTOPHBIX YCIIOBHUSX,
TpeOYIOMMUX JAUHAMUYECKOTO HaOmogeHus (B TOM uucie OQGOpMIICHHE 3aKIIOYEHUs

(benepaabHOro KOHCUINYMA).

6.1.2 Iloxka3zaHus 1Jis1 SKCTPEHHON rOCMUTATU3ANMNHI:

- OCTpbIe 3a00JICBaHUS;

— 000CTpeHUsT XpPOHUYECKUX OOJIE3HEH;

- OTpaBJE€HMS U TPABMbI, COCTOSHUS, TpeOyrollMe WHTEHCUBHOW Tepanmuu u
NnepeBoJia B pCaHMMallMOHHBIC OTACIICHUA WJIN OTACIICHUA HHTEHCUBHOU TCparuu (B TOM YUCIIC
noOOYHbIE PEaKIUH, MPOUCXOJAIINE B Mporecce WHPY3UU WM B TEUYCHUE JHS TPOBEICHHUS
uHpy3un O3T, nepBUKATBHBIN CTEHO3 C KOMIIPECCUEH CIUHHOTO MO3Ta U JIPYTHE yTPOKAIOIINE
KU3HH OCTPBIE COCTOSHUA), a TakKKe KPYIVIOCYTOYHOTO MEIUIIMHCKOTO HaOMIOJACHUs |

MMPOBEACHUA CIICHHUAJIBHBIX BUIOB O6CHG)IOB3HI/I${ " JICUCHUAI.

6.2 Iloka3aHus K BLINUCKE NAIMEHTAa U3 MEANIIHHCKON OpraHu3anuu:

- OTCYTCTBUE YIPO3bl )KU3HU NALUCHTA,
- OTCYTCTBHE YIPO3bl Pa3BUTHS OCIOKHEHHH, TPEOYIOMIMX HEOTIOKHOTO JICUCHNUS,
- CTAOWIHM3aIs COCTOSHUS W OCHOBHBIX KIMHHUKO-TA0OPATOPHBIX TOKa3aTesen

MaTOJOIrMYCCKOro mnpouecca rno OCHOBHOMY 3a6OHCBaHI/IIO;
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- OTCYTCTBHE HEOOXOJMMOCTH B IIOCTOSSHHOM Bpau€OHOM U KPYIJIOCYTOYHOM
MEAMIIMHCKOM Ha0JI0/IEHUHU TI0 OCHOBHOMY 3a00JI€BaHUIO;
HEOOXOUMOCTH TIEPeBOJa IMAIMEHTA B JAPYryl0 OOJBHUIY WU YUYPEKIACHHE COIHAIBLHOTO

obecrieueHus.

7. lonostauTeaAbHAA HH(pOpMALKS (B TOM YHucJie (PAKTOPHI, BJAUSIOIIHNE HA

HUCX0/1 3200J1eBaHNSI WJIM COCTOSTHUSA)

[lpy mpoBeneHHM Hapko3a W HMHTYOAIMM HEOOXOAWMO TMOMHHUTH O BBICOKOM pHCKE
KOMITIPECCHUMU CIIMHHOIO MO3ra BCJICACTBUC HCCTa6I/IJII)HOCTI/I ATJIAHTOAKCHUAJIBHOI'O CyCTaBa.
KOpOTKaH e, OrpaHNn4YCHUC ITOABHIKHOCTH HUOKHEN YCJIFOCTH, YBCIIMUYCHUC sAA3bIKA, BhIPAKCHHAs
I‘I/Il'IeprOCbI/IH aAJICHOU 0B nu MUHOAJIUH CO34ar0T HpO6J'IeMBI IIpu IIpOBCACHUHA
AHCCTC3NOJIOTHUYCCKOI'O HOCO6I/I$I, MMO3TOMY MNPCANOYTCHUC CICAYCT OTAaBaTb MCCTHOMY HIIN
peruoHanbHOMy 00e30onuBanuio. [lanmeHT npeaBapUTENbHO KOHCYJIBTHPYETCS BpauoM-
KapanoJIorom, OTOPHUHOJIAPHUHI'OJIOT'OM, AHCCTC3HUOJIOIOM-pCaHUMATOJIOTOM, HCBPOJIOI'OM.
O6H33TCJ'ILHO MMPOBCACHUEC IIOJIHOI'O KapAUOJIOTHYCCKOI'O O6CJ'I€I[OB8.HI/I$I, HOJ'II/ICOMHOI‘pa(bI/II/I
(IUI BBIABIICHHS CTETIEHH JIBIXATENBHBIX HAPYIICHUH), MPH HEOOXOIUMOCTH - SHAOCKOIHHU
HOCOTJIOTKM W KOMIIBIOTEPHOH ToMorpadum nerkux. OrnepaTuBHOE BMENIATEIBCTBO C
aHeCTGSI/IeI\/'I HCO6XOI[I/IMO HpOBOI[I/ITI) B prHHI)IX MCIOUITNHCKUX IIeHTan, UMCHOIIIUX OTACIICHUC
peaHumManMu W UHTeHcHBHOM Tepanuu (OPUT), Tak kak HHTyOauus M MOCIENyHOIIAs

IKCTYOAIHs y TAKUX MTAI[MEHTOB MOKET BbI3BaTh 3aTpyAHeHus [1-3].

Kpurepuu ouieHKH KayecTBa MeIUIIMHCKON MOMOLIH

Ne Yposenn Yposennb
) Kpurtepun xauecrsa yOeauTeIbHOCTH AOCTOBEPHOCTH
PeKOMeHIanui A0KA3aTeJIbCTB
1. | BeimonHeHo omnpeneneHue ypoBHS U CIEKTpa B 2
I"AT moum (mpu NOCTAaHOBKE IUAarHO3a)
2. | BemonHeHOo onpezeneHne akTHBHOCTH ainbda L
UAYPOHMJIA3bl B JJEUKOIUTAX MEepUPEepUIECcKOi
KpPOBH WJIM NSITHaX BBICYIIEHHON KPOBH U/WUIIN B 2
MOJIEKYJISIPHO-TEHETUUECKOE UCCIIE0BAHNE
(BeiBNIeHUE MyTanuil B rene IDUA,) (mpu
IIOCTAHOBKE TUarHo3a)
3. | BeimomHeHO Ha3HaueHUE (PePMEHTHOMH
3aMECTUTENIBHOMN TEPANuK C IPUMEHEHUEM A 1
naponnnaasel B qo3e 100 EJI/kr B Buze B/B
MHY3UH ©KEHEIETbHO
4. | BeImosHEHO ompe/eneHne B )
IJIMKO3aMHHOTJIMKAHOB MOYH (€CJIH HE
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Kpurepun xkavyecra

YpoBeHnb
y0eauTeJbHOCTH
peKoMeHxanui

YpoBeHb
JAOCTOBEPHOCTH
J0KA3aTeJIbCTB

MIPOBOIMJIOCH B IIPEIIISCTBYIONINE 6 MECSIIEB)

Boimonnensr KT, 9x0-KI', xonTepoBckoe
MouuTopupoBanue IKI' u cyrounoe
MOHHUTOPHPOBAHHUE aPTEPUATHHOTO JaBICHUS
(ecni He TPOBOIUIIOCH TpeIIeCTBYIONHE 12
MECSIICB)

BrimonHeHO omnpe/esieHne pa3MepoB TIEUeHU U
CEJIE3CHKH 10 JJAHHBIM YJIbTPa3BYKOBOTO
UCCIIeIOBaHMS (€CITH HEe TPOBOIAMIIOCH
nocienaue 12 mecsies)

Brimonaena anektposHIedanorpamma (ecim He
MIPOBOJIMIIOCH B TIOCJIeIHUE 12 MecsIIeB)

BrimonHena peHTrenorpadus OpraHoB IpyaHON
KJIETKHU (€clii He MPOBOIMIACH MTOocIeaHune 12
MECSIICB)

BrinmonHeHa MarHUTHO-pEe30HAHCHAS
ToMorpadusi meHHOro OT/IeIa TO3BOHOYHHUKA
(ecu He MPOBOWIIOCH B MocienHue 24
MECSIICB)

10.

BrimonHeHa KOMITbIOTEpHAST TOMOTpad s WIH
MarHUTHO-PE30HaHCHAas ToMorpadus
TOJIOBHOT'O MO3ra (€clii He MPOBOIUIIOCH B
nocyiennue 24 Mecsen)

11.

BrImoniHeHO ompe/ieieHne CKOPOCTH HEPBHOM
MIPOBOAMMOCTH JIEKTPOHEHpOMUOTpaduu
(OHMT') (eciu He mpoBOAMIIOCH MTOCTEAHHE 12
MECSIICB)

12.

Brinonneno onpenenenre GyHKIIMN BHEITHETO
JbIXaHUs (€CIU HE MPOBOAMIOCH Iocinennue 12
MECSIICB)

13.

Brimonnena nonucomuorpadus (ecinu He
MIPOBOIMIIACK TTOCHIeTHUE 12 MecsIIeB)

14.

Brinonnena pentreHorpagus meiHoro,
IPYAHOTO U MOSCHUYHOIO OTJIENa
MI03BOHOYHUKA, a TAK)XE€ pEeHTreHorpaduu
BEPXHUX M HWKHUX KOHEYHOCTEH (ecnu He
POBOAMIIACK MOCTeTHHE 12 MecsIeB)

15.

BrimonHena ayauomMeTpust (€Ciu He
MIPOBOIMIIACH TTOCHIETHNE 12 MeCSIIeB)

16.

BrinonHeHa KOHCyIbTalKs BpauoM-
0(hTanbMOJIOroM U UCCIIeI0BaHUS EPEIHETO
CerMeHTa Ija3a METOJIOM OOKOBOT'O OCBELICHHUS,
M3MEpEeHUe BHYTPUIIIA3HOTO AaBICHUS U
OLIEHKa COCTOSIHUSA IJIa3HOTO JIHA C LIENIBIO
BBISIBJICHUSI TJ1AyKOMbI, U3MEHEHUS
IIPO3PAaYHOCTH TJIa3HBIX CPEJ U COCTOSHUS
ceTyaTKy (pY HAIMYUU MAaTOJOTHH 3PEHNUs)
(ecnm He mpoBoAMIIACh nocaenHue 12 mec.)
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Kpurepun xkavyecra

YpoBeHnb
y0eauTeJbHOCTH
peKoMeHxanui

YpoBeHb
JAOCTOBEPHOCTH
J0KA3aTeJIbCTB

17.

BrinosHeHa KOHCYJIbTalus BpauOM-TE€HETUKOM
IIPY YCTAHOBJICHUU JUAarHo3a u Ipu
IJIAHUPOBAHUU OEPEMEHHOCTH B CEMbE

C

5

18.

BrinonHeHa KOHCYIBTALNS BPA4OM-
KapAKOJI0rOM IPH HAJTUYUHU TATOJIOTHH
CEPJIEYHO-COCYAUCTOM CUCTEMBI (€CIIH HE
MIPOBOIMJIICS TTOCIIETHHUE 6 Mec.)

19.

BrinonHeHa KoHCyNIbTalKs BpauoM-
OTOPUHOJIAPUHTOJIOTOM (TIPU HATTMYUHU
naroyioruu co croponsl JIOP-opranos w/unm
BEPXHHUX JIbIXAaTEIbHBIX IyTEH) (€ciin He
MIPOBOIMJICS TTOCIIETHHUE 6 Mec.)

20.

BrImosiHeHa KOHCYIIBTALINS BPAYOM-
HEBPOJIOTOM IPH HAJIMYHMHU MATOJIOTUHU CO
CTOPOHBI LICHTPAIBHON HEPBHOM CUCTEMBI
(ecyi He TPOBOIUIICS TTOCIIeIHUE 6 Mec.)

21.

BrImosTHeHA KOHCYIIBTALNAS BPAYOM-OPTOIIEIOM
IIPY HAJUYHH TATOJIOTHH CO CTOPOHBI OIIOPHO-
JBUTATEIIHLHOTO armapara (eciid He MPOBOTUIICS
rocienHue 6 Mec.)

22.

BrImosiHeHa KOHCYIIBTALNAS BPAYOM-XHPYPrOM
(py HAIMYUH MATOJNIOTUHU, TpeOyromen
XUPYPrUYeCKOr0 BMEIIATEIIHLCTBA)

23.

BelnonHeHa KOHCYIIbTallAsl Bpa4OM-
MyJIEMOHOJIOTOM (IIPU HAJIWMYWU NATOJIOTHH CO
CTOPOHBI JIbIXaTeJIbHON CHUCTEMBI)

24.

BrimonHeH 6-TH MUHYTHBIN TECT ¢ X000
(ecnu He IPOBOAMIICS TIOCJIETHUE 6 MEC.)

25.

BeinonHeH OMOXUMHUYECKUH aHaIU3 KPOBH
(amanmaamuaOTpancepasza (AJIT),
acriapraramMmuHoTpancdepaza (ACT), obuuii n
psiMON OMIIMPYOHH, XOJIECTEPHH,
TPUTIHALEPHIBI) (€CITH HE POBOIUICS B
MIPEANIECTBYIONMNE 6 MECSIIEB)

26.

BrimonHeH o0mumii (KTMHIYECKHiA) aHaAIN3
KPOBH Pa3BEPHYTHIN (€CTU HE MPOBOWIICS B
MpeiecTByonue 6 Mecsien)

27.

Brimonaen oOmuii - aHanm3 Mouu (€ciu He
MIPOBOJIWJICS B TIPEANIECTBYIOIINE 6 Mecsiia)

28.

HpOBCI[eHO XUPYPTUICCKOI0 BMCUIATCIILCTBA
AT MaAaOUECHTOB ¢ JUAarHOCTUPOBAHHBIM
CTEHO30M IISHHOI0 OTelNa - ACKOMIIpECCUHN
CIIMHHOT'O MO3Ta
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IIpunoxenne Al. CocraB padoueii rpynnsl mo paspadoTke U NepecMoOTpy

10.

11.

KJIMHUYECKUX PeKOMEeHIalui
Kyues Cepreii UBanoBuu - un.-kopp PAMH, n.m.H., nupektop ®I'BHY "Menuko-
reHeTUYEeCKU Hay4YHbId eHTp uM. akagemuka H.I1.boukosa ", IIpe3unenT Accounarumn
MEJIUIIMHCKUX TeHETUKOB (AMI).
MomuceeB Cepreii BajgeHTMHOBHY- J.M.H., 3aBenyroumid kadeapold BHYTPEHHUX,
npodeccuoHabHBIX 00se3Hel u peBMmaronorud @I'AOY BO Ilepsoiii MI'MY um. .M.
CeuenoBa (CeueHoBckuil ynusepcurer) M3 PO.
Hama3zoBa-bapanoBa Jleiinia CeiimypoBHa- akang. PAH, mnpodeccop, a.M.H.,
npesugent Coro3a neauarpoB Poccun; nacr-npesuaentr EPA/UNEPSA; pykoBoaurensb
HUW neguarpuum u oxpanbl 310poBbsa neteil LIKb PAH, 3aBenyromas xadenpoii
daxynpTeTckoil nemuarpun neauarpudeckoro dakymnerera PI'BOY BO «PHUMY unm.
H.N. IIuporosa» MunsnpaBa Poccuu, rinaBHBIA BHEIITATHBIA JETCKUM CIELUAIUCT IO
npodunaktuyeckor Mmeaunrune Munsnpasa Poccun.
BapanoB Auekcanap AJiekcanHapoBu4- akan. PAH, npodeccop, n.M.H.; modeTHbII
npesuaeHt Coroza neauarpoB Poccum, coBetHuk pykoogutesns HUW nenuarpuum u
oxpanbl 310poBbs aerel LIKb PAH, rnaBHBI BHEIITATHBIM CHEHUAAIUCT IEAUATP
Mun3znpasa Poccun.
Bamakmanze Harto /[xymOepoBHa- 1.M.H., [0IeHT Kadeapsl (akyIbTeTCKOM
neguarpun [1® OI'bBOY BO PHUMY wumenn H.U. Iluporosa M3 P®, Muctutyr
neauaTpuu U oxpansl 310poBbs nerer [IKb PAH.
3axaposa  Exarepuna  IOpbeBHa  -1.M.H., 3aBeaymomas  Jjaboparopuei
Haclie/IcTBeHHbIX Oone3Helt ooMena ®I'BHY "Menuko-reHeTH4ecKnii HayqHbIH LEHTP
uM. akagemuka H.I1.boukosa.
Jlapuonosa BasenTuna Niabuanyna- JI.M.H., OI'BHY "UHCcTUTYT
AKCIEPUMEHTAIbHONW MEAUIIUHBI.
MuxaiiioBa Csersiana BuranbeBHa -1.M.H., 3aBenywomas otaeneHuem OI'BY
«Poccuiickas Jlerckas Knuaunueckast bonpuuima» M3 PO.
Huxutun Cepreii CepreeBuu - 1.M.H., mpodeccop, mnpencenarens «OoOmecTBa
CHEIHAJIMCTOB 110 HEPBHO-MBILIEUYHBIM 3a00JI€BaHUSIM.
CemsiuknHa AJsuia HukoJsiaeBHa- 1.M.H., IH.C. OTJEJICHMSI KIMHMYECKON TE€HETUKU
OI'BY «Mockosckuii HM nennarpun u gerckoit xupypruu Munsnpasa Poccun.
Bocko6oeBa Esena FOpbeBHA - K.M.H., B.H.C. JJAOOPATOPUHU HACJIEICTBEHHBIX OOJIE3HEH

oobmena ®I'BHY "Menuko-reHeTHYECKU HAyUIHBIN TIEHTD".
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1. Ky3zenkoBa Jlwoamuiaa MuxaiijoBaa- n.mH., OIAY «HMUIL] 3mopoBest aeteii»
MunsnpaBa Poccun, npodeccop kadenpsl neauaTrpud M JETCKOH pEeBMATOJIOTUU
OI'AOY BO IlepBbiit MOCKOBCKUI TOCYIapCTBEHHBIM MEAULIMHCKUI YHUBEPCUTET UM.
NU.M. CeuenoBa MunucrepctBa 3apaBooxpaHeHus Poccuiickoit  ®enepaunn

(CeueHOBCKMIT YHHBEPCHUTET)

no

BaiinakoBa TI'aamna BukrTopoBHa- K.0.H., BeIylIMA HAyYHBIH COTPYAHHK
nabopaTopuM HacleICTBeHHBIX OoisiesHelt obomena PI'BHY "Meauko-reHeTnueckuit
Hay4dHbIU HeHTp uM. akagemuka H.IT.boukosa".

3. Jlooxanun3e Tuna BUKTOpOBHA- K.M.H., 3aBeIylollas THEBHBIM CTAIlMOHAPOM M
otaenenueM namiuatruBHor Meauiuabl I BY3 "I'Kb Ne 64 JI3M".

4. MuxaiijsoBa JlronmMuia KoHcTaHTMHOBHA - JI.M.H., TIpod)eccop, YUCHBIH CEKpeTaphb
OI'BY "HauumoHanbHbIH MEIMIIMHCKUNA HCCIEAOBATEIBCKUN IIEHTP TPaBMATOJIOTHH U
oproneauu umenu H.H. ITpuoposa" M3 PO.

5. HoasikoBa OJbra AJeKCaHAPOBHA- JETCKU opronea, TpaBmatoisor @OI'BY
«HauuOHAIbHBIT ~ MEIUUMHCKUN  MCCIEAOBATEIbCKUNA LEHTP TPaBMATOJIOTHH U
opronenuu umenu H.H. IIpuoposa" M3 P®.

6. YmaaoBa Ouasra BacuabeBHa- kM.H., OOO «MeIuKO-TeHETUYECKHI IIEHTP
«I"'enom»», npeacenarens Huxeropoackoro oraenenuss POMIT, pykoBonurens Llentpa
MeaunuHckod reHetukn PI'BOY BO «I[IMMY» MunzapaBa Poccun, r. HukHnit
Hosropon.

7. Hazapenko Jlionmuaa IlaBnoBHa- 1. M. H., npodeccop 3acmyxeHHbI Bpau PO,,
PYKOBOAMTEND TabopaTopuu HacieacTBeHHoU natonorun HUW menunnHcKoi reHeTHKH
Tomckoro HUMIT PAH.

8. BaxjoBa HWpuna BenmamuHOBHa- 1.M.H., mpodeccop, 3aBemayromas Kadeapoi
rocriutanbHoM neauarpun Ilenumatpuueckoro ¢akynpsreta OI'BOY BO  VYpanbckwmit
T'ocynapcTBeHHBIN METUIIMHCKUI YHUBEPCUTET

9. MeuarnuxoBa Hatanbs JleonuaoBHa - pykoBoautens LleHTpa opdaHHBIX U Ipyrux

penkux 3aboneBanuii ['bBY3 «Mopo3oBckast 1eTcKas TOpocKas KIMHUYecKas 00JIbHHIIA

J3M».

ABTOpBI TOATBEPXKJAIOT OTCYTCTBHE (DMHAHCOBOW MOJIEPKKU/KOH(INKTa HHTEPECOB,

KOTOPBII HEOOXOAMMO 0OHAPO0BATh.
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Ipunoxenne A2. MeronoJsiorust pa3padoTKu KJIMHAYECKUX PeKOMeHAaluil

Hacrosimue pekomeHmanuu mOpelHa3HA4YeHbl IS MPUMEHEHHS MEIUIMHCKUMHU
OpraHM3alUsIMH M YUYPEXKACHUAMU (enepanbHbIX, TEPPUTOPUAIBHBIX W MYHUIUNAIbHBIX
OpraHOB  YIPAaBIIEHUS 3/JpPAaBOOXPAHEHUEM, CHCTeM 0053aTelbHOr0 U JI0OPOBOJIBHOTO
MEIUIIMHCKOTO  CTpPaxOBaHWs, JAPYTMMH  MEIUIMHCKUMU  OpPraHU3alUsIMH  Pa3IUYHBIX
OpPTaHU3AIMOHHO-TIPABOBBIX (POPM JEATEILHOCTH, HAMPABICHHOW HAa OKa3aHWE METUITUHCKOM
ITOMOIILIH.

Hacrosmue pekoMeHIalMy YCTaHABIMBAIOT BB, 00bEM U HHAUKATOPHI KauecTBa
MeaunuHCcKor oMoty naruerTaMm npu MIIC I u 6sutn pacemotpenst 1-2 utonst 2018 roga B
pamkax Hayuno-npaktuueckoro koHrpecca «Opdannbie 0ose3un» B MockBe.

Knunnyeckue pekoMmeHaanuu co3jaubl Ha OCHOBaHUM 0030pa autepaTtypsl 1992-2019 rr.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, c
UCMOIb30BaHUEeM  co3maHHbiX mporokosoB (Muenzer J, 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 . J Pediatr. 2009; 155(4); (2):32-46) coBpeMEHHBIX
MEXIYHAPOJAHBIX KIMHUYECKUX PEKOMEHIAINM MO TUarHOCTHKE, JICYCHHUIO U BEJICHUIO OOJIbHBIX
¢ METa0OTUYECKUMH OOJIE3HSIMH.

Mykomnonucaxapuao3bl OTHOCATCS K PEIKHUM HACIEICTBEHHBIM 3a00JIeBaHUAM, YTO
UCKITIIOYaeT BO3MOXXHOCTh TIPOBEACHMSI OONBIIMX KOTOPTHBIX U  PaHIOMU3HPOBAHHBIX
KOHTPOJINPOBAHHBIX HCCIEAOBAHUN M JJIsi CO3JaHUSI MPOTOKOJOB IUATHOCTUKU U TEparuu
WCIIOJIB3YIOTCS JIUITh TEMAaTUYECKHE MCCIIEIOBAHUS IKCIIEPTOB, OMYOJIMKOBAHHBIE B MOCIEIHUE
JIBA IECATUIICTUS.

OueHka KadyecTBa J0KAa3aTeIbCTB UM CUJIBI PEKOMEHIAIMN NPUMEHEHUs MEIUIMHCKHX
TEXHOJIOTHIl MPOBOJWIACH B COOTBETCTBUM C YHU(UIMPOBAHHOHN MLIKalOW, NMPUBEIEHHOW B

Tabmuuax 1-3.

IleeBast ayauToOpus JAHHLIX KINHUYECKHX PEKOMEH AN :

1. Bpauu o6mieii BpaueOHON MPAKTHKHU (CeMeNHbIE BpauH);
2. Bpauu- neguarpsr;

3. Bpauu-tepanenTsi;
4

Bpauu-renerukuy;
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Bpauu-naboparopHble reHeTHKHY;
Bpauu-kapauosnoru;
Bpauu-nerckue kapauonory;

Bpauu- vespoiory;

© © N o O

Bpauu- opronesnst

10. Bpaun- OTOpHHOIAPUHTOJIOTH

11. Bpauu-cyp/10J10Tu-0TOPUHOIAPUHT OJIOTH
12. Bpauu peBmarosnoru

13. Bpauu 5HIOKpHUHOJIOTH

14. Bpaun- peHTIC€HOJIOTH;

15. Ilcuxuarpsl

16. Bpaun QpyHKIHMOHATBHON TUarHOCTUKH;
17. MeauiuHCKHE TICUXO0JIOTH;

18. Ctyaentsl MmenuuuHckux BY30B;

19. OGyuaromnuecst B OpAUHATYPE.

Taoamuma 1. Illkana orneHkH ypoBHEH H0CTOBepHOCTH gokazarenbeTB (YIJI) st

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

YA Pacuiu¢poska

1 Cucremarudeckrue 0030pbl UCCIEIOBAHUI C KOHTpPOJIeM pedepeHCHBIM METOI0M WU
CHUCTeMaTHYeCKHil 0030p paHAOMHU3UPOBAHHBIX KJIMHUYECKHUX HCCIEIOBAaHUM C
IIPUMEHEHUEM MeTa-aHaan3a

2 OTnenbHbIE MCCIEOBAHUS C KOHTPOJEM pePEepeHCHBIM METOJIOM WU OTAeNbHbIE
PaHAOMU3HMPOBAHHbIE KJIMHUYECKUE MCCIEAOBAaHUA U CHCTEMaTHYecKHe 0030pbl
UCCJIEIOBaHUM JTH000T0 AM3aiiHa, 32 UCKIOYEHUEM PAHIOMHU3UPOBAHHBIX KIMHUYECKUX
UCCJIEIOBaHUM, C IPUMEHEHUEM METa-aHaIn3a

3 HccnenoBanust 0e3 TOCIEIOBAaTENIBHOTO KOHTPOJIS pe(depeHCHBIM METOJOM WM
UCCIIEIOBaHUS C pePEepeHCHBIM METOJIOM, HE SBJISIOIMMCS HE3aBHUCUMBIM  OT
UCCIIEYEMOT0 METOJAa WM HEPAaHIOMHU3MPOBAaHHBIE CPABHUTEIbHBIE MCCIEAOBAaHUSA, B
TOM YHCJIE KOTOPTHBIE UCCIIEA0BAHUS

4 HecpaBHuTenbHbIE HCCIIEIOBAHUS, OTUCAHUE KIIMHUYECKOTO CyYast

5 Nmeertcs nunib 000CHOBaHNE MEXaHU3Ma JACUCTBUS UM MHEHHE SKCIIEPTOB

Tadamuma 2. Illkana oneHku ypoBHEH IocTOBepHOCTH nokazatenbctB (Y) mms

MCTOO0B HpO(I)I/IJ'IaKTI/IKI/I, JJICUCHUA H pea6I/IJ'II/ITaI_[I/II/I (HpO(I)I/IHaKTI/IquKI/IX, He‘-IC6HBIX,

peadMIIMTAIIMOHHBIX BMEIIATEIbCTB)
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YA Pacuugposka

1 Cucremarnueckuii 0630p PKU ¢ npumeHeHneM meTa-aHanmn3a

2 | Ortnenbapie PKU um cucremarmueckue 0O030pbl HMCCIEAOBaHUN JIIOOOTO am3aiiHa, 3a
uckmouenneM PKU, ¢ npumenennem mera-aHainsa

3 HepaH[[OMI/I?;I/IpOBaHHBIC CPaBHUTCIIbHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HGCpaBHI/ITeJIBHbIe HCCJIICAO0BaHUs, OIMMMCAHUC KIIMHUYCCKOr'o Ciiy4das HWJIM CCPUU CIIydacB,
HCCICOOBAHUA ((CJ'Iy‘I&fI-KOHTpOJIB»

5 | NUmeercs numb 0OOCHOBaHWE MEXaHM3Ma JICHCTBUS BMEIIATEILCTBA (IOKIHHHYECKUE
WCCJIETOBAHMs) UM MHEHHE YKCIIEPTOB

Ta6auma 3. Illkana omeHku ypoBHel yOemutenbHOCTH pexkomenganmii (YVYP) mas
METOJIOB TPO(MUIAKTUKY, IUATHOCTHKH, JICYCHHS U peadwmmranuu (mpodUuIakTHIeCKUX,

JTUAarHOCTUYECKUX, JICYEOHBIX, pEaOMIUTAIIMOHHBIX BMEIIATEIIbCTB)

YYP Pacungposka

A CunpHas pexkoMeHAanusi (Bce paccMaTpuBaemble KpUTepuu IPGEKTUBHOCTH
(ucxonpl) ABISAIOTCA BaXXHBIMM, BCE MCCIEAOBAHUS HMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOJOJIOTMUYECKOE  KAauyecTBO, WX  BBIBOABI IO
MHTEPECYIOIIMM UCXO0JIaM SIBJISIFOTCS] COTJIACOBAaHHBIMU )

B VYcnoBHas pekoMeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3(h(HEeKTUBHOCTH
(MCXOBI) SBISIOTCS BaKHBIMH, HE BCE HCCIEOBAaHUS HMMEIOT BBICOKOE WM
yIIOBJIETBOPUTEIHFHOE METOAOJIOTMYEeCKOe KayeCTBO W/WIM HMX BBIBOJBI IO
WHTEPECYIOIINM MCX0JIaM HE SIBJISIFOTCS] COTIACOBAHHBIMH )

C Cnabas pekomeHaanus (OTCYTCTBUE JOKa3aTeNIbCTB HAJJIEKAIIEro KayecTBa (Bce
paccMmarpuBaeMbie KpUTEpUH 3PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMHU,
BCE HCCICAOBAaHUS NMCIOT HU3KOE METOAO0JIOTHUYECKOE KaUYeCTBO U MX BHIBOJEBI 110
WHTEPECYIOIINM MCX0JIaM He SIBIISIFOTCS] COTJIACOBAHHBIMM )

JKOHOMHUYECKHI aHAIN3:

AHanmu3 CTOMMOCTM HE MPOBOAMJICS M MNyOnuKanmuu 1o (PapMaKOIKOHOMHUKE He
AQHAJIN3UPOBAJIUCE.

Metoa BaJIuaAU3aUMU PEKOMEHaluii:

. BremHss skcnepTHas OLICHKA;
. BryTpeHHss dKCcnepTHas OLICHKA.

Onucanue MeToa BAJIMAN3ALMN PEKOMEHIALMNM:

Hacrosimue pekoMeHAallmu B TpeIBAPUTENbHON BepcUU OBUIM  PEIICH3MPOBAHBI
HE3aBHCHMBIMHM 3KCIEpTaMH, KOTOPBIX IONPOCHIN NPOKOMMEHTHPOBATh IPEXJE BCETO TO,
HACKOJIBKO MHTEpIIpeTalus J10Ka3aTelbCTB, JEKaIINX B OCHOBE PEKOMEHIAllUM, JTOCTYyIHA IS
MOHUMAaHUS.

IlonydeHbl KOMMEHTapUHM CO CTOPOHBI Bpayeil MEPBUYHOIO 3BE€HA B OTHOILIECHUU
JIOXOJJYMBOCTHU U3JI0KEHUS PEKOMEHIAINIA U MX OLIEHKH BaXKHOCTU PEKOMEHJIAIN Kak pabodero

WHCTPYMEHTA MOBCETHEBHOM MPAKTUKH.
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[IpenBaputenbHas Bepcusi Obula TakKe HampaBieHa pPEHEH3EHTY, HE HMEIIIEeMY
MEAMIMHCKOTO0 00pa3oBaHMs, g NOJy4eHUS KOMMEHTapHEeB C TOYKU 3PEHUS MEPCIEKTHUB
HAIUEHTOB.

KoMMeHTapuy, mNONMy4eHHbIE OT OKCIEPTOB, THIATEIBHO CUCTEMATU3UPOBAINCH U
oOcyxJanuch mpeacenareieM U wieHaMmu paboueil rpymnmbl. Kaxkaelii myHKT oOcykpaics, U
BHOCHMBIE B pe3yJbTaTe ATOr0 M3MEHEHHUS B PEKOMEHJAIMU PEerucTpupoBaiuch. Eciam xe
M3MEHEHHUS HE BHOCUJIUCH, TO PETUCTPUPOBAIMCH IPUUHHBI OTKa3a OT BHECEHUS U3MEHEHUH.

KoHncynbTanus v 3kcnepTHasi OLeHKA:

[Ipoekt pexomeHnanuii ObUT PELEH3UPOBAH HE3aBHUCHUMBIMU JKCIEPTAMHU, KOTOPBIX
MOMPOCHUIIU TTPOKOMMEHTHUPOBATH, MPEXKIE BCEro, JOXOAYUBOCTh M TOYHOCTh HMHTEPIpPETAIUH
JI0Ka3aTeIbHOM 0a3bl, Jiexkalllell B OCHOBE pPEKOMEHIAIIHi.

PaGouas rpynna:

Jljis OKOHYATeIbHOW pelaKkIMU U KOHTPOJS KayecTBa PEKOMEHAALUU OBbLINM MOBTOPHO
MPOAHAIU3UPOBAHBl WIEHAMU paboueil TPYIIbl, KOTOpblE MPUILINM K 3aKIIYEHHI0, YTO BCE
3aMeyaHusl 1 KOMMEHTapUU dKCIIEPTOB MPUHATH BO BHUMAaHHUE, PUCK CUCTEMATHUECKUX OIINOOK
npu pa3paboTKe peKOMEHAANNHN CBEJICH K MUHUMYMY.

Ilopsinok 00HOB/IEHNS KIMHUYECKUX PeKOMEHIalHii.

Mexanu3sm  OOHOBIIEHUS  KIMHUYECKHX  PEKOMEHJAIUN  MpeaycMaTphBaeT  HX
CHUCTEMAaTHUYECKYIO aKTyaln3alri0 — HE PEKe YEM OJUH pa3 B TPU rojia, a TakyKe MpH MOSBIECHUN
HOBBIX JAaHHBIX C MO3HUILMU JOKA3aTeJIbHONM MEAMIIMHBI MO BOIPOCAM TUArHOCTHKH, JICUEHUS,
NpOPUIAKTUKH W peabWInTallud KOHKPETHBIX 3a00JeBaHMM, HAIMYUM OOOCHOBAHHBIX

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

JIEKApCTBEHHOI'0 Mpenapara

1. [Tpuka3 Munuctepcta 3apaBooxpanenusi PO "O06 yrBepxnaenun Ilopsinka okazaHus
MEIUIIMHCKON MTOMOIIN OOJILHBIM C BPOXJICHHBIMU U (WJIH) HACJIECICTBEHHBIMH 3a00JIeBaHUSIMU"
ot 15 Hos16pst 2012 r. N 917H).
2. ITpuka3 MunHucTepcTBa 3/1paBOOXPAHEHHS U COLMAIbHOrO pa3Butus P® ot 16 ampens
2012 r. N 366H "OO0 yrBepxkaenuu [lopsika okazaHust neauaTpUuecKo moMoru"
3. IIpuka3 MunsapaBa Poccum ot 11.10.2018 Ne 694n CranmapT NnepBUYHON MeEAMKO-
CaHMTApHOM MOMOILM JeTSIM IpU MyKomonucaxapunose | tuna (pepMeHTHas 3aMecTUTENbHAs
Tepanus)
4. [Ipukaz MunsnpaBa Poccun ot 11.10.2018 Ne 6961 Crangapt cnenuain3upoBaHHON
MEAMIMHCKONW MOMOIIM AETSIM IPH MyKomojucaxapunose | Tuna (quarHocTvka U MHUIMALNA
(bepMeHTHOI 3aMeCTUTEIBHOM Teparnun)
S. Cranpapt CIeLUaIN3UPOBAHHON MEIUIUHCKON HOMOIIU JeTIM npu
MyKkonoaucaxapunoze I tuma (pepmeHTHas 3amectutenbHass Tepanus) Ilpuka3 Mun3sapasa
Poccun ot 11.10.2018 N 6951
6. WNupopmanus o 1ekapcTBEHHBIX Ipenaparax: ['ocy1apcTBEHHbINH peecTp JIEKapCTBEHHBIX

cpencts: https://grls.rosminzdrav.ru
7. ®enepanbhblif 3akoH 0T 21 HOs0ps 2011 r. Ne 323-D3 «O6 ocHOBax OXpaHbl 3/10POBbsI
rpaxnaan B Poccuiickoit ®enepanun» (Cobpanue 3akoHomaTenscTBa Poccuiickoit denepanuu,
2011 r., Ne 48, ct. 6724);
8. MexayHaponHas kiaccudukanus Ooje3Hel, TpaBM M COCTOSHHM, BIUSIOMIMX Ha
3nopoBbe (MKB — 10);
9. IMpukaz M3 P® or 20 nekabpst 2012r. Ne 1183n «O06 yTBepKIeHUUM HOMEHKJIATYpPbI
JOJIKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PaOOTHUKOBY.
10.  Ilpukaz M3 P® ot 23 uronst 2010 1. Ne 5411. Enunslii kBanuduKamoHHBIA CIIPaBOYHUK
JOJDKHOCTEH PYKOBOAMTENEH, CHELMATUCTOB M CIyXKalmmx, pasznen KsanudpukanuoHHbe
XapaKTepUCTUKHU JOKHOCTENH paOOTHUKOB B cpepe 3JpaBOOXpaHEHHUS.
11. ®enepanpHblil 3ak0H OT 25.12.2018 Ne 489 489-03 «O BHECEHHH W3MEHEHUH B CTaThIO

40 @enepanbHoro 3akoHa "OO 00s3aTeNbHOM MEIMIIMHCKOM CTpaxoBaHMM B Poccuiickoit

40



Oenepannn" u denepanpHbiii 3akoH "OO0 OCHOBaX OXpaHBI 370POBbS TpakaaH B Poccuiickoi
®denepanun” 1Mo BONMPOCAM KJIMHUYECKUX PEKOMEHAAIUI.

12.  Tlpuka3 MunsnpaBa Poccun Ne 103H ot 28.02.2019 1. «O0 yTBep»KACHHH MOpSIKA U
CPOKOB pa3pabOTKM KJIMHUYECKUX PEKOMEHIALWH, WX MEepecMOTpa, TUIIOBOKH (OPMBI
KIIMHUYECKUX pEeKOMEHJAalMi U TpeOOBaHUW K HX CTPYKType, COCTaBy M HAy4HOU
000CHOBAHHOCTH BKJIIOYaeMO B KIIMHMYECKHE PEKOMEHIAIINN HH(pOpMaLIUm.

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

14. [Tpuka3 MunuctepcTBa Tpyaa v coupaibHoi 3ammTel PO ot 27 aBrycra 2019 r. 5851 «O
KIaCCU(UKALUAX U KPUTEPHUSAX, HCIHOJIB3YEMBIX IMPU OCYIIECTBICHHUH MEIUKO-COIUATbHON
OKCIIEPTHU3BI TPaKIaH (henepaabHbIMUA TOCYAAPCTBEHHBIME YUPESKICHUSAMH MEIHKO-COITUATBHON
AKCIIEPTU3BDY,

15. [Ipukaz MunucrepctBa 3apaBooxpaneHuss P® or 14 suBaps 2019 1. Ne4n
«O0 yTBepKIEHUHU TMOpsAIKAa HAa3HAUYEHHUsS JIEKAPCTBEHHBIX IMpernapaToB, (OpPM pelenTypHBIX
0JIaHKOB Ha JIEKAPCTBEHHBIC MIPETIApaThl, TOPsIKa OPOPMIICHHS YKa3aHHBIX OJIAHKOB, HX y4eTa U
XpaHEHUs»

16. [Ipuka3 MuUHHCTEPCTBO 31paBOOXPAHEHHs M COLMAIBHOrO pas3Butus Pocculickoint
Oenepannn «O MOpsIKE MPUMEHEHUS JEKApPCTBEHHBIX CPEICTB Y OOJIBHBIX MO YKU3HEHHBIM
nokasaHusM» oT 9 asrycra 2005 r. Ne 494

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

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

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu).
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Mpunoxenue B. UnpopMmanus 11 mauueHTa

Cunopom I'ypnep, llleiie u I'ypaep-1lleiie

Cungapom I'yprep wim mykononucaxapuno3 [ (MIIC I) — ogna u3 nepBbIX ONUCaHHBIX (HopMm
mykonosmcaxapuao3oB (MIIC). 3aboneBanue, u3HadaibHO Ha3zBaHHoe OosesHb [ldaynmiepa —
I'ypnep, BnepBbie omuicaHO ABYMs Ieauarpamu: aBcTpuiickum — ['eprpynoi ['ypnep (1889—
1965) wu wemeukum — [ldaynmmep Meiinapn (1872—1947). 3arem aMepuUKaHCKUM
odramemoniorom llleiie (1909—1990) ommcana Bropas ¢opma Oone3Hu ¢ 0Oonee MO3THUM
HayajoM u Oosee 10OpOKadecTBEHHBIM TeueHHeM, Ha3BaHHas cuHiapoM llleite. Ilo3xke onucana
npoMmexxyrouHnast ¢opma 0osne3nu, HazBaHHas cuHapoM ['ypraep-Illeiie. MIIC | —ouens peakoe
3abosieBanue. [1o OmeHKAM CIEIUAIMCTOB, OHO BCTpEYaeTCs BCero Julmb y ogHoro u3 100 000
HOBOPO’KJICHHBIX.

3a mporemue rojipl OblI CO3aH ClieUalbHbIA IpenapaT, KOTOPbId MO3BOJSET 3aMEAIUTh
nporpeccupoBaHve OO0JIe3HH, CMATYUTh HEKOTOpble U3 ee mposiBiaeHud. OnpHako, Hapsny c
IIPUMEHEHUEM 3TOT0 IIpernapara, HeoOXOAMMO He 3a0bIBaTh, O CHUMITOMAaTHYECKOW TeparuH,
¢busnorepanuu, peadWIMTAIMK, a TJIABHOE — IO3UTHBHOM OTHOIICHWU K JKM3HM MAIEHTa H
YJICHOB €r0 CEMBHU.

Ilamozenes

[Tpu Bcex MyKolonucaxapu03ax HapylaeTcs 0OMeH (paclleIuieHne) TIIMKO3aMUHOTIIMKaHOB
("AT") — 0cOOBIX CTPYKTYpPHBIX KOMIIOHEHTOB COE€AMHUTEIbHON TKAHU.

['Al" — 5T0 NMHHBIE LIETIOYKU MOJIEKYJ caXxapa, KOTOPbIE COSTUHSIOTCS C OEIKaMH U CIIy>KaT
BaKHBIM CTPOMUTEIBHBIM MAaTEPHAJIOM Ul KOCTEH, XPAIIEH, KOKH, CYXOKUIINH, KJIallaHOB CepALia
n MHorux Apyrux TkaHe. I'Al' comepxarcs B BS3KOH CHHOBUAIBHOM >KMJIKOCTH, KOTOpas
YBJIQXKHSET CYCTaBbl, BXOAST B COCTAaB KJANaHOB CEp/la, CyCTaBOB U CYXOXwiuid. B Hopwme
IIPOMCXOJUT MOCTOSIHHBIN Mporece oOpa3oBanus «HOBbIX» ['AI" u pacuierienue «crapbix». s
nporecca pacuieryieHus u nepepadbotku I'Al' HeoOxonuma rpymnmna ocoObIX OenKOB-(EepMEHTOB.
Hna toro, ytoOwl pacumienuth ['Al, ¢depmeHnTbl paboTaroT mo ouepenu, APYr 3a IPYroMm, U
pacIlervIsoT AMuHHY0 Moiekyny ['Al Ha yacTu.

VY Bcex mamuentoB ¢ MIIC otcyrctByer depmeHT (ocoObiid s kaxporo tuma MIIC),
KOTOpBIH HeoOxoauM Jutst pacuierienus omnpenesneHHoro Al (Puc.1). ¥V manuentoB ¢ MIIC 1
THIA OTCYTCTBYeT (PEepMEeHT, Ha3blBaeMblil anbga-L-uaypoHunaza, KOTOpPBIH HEOOXOIUM JUIS
pacmerienust A’ -remapancynbpata u  nepmarancynbdara. Hepacumeriennsie DA
HAKaIUIMBAIOTCS B KIJETKaxX, Hapymas ux pabory. JlepmaraHcynbdar HaxoIuTCs, TJIABHBIM

O6p8.30M, B KOCTSX M COCAUHUTEIbHON TKAaHHM U €ro HaKOIUICHUC, MPECKAC BCCrO, BBI3LIBACT
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MHO>KECTBO MPOOJIEM, CBSI3aHHBIX CO CKEJeTOM. [ enapancynb(ar HaxoIUTCs MPEUMYIIECTBEHHO B
KJIETKaX HEPBHOW CHUCTEMBI, YTO MPUBOJUT K MOPAKEHHUIO TOJIOBHOTO MO3ra

MIIC I Tuna OTHOCUTCS K JIM30COMHBIM OOJIC3HSIM HaKOIUICHHs. B nmu3ocomax (opraHesuibl
KJIETKH) TMPOMCXOJIUT pACILEIJIEHHE KPYIHBIX MOJIEKYJI (MakpOMOJIEKYJ), TaKuX, KakK MKHUPBI,
OenkH, TIIMKO3aMHUHOIIIMKAHbI, TMuKoreH. [Ipu pasHbix ¢opmax 00Jje3HH HapyIIalTCs pa3Hble
CTaJMs PACIIEIUICHUS ’TUX MaKPOMOJIEKYII.

Hacneoosanue cunopoma I'ypaep, Lleiie u ['ypaep-Lleiie

Myxkononucaxapuaos I Thma — OTHOCHUTCS K HACJEICTBEHHBIM 3a00JI€BaHUAM M HaCIEAyeTCs
10 ayTOCOMHO-PELIECCUBHOMY THUITy. DTO 3HAYUT, YTO O0JIE3Hb MPOSIBIISIETCSA TOJILKO B TOM CiIydae,
ecnu 00a poAuTeNs SBISIOTCS HOCUTENISIMH OONIE3HU M, XOTS CaMU OHU He OOJCI0T, MepenaroT
peOeHKy JBa MOpakKeHHBIX TeHa. BOJIBIIMHCTBO ceMeH, r/ie ecTh peOCHOK C ATHM 3a00JIeBaHUEM,
HE CTAJIKUBAIKMCH PaHbIIE ¢ MOA00HOM nmpobiaemoid. Puck moBropHOTO poxaenus pedenka ¢ MIIC
| B cembe, T11€ y’Ke ecTh OOJIbHBIE IETH, COCTaBIACT 25% Ha Kaxaylo O€peMEeHHOCTb.

Bce cempn ¢ MIIC [ pgomkHBI 0053aTEIBHO  MPOWTH  MEAMKO-TCHETHYECKOE
KOHCYJIbTUPOBAHHE W TOIYYUTh MOJTHYI0 HMH(OpMAIMIO OT  Bpaya-TeHETHKa O  PHCKE
IIOBTOPHOTO TPOSIBIIEHUS JTaHHOTO 3a00J€BaHUsl B CeMbE, OOCYIUTh CO CIIELIUAIMCTOM BCE
BOTIPOCHI, CBsI3aHHBIE C HacjenoBaHueM 3aboneBanus. B Poccum Menmko-TeHeTHUYecKHe
KOHCYJIbTAIlMH pabOTaIOT B KaX/I0M PErHoHe.

Kax ycmanasnusaiom ouazcnos?

Bpaun Ha OCHOBaHMM KIMHHUYECKHMX CHMIITOMOB MOTYT 3all0/I03pUTh OO0JE€3Hb. 3aTemM
IIPOBOASATCS JTaOOpaTOpHBIE TECTHI M1 HHCTPYMEHTaIbHOE uccienoBanue. [10CKonbKy pa3Hble THIIBI
MIIC oueHb MOXO0XH MO CBOMM KIMHUYECKUM IMPOSBICHUAM, HEOOXOAUMO MOATBEPANUTH JHATHO3
¢ momomibio JabopaTopHbIX MeTonoB. [loarBepsknaromas nuarHoctuka MIIC 3akmrouaercs B
ornpezaeneHuu ypoBHs 3kckperuu A’ B Moye ¥ U3MEpeHUH aKTUBHOCTU ()EPMEHTOB B KJIETKax
KpOBH, MSTHaxX BBICYIIEHHOM KpOBM WM KyJIbType KOXHbIX (uOpobmacroB. s MIIC 1
IIPOBOJIAT OIpe/eieHne aKTUBHOCTH anb(a-L-uayponunassl. B nanpHeiiieM pekoMeHayeTcs
nposeaenue JIHK nuarnoctuku (eciy akTUBHOCTb (hepMeHTa ObLIa CHIKEHA).

Knunuueckue nposenenus myxonoaucaxapuoosa I muna

Cunapom ['ypnep (a taxxke llleite u ['ypnep-llletie)— nporpeccupyroriee MyJIbTHCHCTEMHOE
3a00JIeBaHNE U y MalMeHTa OBIBAIOT MOPAXKEHBI HE TOJIBKO CKEJIET M CYCTaBbl, CTPAJIAIOT TaKXe
HEpBHAs CHCTEMa, OPTaHbl 3pEHHsI, CIIyXa, CePJICYHO-COCYAUCTast U OPOHXO-JIETOYHAS CUCTEMBI

Brienstor tpu popmst MIIC tun I:

- curapom ['yprnep (mykomnonucaxapuao3 I H - Tsokenas popma),

- cuaapom ['ypnep-1lleiie (mykononucaxapuno3 | H/S- mpomexxyrounas ¢popma).
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- curapom lleiie (mykomonucaxapumos | S - nerkast popma)

CreneHb BBIPAXKEHHOCTH KIMHUYECKHX MPOSABICHUM NPU JAHHOM CHHIPOME pa3iIUyYHA.
W3BecTHBI U KpaiiHe Tshkelble GOopMbI 3a00JeBaHus - CHHIPOM [ypiiep, KOTOpBIE MPOSIBISIOTCS
y)K€ B paHHEM JCTCTBE, M JOBOJBHO JIeTKue, Msrkue Qopmbl Oonesnu - cunapom llleite. U,
COOTBETCTBEHHO, NpoMexxyTouHas ¢opma - cunapom [ypuep-llleite. B HekoTopbIX ciydasx
HaJu4he CUHJpPOMA HE BIHUAET HA MPOJOJIKUTEIBHOCTh JKM3HHU IMALMEHTAa, HO KA4eCTBO YKU3HH,
0e3yCI0BHO, CTpaJaeT Mpu Bcex ¢hopMax OOJIe3HH.

OcHoBHas 3a7aya Bpayeid, OJIM3KUX M CaMOTO MalMeHTa ¢ MyKoroyimcaxapuao3om | tuma —
clenaTh KU3Hb MaKCUMaJbHO KOMGOPTHOM, CHU3UTH PUCK TSDKEJIBIX OCIOKHEHUH, 3aMeIUTh
MporpeccupoBaHre 00JIe3HU, CMATYUTH OCHOBHBIE CUMIITOMBI 3a00JI€BaHUSI.

Jlanee MBIl OmMMIIEM OCHOBHBIE IPOOJIEMBI, C KOTOPBIMH CTAJKHWBAIOTCS MAIMEHTHI C
cunapomomamu ['ypnep, llleiie u I'ypnep-llleiie, HO 3TO He 0O3Ha4aeT, YTO OHU OO0A3ATEIBHO

6y,Z[YT Y KaXXA0To IMalueHTa. 3aboneBanue IMPOTCKACT OUCHD ITO-PA3HOMY, HAKC B OI[HOﬁ CCMbBC.

Pannee passumue, pocm

[locTtaBure numarHo3 cunapoma ['ypiep-lllelie HOBOPOXICHHOMY IPAaKTUYECKH
HEBO3MOJKHO, TaK KaK HalllM IAaLUECHTBl POXAAKOTCA B CPOK, C HOPMAJIbHBIMH POCTO-
BecoBbIMM Noka3zareiasiMu. Ho nipu cunapome I'yprep - Gornee Tspxenoit hopme - nepsble
KJIMHUYECKHE TMPHU3HAKK 3a00JIeBaHMs MOSBIAIOTCS Ha IMEpPBOM Toay Ku3HU. B psne
CIly4aeB, YK€ C PpOXJIEHHA HaOJI0AI0TCd HE3HAYUTENIbHOE YBEJIMYEHUE [IEUeHHU,
IIYIIOYHBIE WM I1aXOBO-MOIIOHOYHBIE TpbDKU. PocT 3amessiercs, Korxa MallblIIH
JOCTUTalOT BO3pacTa OAHOro-IByx JieT. IlammenTsl ¢ Tsokenoit gopmoil 3aboneBaHMs
OOBIYHO TOYTH MPEKpAIAIOT PacTH B BO3pacTeé BOCBMHU JIET — MX POCT OOBIYHO He
npesbimaer 110 cm. [Ipyrue nanueHTs NpoJoiKaoT pacTy 10 OJPOCTKOBOrO BO3pacTa
u pocturatot 152 — 160 cm. Ilpu nerkoit popme pocT y MalueHTOB, Kak MPaBUIIO, HUKE
4eM y 3JI0pPOBBIX CBEPCTHUKOB, HO OBIBAET U OYTH HOPMAJIbHBIM.

Brewnue ocobennocmu

Bremanii Bua manuMeHToB ¢ TsoKenor dopmoil cuHapoma ['ypiep HEoObIYeH — OHH
00JIbIIIe TOXO0XKU JPYT Ha JAPYyTra, YeM Ha CBOUX POAMTENEH U 310pOBBIX OpaTheB U cecTep.
V3MeHeHHsT B CTPOCHMHM HUX JHI 0003HAYaIOT CIEHUAIbHBIM TEPMUHOM JIMILIEBOM
au3Mopdu3M (orpyOsieHHe YepT): KpyMHas ToJ0Ba, KOPOTKas Iies, KPYIJoe JHIIO,

IIUPOKUI HOC ¢ IIMPOKOU U IIJIOCKOM MEPEHOCULIEH.
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[Tpu nerkoit u nmpomMexxyTouHor Gopme 3a00J1eBaHNs BHEITHHE OCOOCHHOCTH Y TTAllUEHTA
CTOJIb HE3HAYUTENbHBI, YTO WX BUIAT TOJIBKO Bpaud, a OJIM3KHME U 3HAKOMBIE HE
3aMeYar0T HUYEro HeOOBIYHOTO.

V¥ naunuentoB ¢ MIIC 1 u3-3a OTJIOKEHMSI MYKOIIOJIMCAXapuIOB KOXKa «TOJICTas» U

KECTKasi, YTO 3aTpyIHsET 3a00p KPOBU

Ckenem, onopHo-08ucamenvHas u KOCMHO-CYCMAGHAs CUcmema

VY nauuentoB ¢ MIIC I tumna, kak ¥ mpu Bcex APYrux (opmMax MyKOIOJUCAXAPUIIO30B,
CYUIECTBYIOT MpoOJieMbl ¢ (HOpPMHUPOBAHHEM U POCTOM KocTel. M3MeneHue kocrteit c
HapylieHneM ux (OpMbI Ha3bIBAIOT MHOKECTBEHHBIM AU30CcTO30M. [Ipu Tsokenoit popme
cuHapoma - cusjapoMe ['ypiep u3MeEHsieTcs CTPOEHHE IO3BOHKOB. OJIuH WM JBa
MO3BOHKA B CEpeIUHE CHUHBI OBIBAIOT CIUTIONICHBI OOJbINE, YeM OCTAJIbHBIC, M CIIETKa
cMenieHbl. Takoe CcMeleHue I03BOHKOB IOPOM CTAHOBUTCS MPUYUHOM pa3BUTHUSA
WCKPUBJICHHS MO3BOHOYHUKA (KH(O03, ckoano3). Eciu nckpuBieHne mo3BOHOUYHUKA WU
CKOJIMO3 TPOTPECCUPYIOT, TO TpeOyeTcss MeauiuHckas nomoinb. [Ipu cunapome Ileiie
HCKpPUBJICHHE I103BOHOYHUKA JOBOJBHO JIETKOE M HE HYXKJIAETCS B XUPYpPrHUECKOM
JICYEHUU.

CamMble cepbe3Hble, OMAaCHbBIE U JKU3HEYTPOKalolue MpoOIeMbl CBSI3aHbl ¢ Aeopmaliieit
U 0COOCHHOCTSIMU CTPOEHUS IeHHoro otaena. Ecnu cimHHON MO3r OyJeT caaBiieH WiH
MOBPEXAEH (LIeiiHas MUeENoNaTHs), HApYyLIUTCS WHHEpBAllUs BCEX YacTe Tena, 4To
MpHUBEJAET K c1a00CTH (BSAJIBIA Mape3) MBIIIL, HApyLIEHUsIM IpU X0Jp0€, HHOTAa Jaxke K
3aTpyAHeHUsM ¢ napixanueM. Ilpu Tsoxenoit gopme 3aboneBaHust cnabocTh B pyKax H
HOraX MOXeT pa30aBUThCSI Ha IEPBOM TOJAY JKU3HH, YTO MPHUBOJUT K 3aJlepiKKe
JIBUTATEILHOTO Pa3BUTHUS peOEHKA.

TyronoABM>XKHOCTh CyCTaBOB XapakTepHa JUIsl Bcex (opM Mykomojucaxapuaosos. C
roflaMy TYTOHOJBH)KHOCTb CYCTaBOB MOJKET ITPOIPECCUPOBAThH U CTaTh MPUYUHOM 00JIH.
W3-3a orpaHnyueHus MOJABMKHOCTH CyCTaBOB U OCOOEHHOCTEH CTpOEHHs MEJIKHX KOCTeH
KHCTH, TMajbllbl PYK CTAHOBATCS JKECTKUMH M HUCKPHUBISIOTCS, (GOpMUPYS Tak
Ha3bIBAEMYIO «KOTTUCTYIO KHCTbY.

W3-3a TYromogBM)KHOCTH KPYIHBIX CYCTaBOB M OCOOCHHOCTEH CTpPOEHHsI KOCTeH
MAIMEeHTHl XOAAT C CJIerka COTHYTBIMU KOJICHSIMU U Oefpamu. Y HEKOTOPHIX MAllMCHTOB
pasBuBaeTcsa  X-00pa3HOE€  HCKPHWBJICHHE  HIDKHMX  KOHEYHOCTEW  (BaJbryCHast
nedopmarnus). bonbmmMHCTBO Bpadeidl cuumrTaer, YTO JaHHas Aedopmards HOCHT

HpHCHOCO6HTCJ’ILHHﬁ XapaKkTep, nomMorad MauCHTY pacClpeaciisitb BCC, IIOITOMY
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ONIEPATUBHYIO KOPPEKIMIO B pPAaHHEM BO3pacTe B OOJIBLIIMHCTBE CIYy4aeB JIydlle He
npoBouTh. Kpome Toro, B CBs3M €O ClIabOCTbIO CBSI30YHOrO anmapara U HapyLEeHUsIM
CTPYKTYpbhl KOCTEH, Omepanusi HE BCEr/Ja INPUBOAUT K OXKUIAEMOMY pe3yibTary —
nedopmMarus BO3BpAIIaeTCsl CIyCTs] KAKOE-TO BPEM.

Opeanvl Ovixanus

Hapymenne nprxarenbHoi cuctembl y nanueHToB ¢ MIIC cBsi3aHo Kak ¢ 0COOCHHOCTSIMH
CTPOCHHUS CKeJeTa, Xpslle Tpaxeu u pedep, Tak u ¢ HakoruieHneM ['Al’ B MATKHUX TKaHIX
(YBEIMUMBAIOTCS aIEHOUIbI, CIM3UCTHIE, BHICTHIIAIOLIME AbIXATEIbHBIE ITYTH, CTAHOBSITCS
PBIXJIBIMU, TUIIEPTPO(UPOBAHHBIMM, B PE3yJbTaTe 4YEro MPOCBET JbIXATENbHbIX IyTeH
YMEHBILIAETCH).

BaxxHo moHMMaTh, YTO HEJOCTATOYHOE CHA0KEHME TKaHEH KHUCIOpOAOM (TUIIOKCHS)
BIIHSIET HA (YHKIUIO BCEX OPTaHOB, MO3TOMY YIIYUIICHHE JBIXaTeIbHON (PyHKIMH — O/THA
U3 NePBOOYEPEIHBIX 3a/1a4.

[Ipobnembl ¢ npIXaHHEM YCYryOJiseT U3MEHEHHOE CTPOCHME IPYAHOM KIETKH: IpyJaHast
KJIETKa «OKECTKas» W HE MOXKET JIBUraThCsl CBOOOJHO, HE IO3BOJISIET JIETKUM HaOpaTh
Oonpmiol 00beM BO3AyXa. DTH OCOOEHHOCTH TPHUBOIAT K TOMY, YTO HAIMEHTHI XYXKe
MEPEeHOCAT MH(PEKIIMN BEPXHUX JbIXaTSIbHBIX MTyTEH U JIETKUX.

[lepBbIMM cHUMITOMaMU HapylleHUs (DYHKIMHM BEPXHUX JbIXAaTEJbHBIX IyTE€H MOryT
CIy’)KUTb ~HOYHOW Xpal, IIyMHOE JbIXaHHe, OOCTPYKTHBHOE HOYHOE aIlHOoe
(KpaTKOBpEeMEHHbIE, 0 HECKOJIbKMX CEKYH], 3aJep>KKHU JbIXaHUS BO BpEMS HOYHOTO
cHa). Takue mposBIEHUS JOJKHBI HACTOPAXKUBaTh, TaK KaK B JaJbHEHIIEM OHU MOTYT
IIPOrpeCcCUpOBaTh U MPUBECTH K PA3BUTHIO OCJIOXHEHHM CO CTOPOHBI APYTUX OPraHOB
(cepatie, TOJIOBHOM MO3T).

[Marmentsl ¢ MIIC CKIOHHBI K Pa3BUTHIO OTUTOB, PUHUTOB M BOCHAJIECHUIO JIETKHUX,
MI03TOMY AHTHOAKTEPUATBbHYIO TEPANUI0 CIeAYyeT HAuMHATh YK€ Ha PaHHUX CTaAMsIX
3aboneBaHus. HecOMHEHHO, HYXHO KOHCYJIBTHUPOBATbCAd CO CHEIHMAIMCTaMH, a He
3aHUMATBHCS CaMOJICUEHUEM.

Hecmotps Ha penkocTs U TsbkecTh 3a00JIeBaHUs, ClIEAyeT IOMHUTh, YTO BaKIIUHUPOBATh
nanueHToB ¢ MIIC o6s13aTenbHO, TaK Kak MPUBUBKH MIOMOTAIOT MPEIOTBPATUTH pa3BUTHE
3a00JIeBaHUH{, TOpAXKAIOIIKX JIeTkhe. B TOM 4ncie Ba)KHO HE MPOMYCTUTh BAaKIIMHAIHIO
MPOTHB MHEBMOKOKKOBOM MH(EKITNH.

Pomosas nonocms u 3y0601

VY nanuentoB ¢ MIIC I 3y0bl HOKpBITHI XPYIKO 3Maibio, YTO MPUBOAUT K OBICTPOMY

Pa3BUTHIO Kapueca.
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Cepoeurno-cocyoucmas cucmema

[Ipaktnueckn y Bcex mamweHToB ¢ MIIC 1 nHabGmromaercs maTtojorus CepleyHo-
COCYIMCTOM CHCTEMBI: YTOJIIEHHE CTEHOK CEpJla, CHHKEHUE COKpPaTUTENbHON
CMOCOOHOCTH CEpJCYHOM MBIIIIIBI, W3MEHEHHs] CO CTOPOHBI KIIAIAHHOTO armrapara
(YIUIOTHEHHE CTBOPOK U XOP/ KJIallaHOB).

IIpu ocmotpe mamuentoB ¢ MIIC I Bpau moker oOpaTUTh BHUMaHUE HAa HaJIUYHE
«uymMoB» B cepaue. Kak mpaBuio, 3TO CBSI3aHO C TIOPaKEHHUEM KJIAIlaHOB:
MOBPEX/ICHHBII KIIalaH 3aKpbIBAETCS HEIUIOTHO, MPU COKPALCHUH CepAlla HeOOJbIIoe
KOJMYECTBO KPOBHU JABUTAETCS B OOpPAaTHOM HAINpPaBJICHHUH, YTO BBI3BIBACT IIYM, KOTOPBIN
CIBILIUT Bpad. Yaiie Bcero nopaxarorcs a0pTaJIbHbI 1 MUTPAJIbHBIN KJIAallaHBbI.
[lopaxeHnue Jerkux, O KOTOPOM HAIMCAHO BbIIIE, TAKXKE MOXKET CTaTh MPUYMHON
U3MEHEHUH €O CTOpOHBI cepaua. «lIpokadnBaHue» KpOBU 4epe3 M3MEHEHHBIE JIETKUE,
MPUBOAUT K NEperpy3ke IMpaBbIX OTAEIOB CEpAlA, W Pa3BUBACTCA IMPABOCTOPOHHSA
cepJieyHasi HeJOCTaTOYHOCTb.

Cepoeuno-cocyoucmas cucmema

[TaTonorus cepaeuno-cocyauctoit cucremsl (CCC) y nanuentos ¢ MIIC nposiBisercs B
BUJIE: YTOJIIEHWE CTEHOK CEpJAla, HW3MEHEHHS CO CTOPOHBI KJIAlaHHOrO arapara
(YIuIoTHEHHE CTBOPOK M XOpJ KIIalaHOB), Pa3BUTHUS CEPICUHOI HEJOCTATOYHOCTH, KaK C
COXPAHEHHOM, TaK M CO CHI)KEHHOH COKPaTUTEIbHON CIIOCOOHOCThIO MUOKap/Ia.
XapaktepubiMu npuszHakamu nopaxkeHus CCC npu MIIC gaBnsrorcs — auchyHKIUMU
KJIalaHOB (B OCHOBHOM, MHUTpPAJbHOTO, AOpPTAJbHOTO KJAamaHoB), TUnepTpodus
MUOKap/a, HapyluIeHHue PUTMa M MPOBOAUMOCTH. DYHKIMS KJIAalaHOB, HECMOTPSI HA HUX
YTOJIILEHUE B PE3YIbTATE OTIOKEHUS MYKOIIOIMCAXAaPHUI0B, MOKET HEKOTOPOE BPEMSI HE
Hapyliatbed. B mocnemyromeM MOSBISETCS HIYMbI, XapakTEpHbIE Ui MUTpPaJIbHOU
(CHUCTONMMYECKHUIA) U A0PTaJTbHOM (IMACTOTMYECKUI) HETOCTATOYHOCTH, Pa3BUBAIOIINECS B
pe3yibTaTe HECOCTOSTEIbHOCTH KiIanmaHoB. B nanmpHeilmem ykopouenue xopa U ¢puodpo3
JIEBOTO APTPUOBEHTPUKYJISIPHOTO KOJIbLIA MPHUBOJAT K CTEHO3MPOBAHHIO MUTPAIBHOIO
oTrBepcTHs. HenocTaTouHOCTh TPUKYCIUJANBHOIO U MYJIbMOHAJIBHOIO KJIamaHa OOBIYHO
KJIIMHUYECKH HE TUarHOCTUPYIOTCSL.

CaMoil yacTOlW NPUUMHOM pa3BUTUS CEPIAEYHON HEIOCTATOYHOCTH C COXPAHEHHOMN
¢pakuueit BBIOpOCa JIEBOTO JKEIyAOYKa y OTHX IAlUCHTOB SBISETCS MOBBIIICHUE
KECTKOCTH MHOKapJa B pe3yJbTaTe OTJIOXKEHHUS MYKOIOIHUcaxapuaoB (Mo THUILY
PECTPUKTUBHON KapAHMOMHUONATUH). B penkux ciaydyasx MOXeT HaOIoJaThCsl CHIDKEHUE

COKpaTHTCHBHOﬁ CIIOCOOHOCTH 3a CUET JUIaTalliH IMOJIOCTEH.
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Kpome Toro, cepneunas HEAOCTaTOYHOCTh MOXKET Pa3BUBAThCS C MOPAKEHHEM IPABBIX
OTJICJIOB Cep/lla, 0 TUIy XPOHUUYECKOTO JIETOYHOIO Cep/la, B pe3yabTaTe AedopMaiuu
IPYHOHN KIJIETKH, MOPaKEHUS JIETKUX U3-3a OTJIIOKEHUS MYKOIIOJMCAXapHua0B (KECTKUE
JIETKKE), HApYIIEHUsS IPCHUPOBAHUSI OPOHXHMATIBHOTO JIepeBa U3-3a CY)KEHHUsI OPOHXOB U
Pa3BUBAOILEHCS TPAXECOMAIIAIIMU U PA3BUTUS XPOHUUYECKOW TUIIOKCHUU.

bprowmnas nonocme

IIpu cunppome ['ypnep medeHb M Celle3€HKA yBEJIWYEHBbl M3-3a HakomeHus [AD
(remarocmyieHOMeTanus). YBEINYCHUE MEYeHU OOBIYHO HE MPUBOIUT K HAPYIICHUIO €€
(GYHKIIUHM, HO MOXKET BJIUATH HA IEPEHOCUMOCTh TOM WJIM WHOM MUIIY.

[Ipn wmykomonucaxapuao3ax, Kak MpaBWIO, KHBOT YBEIMYEH B O0bEME 3a CYET
renaToCIVIEHOMETAINN M CJIA00CTU MPSIMBIX MBILIL] JKMBOTA. TakKe 4acTO BO3HHUKAIOT
COUYETaHHbIE WJIM U30JUPOBAaHHBIE IPHIKH (IIyIOYHAs, IaXoBas, NaXOBO-MOILIOHOYHON U
cpenHell TMHUM XKKMBOTa). PemieHue o HEOOXOAMMOCTH OMEPATUBHOTO JICYCHHS JOKHO
MIPUHUMATBHCSI COBMECTHO C JIEHAIlMM BpauoM: OKa3aHUEM K CPOYHOM ONEPALMH CITYKUT
YILEMJIEHUE TPHIKEBOTO BBIIITYMBAHUS.

V¥ naumenrtoB ¢ MIIC [ Hepenko HaOmogaeTCsl HEYCTOMYMBBIA CTYN (3aropbl WU
muapest). IlpuymHa 3TOro 40 KOHIA HEMOHSATHA. B03MOXHO, Hapymaercs (QyHKITHS
BEreTaTUBHOW HEPBHOM CUCTEMBI, MOCKOJbKY ["Al" HakanaMBarOTCS B HEPBHBIX KJIETKAX
KHIIeyHUKa. Juapes MoXeT ucde3arb ¢ BO3pacToM, HO BO BpeMs IpHeMa aHTUOMOTHKOB
MOSIBJISITHCSL BHOBB. Eciin napest BO3HUKIIA M3-3a MpUeMa aHTUOMOTUKOB, Bpauld MOTYT
Ha3HAYUTh MpEenaparbl, CIOCOOCTBYIOIIME HOPMAaIU3alUU MHUKPO(]IOpHl KHUIIEYHUKA.
Ecnin namueHT Mano JBuraercs, TO MOTYT pa3BUThCS 3amopbl. B 3TOM ciyuae
3¢ (HEeKTHUBHO yBETWYECHHE B PAIlIOHE KOJIMYECTBA TPYOOH MUIIH (KIETYATKH).

Hepesnas cucmema

IIpu cungpome ['ypnep neTu pa3BUBAIOTCA C 3aJCPKKOM peud, Yy HHUX CTpajaer
MHTEJUIEKT, Hapymaercs nosefeHue. [lo mepe HapacTaHus HapylIeHMH MHTEIUIEKTAa K
TMIEPAKTUBHOCTH M arpeCCUBHOCTHU IPHUCOEAUHSIOTCS ayTUCTHYeckue uepthl. [lpu
MArKux ¢opmax - cunapome ['ypnep-Illeiie u [llelie nHTENNEKT HE CTpajaeT, pa3BUTHE
cJIeTKa 3aMeJJIEHHOE.

IIpu T1soKenbIx Qopmax Tak Ke MOTYT BO3HUKAThb HapyUIeHHs IUPKYIALUSL
CIIMHHOMO3T'OBOM JKHJKOCTH. B 3TOM cilydae malleHThl KalyroTcs Ha TOJI0BHbIE 00IH, Yy
nere oOpamiaroT Ha ce0si BHUMaHUE OECMOKOMCTBO, pPBOTA, 3aJ€pXKKa pa3BUTHSL.
HeoOxonuma KoHCynmbTammsi  Bpada-HEHpOXUpypra JUisli  pelieHuss Bompoca O

HCO6XO,Z[I/IMOCTI/I ONEpaTUBHOI'O WJIN MCAUKAMCHTO3HOI'O JICHCHUA JAHHOT'O OCJIOKHCHHA.
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[Iporpeccupyromasi coobmraromascss ruaporedanus sABIIeTCS HauOojee YacThIM
CUMIITOMOM cuHaApoMa ['ypiep u peako Bcrpedaercs npu Markux Gopmax MIIC I tuma
(cunapomax 'ypnep-1leiie u lleiie).
Ecnmu  BO3HMKAIOT TONO3pEHUs Ha THUAponedanuio, TO HEOOXOJUMO IPOBECTH
KOoMITbIOTepHYIO Tomorpaduto wm MPT. Ocmorpa T1IasHOTO JHA OKYJIHCTOM
HEJIOCTAaTOYHO JIJIsi TOCTAaHOBKM JMarHosa, T.K. ruapouedamus y aereit ¢ MIIC I moxer
MpOTEeKaTh U 0€3 3aCTOWHBIX M3MEHEHUH Ha TJ1a3HOM JIHE.

CnaBneHue CINMHHOIO MO3ra IPUBOAUT K HEOOpAaTUMBIM  HEBPOJIOTMYECKUM
HapylIEHUsM, IO3TOMY JE€KOMIIPECCUPYIOUIEE OINEpPaTUBHOE JICYEHUE  CIEAYyeT
paccMmaTtpuBaTh Jake Yy MAIMEHTOB O€3 HEBPOJIOTMYECKOW CHMITOMATHKH, 3a4acTyIO
XUPYPTUUECKOE  BMEIIATEJBCTBO  JOJHKHO  BBIMOJHATHCS — PAHBIIE  Pa3BUTHUSA
HEBPOJIOTUYECKHUX MTPOSBICHUH.
[Ipu nosiBNEHUN HEBPOJIOTMUYECKOTO ACPHUIMTA MAIUEHT MOXKET yXKe HaXOAUTCS HA TPaHU
KypaOenbHOCTH, MpU TMOSBICHUM IEPBBIX CUMITOMOB pPAacCMaTPHUBAETCS BOIPOC O
CPOYHOM XUPYPIHUYECKOM BMEIIATEIbCTBE.
[IpoBenenne Xupypruyeckoil 3ameHbl Ta300€IPEHHOIO WJIM KOJEHHOIO CyCTaBa,
HCIPABJIEHUE OCH KOHEYHOCTH, YCTPAHEHNE CTEHO3a KapIajlbHOI0 KaHaya 0Ka3aHo MpU
BBIPOKEHHOM HapyIIeHWU (PYHKUIHUU U TpPU OTCYTCTBUU 3(PdeKkTa OT KOHCEpBATUBHOI
Tepanuu.

Kapnanbublii  cuHApoM  (3amsiICTHBIM ~ CHUHAPOM,  TYHHENIbHBIH  CHUHAPOM)  —
pacrmipocTtpaneHHas mpobiema y manueHtoB ¢ MIIC. HepBol mpoxoasT uepe3 3armsicThe
MEXy 3alCTHBIMU KOCTSIMU U CBSI3KaMU. Y TOJNILIEHHUE CBSA30K 3a cueT HakoruieHus Al
OKa3bIBaeT JaBlieHWE Ha HepBbI. [IposBIEHHEM ATOrO0 CHHIPOMAa MOTYT OBITH 0OJb U
OHEMEHUE NaJIbLIEB PYK U TPYJHOCTH C 3aXBaTOM IPEIMETOB.

JUis TUarHOCTHKU H3MEPSIOT CKOPOCTh IMPOBEIEHUS HEPBHOIO HMITyJIbca B 00JIacTH
KUCTH. DTO MpOCTas MpoUEeaypa, MO3BOJISIONIAs YCTAHOBUTh HAJIMYMUE WM OTCYTCTBHUE
MOBPEXKICHUS] HEPBOB.

HekoTopele HapyiieHHS HEPBHOW CHUCTEMBI (JIBUTaTENbHBIE PACCTPOICTBA) SIBIISIFOTCS
BTOPUYHBIMU U B OOJIbIIIEH CTETIEHU CBA3aHbI C MOPAKEHUEM CKeEJIEeTa.

Opean 3penust

Hakomnenne I'Al" mpoucxouT BO MHOTHX TKaHSX, B TOM YHCJIE, B POTOBHUILIE, TO3TOMY
MOXKeT HalmroAaTbes ee nomyrtHeHue. OOHUM W3 NPU3HAKOB W3MEHEHUSI POTOBHIIBI
SBJIIETCS HEMEPEeHOCUMOCTb SIPKOTO0 CBETa, TaK KaK ITOMYTHEHHE BBI3bIBAET

HCIIPAaBUJILHOC IIPCIIOMJICHUEC CBCTA. B »Tom CIydyac MOryT nmomMo4db COJIHCUHBIC OYKH.
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Ecnu nmoMyTHeHHe pOTOBUIIBI TSDKEIOE, YXYALIAeTCS 3pEHUE, OCOOCHHO MPH TYCKIOM
CBETE.

Otnoxenne ['Al' B ceTyaTke MOXET MPUBECTH K MOTEpe MEPUPEPUUIECKOTO 3PEHUS H
HUKTAJIONNHU («KYpUHOM ciernoTe»). PeOEHOK B 3TOM CHTyalluu MyraeTcsi U OTKa3bIBaThCA
XOJIUTh B TEMHOE BpeMsl CyTOK. JKenaTresbHO OCTaBIsATh HOYHUK BKJIIOUEHHBIM B CIIAJIbHE
u kopujpope. MHorma MoOryr BO3HHUKAaThb MPOOJEMBI CO 3pEHHEM, BBI3BAHHBIC
U3MEHEHUSAMU B CETYaTKe IJla3a WM IJayKOMOH (TIOBBIIIEHHBIM BHYTPUIJIA3HBIM
JaBIICHHEM), IO3TOMY PErYJISIPHBIE OCMOTPBI 0P TATBEMOJIOTa HEOOXOAUMBI.

C mnoMouipl0 CHeHUaIbHBIX HCCIENOBAHMM CHEUANINCT OINPENCIUT, H3-3a YEro
YXYALIAETCS 3pEHUE.

Opeanvl cnyxa

I[Ipu MIIC Tyroyxoctb MOXKET OBbITH HEHpOCEHCOpHas (CBA3aHHAs C HapylIEHUEM
YYBCTBUTEJIBHBIX (BOJIOCKOBBIX) KIJIETOK B YIHMTKE), KOHIYKTHBHas (CBSI3aHHas C
HapylLIeHUEeM 3BYKONPOBOJASIIMX MyTeH) WM CMelIaHHas (KOMOWHAIUs JBYX THIIOB).
[Ipu cunapome ['yprep TyroyxocTs yalie HOCUT CMEIIAHHBIN XapaKTep U IPOTrPECCUPYET
¢ Bo3pacToM. PasnuyaroT 3 cTeneHu TyroyxocCTH: JIETKYI0, YMEPEHHYIO U Tskenyto. B
3aBUCHMOCTH OT THUIA U TSKECTH MOPAXKEHUS CllyXa MPUMEHSIOT Pa3jIMYHblE METOJIbI
KOppeKUuU. BaxkHO Kak MOYKHO paHbIll€ 3aMETUTh MPU3HAKU CHIXKEHMS ClIyXa, TaK Kak
0e3 KOppeKIHMH TYroyxoCTh IIOMEIIaeT HOPMAJbHOMY pa3BUTHIO U OOYYCHMIO
nanueHToB. MDakTopoMm, YCYryOJsIOIIMM HapylIeHHE CIyXa, SBISIOTCA 4YacTble
MH(EKIUU CpeaHero yxa (OTUTHI).

Jleuenue, Haba0OeHue u nianosvle 06Cie008aHUs

Bpauamu-skcnepramMu U3 pa3HbIX CTpaH ObUIM CO3/1aHbl PEKOMEHALUH 110 HaOII0IEHUIO,
nuarHoctuke u yiedeHuto nmamueHToB ¢ MIIC I tuma. U MBI BKkpaTtiie pacckakeM 0 HUX.
HaOmronenue, miaHoBeie 00CiIeOBaHUS U TECTEI

st Toro, 4roObl OLIEHUBATh COCTOSIHUE MAIMeHTa, YPPEKT MPOBOAUMON (EepMEHTHOM
Tepanuy, GU3NOTEPANUH, CYIIECTBYIOT pa3jIMyHble TeCThl M IMKaibl. OueHb BAXHO He
OTKa3bIBaThCsl OT MPOBEACHUS 3TUX HUCCIEIOBAaHUM, TOTOMY UYTO OHU MOMOTAIOT Bpadyam
OOBEKTUBHO OLIEHUTH COCTOSTHUE NallleHTa, 000CHOBAThH JIEUEHNE, BBECTU W3MEHEHHUS B
[IpOrpamMMbl peabMINTalMK U aOWIINTaIHH.

CambIM HM3BECTHBIM SIBISieTCd 6 MUHYTHBIH TecT X0JapObl. CyThb €ro O4YeHb NpOCTas:
OLICHUTh BBIHOCIMBOCTh MNanueHTta. [lanueHTy mnpemiaraloT  XOAWTH MO JTMHHOMY
Kopuaopy B TedeHue 6 MuHyT. OleHHMBaeTCs KOJIMYECTBO ciAelaHHbIX maroB. Korga

MMpOBOAWIIM TICPBBIC KIIMHUYCCKUC UCIBITAHUA IMpCliapara I JICUCHUA MIIC Pa3HbIX
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THUIIOB, UCCJIEI0BATEIHN MPOBOAMIIN TaKOE TECTUPOBAHKE 10 U MOCIIE Hadana (pepMEeHTHON
Tepaliuy, CPaBHMUBAJIM pPeE3yJbTaThl IPYNIbl IAlMEHTOB, IOJIy4yaBIIMX [pernapar, ¢
pe3yabTaTaMH TeX, KTO moiydan riane6o. MIMeHHo TecT nokasam, 4to (epmMeHTHas
3aMECTUTENbHASL TEpalusl YJIYy4lIaeT BBIHOCIMBOCTb MAllMEHTOB U MX JIBUTaTEJIbHYIO
aKTUBHOCTb.

YroObl OLIEHUTH CTENEHb OTPAHWYEHUS JIbIXaHMSA, Bpady MOXET IPOBECTH JIETOYHBIE
¢byHKuMOHATBHBIE TecThl. Jlerounsle (yHKIMOHAIBHBIE TECTHI OIPENCISAIOT, KaKOH
MaKCUMaJbHBIE 00BEM BO3JyXa MOXKET BJIOXHYTh IalMEHT, HACKOJIBKO OBICTPO
IIPOUCXOUT Ta3000MEeH. DTHU TECTbl MOTYT BBIIBUTH 3a00JI€BAHUS JIETKUX, OIPEIEIUTh
CTENIEHb MX TMOpaXEHUs M OLEHUTh 3S((EKTUBHOCTh JieueHUs. TecTbl OOBIYHO
BBIIIOJIHAIOTCS € MCIOJIB30BAaHMEM  CIIELMajIbHOro  obopynoBaHus. Bo  Bpems
UCCIIEIOBaHUsI HYXHO I10 KOMaHJE€ BJbIXaTb, 3a/J€pKUBaThb BO3/1YX, BBIIbIXaTh.
HccnenoBanue GyHKIMY JETKUX HE MPEACTaBISAET ONACHOCTH JUIs 310POBBSI.

JUis TMarHOCTUKU 3a00J1€BaHUs JIETKUX M OpOHXOB HEOOXOAMMO HPOBECTH (DYHKIIHIO
BHemHero abixanus (OBJI). [Ipu momomm B/l ompenensioT, Kakoil MakCHMaIbHBINA
00BbEM BO3/yXa MOXET BJOXHYTH MAI[MEHT, HACKOJIBKO OBICTPO MPOMCXOIUT ra3000MeH.
OTU TeCTbl MOTYT BBISIBUTH 3a00JI€BaHUS JIETKUX, ONPEAEIUTh CTENEHb UX MOPAKEHUS U
OLEHUTHb 3(PPEKTUBHOCTH JieueHUs. TecThl OOBIYHO BBIIOJHSIOTCA C HMCIOJIb30BaHUEM
CMeLMaNbHOTO O00OpYyJOBaHUS - chnupomerpa. Bo Bpemsi ucciepoBaHHs HYXHO IO
KOMaH/I€ BbIXaTh, 3a/Ie€p>)KUBATh BO3/1YX, BbAbIXaTh. McciaenoBanue GyHKIUU JIETKUX HE
MIPE/ICTaBIISIeT OACHOCTH JJISl 3I0POBBSI.

BeicnymmBanue (ayckynbTalMs) cepiia JODKHO ObITh 00s3aTelNbHBIM M PEryJspHBIM
UCCIIEIOBAaHUEM Ui TAlMEHTOB C MYKOIOJMcaxapuao3amMu. BaXHbIM MeTonoM
U3Y4YEHUs cepaua sBISETCS YIbTpa3BYKoBoil — axokapauorpadus (Oxo-KI'), ona
Oe3omacHa, Oe30oyie3HEHHa U BblcOKOMH(popmaTtuBHA. CoOBpEeMEHHblE MPHUOOPHI
MO3BOJIAIOT MOJYYUTh OAHO-, BYX- U TPEXMEpPHOE M300pa)KeHHE cepAla, ONpeaesuTh
CKOPOCTb KPOBOTOKAa M JIaBJICHUE B PA3JIMUHBIX OT/E€NaX, ONPEIEIINTh HAIpPaBICHUE U
TypOyNeHTHBIN xapakTep KpoBoToka. Ix0-KI' pekoMeHayI0T MPOBOAUTH MO MOKA3aHUSAM,
HO He pexe | pa3a B roj. DTo UCCIEIOBaHUE HEOOXOIUMO, YTOOBI OOHAPYKUTH JIFOOBIC
npobnemMbl ¢ cepaleM (yBEIMYEHHE pPa3MEpOB, WHAEKC MacChl JIEBOTO JKEIyJ0uKa,
HapyleHHe COKpaTUTeNbHON (QyHKIMM (Pppakuus BHIOpOCca), a TaKkKe TUACTOIUYECKOM

(GYHKIIMH, OLIEHKA CepJICUHbIX KJIAaIaHOB, BUKEHUE MEXOKETYTOUKOBOM MeperopoKu)
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[Ipu HeoOxoammocTH, Bo3MokHO TipoBeneHrne MPT ¢ koHTpacTupoBaHueM cepama: ais
0osee OeTalbHOTO MCCIEAOBAHUS CTPYKTYPHI U (PYHKIIMU KEITYyA0YKOB, MATUCTPATbHBIX
COCYZI0B M KOPOHAPHBIX apTEPUM.

Kpome Toro, asisi BEISBICHHSI HAPYIICHUS PUTMA U MPOBOJAMMOCTH Cepila HEOOXOAUMO
MPOBOJIUTh Xo0ATepoBckoe MoHuUTOpupoBanue OKI, He pexe 1 paza B roa. A s
BBISIBJICHUSI apTepuabHON runepTonnu [IpoBenenue cyrounoro monutopupoanus A/l
HeoOxomumo perynsipHo (Ba pa3a B roj) MPOBOIUTH MPOBEPKY CIIyXa, ISl TOTO YTOOBI
cpa3y e HayaTh JICYEHUE, €CIU MOTPeOyeTCsl, U MAaKCUMAJIbHO COXPaHUTh BO3MOKHOCTh
YUUTBCA U OOLIATHCS.

MarnuTtHas pe3oHaHCHas ToMorpadus

MPT mno3BoHOUHMKA JOJKHA TPOBOJUTCA €XKEroJHO, C OCOOCHHBIM (POKycOM Ha
007acTSIX, B KOTOPBIX MOJXET pa3BHBATHCS KOMIIPECCHUS CIHHUHHOTO MO3Ta: IICHHBIN,
ITPYAHOM, TPyAONOSCHUYHBIN oTAenbl. [lanmentsl ¢ Mykomonucaxapugo3om [ tuma
JOJDKHBI HAOMIOAThCS Yy XUpypra-opTorneaa, 4yToObl OH KOHTPOJHMPOBANl COCTOSHUE
IEHHOTO OT/eNa TO3BOHOYHHMKA. Ba)kKHO OIICHMBATh pPE3yNbTaThl HCCIACAOBAHUN B
JUHAMUKE, TI09TOMY BCE€ CHUMKH CJIEAYyeT XpaHUTh U TMPEAOCTaBIATH BpadaM Ipu
KOKIOM CJEAYIONIeM HCClIeA0BaHUA. KOMITBIOTEpHYI0 TOMOrpaduio MO3BOHOYHHKA
MIPOBOJIAT, KaK IPaBUIIO, IEPE]] INIAHUPYEMbIM OIIEPATHUBHBIM JICUEHUEM.
Pentrenorpagus

Pentren meiHOro M Tpyno-TIOSICHUYHOTO OT/ACJIOB MO3BOHOYHHKA B JIBYX MPOEKIIMIX
cJeIyeT MPOBOJUTh Kaxable 1-3 roga. ITo MCClieI0BaHUE MPOBECTH TEXHUYECKU MPOIIIE,
gyem MPT, kpome Toro peHtreHorpadus naet Oomnbine WHGOPMAIMK O CTPOCHUU
MMO3BOHKOB.

Cnucok peKOMeHIyeMbIX 00ClIeIOBaHU MTPUBE/IEH B Tabnuile 1.

Cumnmomamuueckoe JieyeHue

OcHOBHasg 1efb CHUMITOMATUYECKOTO JIEYEHUSI — CKOPPEKTUPOBATh BbI3BaHHBIC
3a00JIeBaHUEM U3MEHEHHUSI.

Ckenem u onopHo-ogueamenvbHas cucmema KOCmHo- CyCmasHas cucmema

Baxxno HaiiTu GamaHCc MEXTY BO3MOXHOCTHIO KUTh MAaKCHUMAJIbHO TIOJHOW >KU3HBIO U
MUHUMU3ALKUEH OCIOKHEHUH, CBSI3aHHBIX C OCOOCHHOCTSMH CTPOCHHsSI CKelleTa
nanueHToB. C OHOM CTOPOHBI, HE CIIEIYET YPE3MEPHO OTPAaHUUYMBATH U ONEKATH JAETEH,
nedeOHast PU3KyJIbTypa HEOO0XOIMMa, HO HEKOTOphIC BHIBI (PU3MUYECKOM aKTUBHOCTH,
Takue, KaKk KyBBIpKaHWE, CTOMKAa Ha TOJIOBE M HBIPSIHUE JOJDKHBI OBITh TMOJHOCTBHIO

HCKJIIOUEHBI M3-32 HeCTAOMIIBHOCTH IIEHHOTO oTAacia. PaspemaroTcsi JICTKUEC ITOJCKOKH,
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HO TMalMeHT HE JOJDKEH CAaMOCTOATEIbHO MphIraTh Ha 00€ HOTM, MOTOMY 4YTO CHCTEMa
OMOpbl M KOOPAMHALIMK ABWKEHWH y Hero cinabo pa3BuTa. PoauTensM LIKOJIbHUKOB
HYKHO 0053aTeIbHO COOOIIUTE YIUTEI0 (GU3KYIBTYPHI 00 OCOOCHHOCTSAX YICHHKA.
[MarmenTs! ¢ cunapomom ['ypnep-1lleiie MOMKHBI BECTH MOIBMKHBIA 00pa3 JKU3HH IS
noajepkaHusi (PyHKIMOHUPOBAHUS CYCTaBOB U YIYYIIEHUS OOIIEr0 COCTOSIHHS
3n0poBba. [lenuarp unm gusnorepaneBT MOXKET [MOCOBETOBATh Pa3IUUYHbIC KOMOWHAIIUU
€KECTHEBHBIX YIIPAKHECHUI.

WNutencuBHas Tepamnus JUisl yJAy4IlIEHUS MOJBH)KHOCTH CYCTaBOB W IO3BOHOYHHKA, a
TaKXKe s YKpPEIUIeHHs] CIMHHOM W OpIOIIHONW MYCKYJaTypbl PEKOMEHJOBaHa BCEM
nanueHTaM. YToObl YMEHBIIUTH MOCIEACTBHUS THIEPIOPA03a, HEOOXOIUMO YKPEILISTh
TPYAHYIO MYCKYJaTypy, IPU 3TOM IPOBOAUTH TEPANHIO, HANPABICHHYIO HA PAa3BUTHE
MOSICHUYHO-KPECTIIOBOTO OT/eia. BaxHO cliequTh, 4TOOBI MAIMEHT HE MEePEHAIPATaIC 1
HE yCTaBall Ype3MEPHO, IOITOMY PEKOMEHIYETCs TIIATEIbHO M3YYUTh €ro (hu3ndeckoe
COCTOSIHME U BBIPA0OTaTh WHANBHUAYAIbHbIE PEKOMEH/IALINN.

Pexomenayercs 3aHsATHS, coyeTass aKTUBHBIE W TACCUBHBIC yrpaxHeHus. Komrekc
3aHSATUHN JOJHKEH BKIIIOUATH:

- YOpaXHEHUS Ha BRIPAOOTKY OCAHKHU M YyBCTBA PABHOBECHS;

- YIIpa)XHEHUS HA PACTSHKEHUE;

- BOJIHBIC TIPOLEAYPHI U 3aHATHUSL CHOPTOM B BOJE, OCOOCHHO IS MOKUJIBIX MAIlMEHTOB.
Paccnabmstronuii Maccak M TOJBOJHBIM Macca)X OKa3bIBaIOT BeChMa OJIArOMpHSTHOE
JIEUCTBUE.

OtnenpHOrO BHUMaHUS TPEOYIOT 1ehOpMHUPOBAHHBIE CTYITHU M KUCTH.

Uto0bl mOAEpKUBATH TOJBMKHOCTh CTYIHEH, HEOOXOAMMO BBHIMOJHATH CIelHaTbHbIC
YOpaKHEHHS, JIydllle BCETrO JIoOMa WJIM BO BpeMs urp. [is CHSATUS dYpe3MEepHOro
MBIIIEYHOTO HaMpsHKEHUs1 HeoOXoauMa OpToreaudeckas 00yBb, CTEIbKH W BKJIAJIBIIIIH,
KOTOpBIE€ BBHITIONHSIOT MOACPKHUBAIOINIYI0 (DYHKIIHIO, B HEKOTOPBIX CIy4dasiX — OPTE3bl.
BanHOUYKM, Maccax HOT Tak:ke HEOOXOIUMBI.

BaxxHO BBITIOJNIHATE YIpa)XHEHUS Ha PACTSHKKY MBI 33JHEH MOBEPXHOCTH Oeapa u
TOJICHHU.

Jlns  ynydineHus MeENKOM MOTOPUKM KHCTEH pPYK pEKOMEHJIOBAaHA HWHTEHCUBHAs
TUMHACTUKA JUIsl AJbLEB U JaJ0LIEK, €€ POJUTEIN U CaMU MAallMEHThl MOTYT MPOBOJIUTH

Joma.
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[Tocne WHTEHCHBHBIX 3aHATHI AJEKTpOTEpaIus, Py4YHOU MacCaXX, BOJHBIA Maccax,
Tepanus JIe4eOHOM IpA3bI0, 3aHATHS Ha BOJHBIX TPEHAXepax CHUMAIOT 0OJIb U MPUHOCAT
o0erueHue.

IIpu npoBeneHnN BceX aKTHBHBIX BUJIOB TE€pAIMM CIENyeT 00paiiarh 0co00e BHUMaHUE
Ha pUTM [IbIXaHHS M JaBaTh JOCTATOYHOE KOJIMYECTBO IEPEPBIBOB I OTIbIXa H
BOCCTAHOBJICHUS JbIXaHHUS.

Xupypauueckoe neuenue

CyIIecTBYIOT pa3iuyHble MHEHHS O HEOOXOJMMOCTH XHUPYPIHUECKOTO BMEIIATEIbCTBA.
Ho onepaTtuBHOE BMemIaTenbCTBO — BCETAA PUCK, U TPUOErath K HEMY ClIeyeT TOJIBKO B
ciydae octpoit HeoOxomumoctu. bombmas cnoxsHocts npu MIIC — mpoBeneHue
aHecte3ud. HecTaOMIBHOCTH IIEWHOrO OTHENa I03BOHOYHHKA, TPYIAHOCTU IPU
OTKpbIBAaHUU PTa, OOJIBIION A3bIK M MUHAAIUHBI Y nanueHToB ¢ MIIC yBenuuuBaeT puck
TPaBMATHUUYECKOTO TOBPEXICHUS NPU BEIACHUM AHECTE3UMH, TAaK KaKk MHOTHUE
aHEeCTEe3MOJOTHYECKHE MOCOOMs CBA3aHBl ¢ MAaKCHMaJbHBIM pasrubaHueM Ilued. B stom
cllydae HYXHO MPUHATH ClIeHUaIbHbIE MEPBI MPEJOCTOPOKHOCTH. HTYOMpOBaTh Jtoneit
¢ MIIC pomxeH OMNBITHBIA Bpad, MMEIOLIMN ONpelejeHHble HaBbIkA. Eciau manueHt
noraji B KPUTUYECKOM COCTOSTHHH B OOJIBHHUITY, HEOOXOMMO COOOIIUTh aHECTE3HOJIOTY,
YTO BO3MOKHBI MPOOJIEeMbI ¢ ieeil U uHTyOarmei. JlpIxatenpHble MyTH, Kak MPaBUiIo,
CYXKEHbI, MO3TOMY MOXET TMOTpeOOBaThCs SHAOTpaxeaidbHas TpPyOKa MEHbIIETo
nuamerpa. Cama ycTaHOBKa TakoM TpPYyOKH - OY€Hb TPYIHBIM MPOLECC, BO3MOXKHO,
noTpedyeTcs UCTOIb30BaHNE THOKOro OPOHXOCKOIA.

HectabunpHOCTh 1IEHHOrO OTAENa MO3BOHOYHUKA KOPPEKTHUPYETCS C IOMOUIbIO
ormepauuu (wedHbl cnoaunone3). C  HOMOLIBIO KOCTHBIX (DparMeHTOB WM
HCKYCCTBEHHBIX MaTepuajoB (QOpMUpPYETCS Omopa, OObEIUHSIONAs JBa BEPXHUX
ITI03BOHKA U OCHOBAHME Yepemna.

Opeanvl cnyxa

HeiipocencopHas ¥ KOHAYKTHBHas TYTOYXOCTh B OOJIBIIMHCTBE CIIy4aeB MOTYT
KOMITEHCHUPOBAThCS MOJOOPOM CIIYXOBBIX allllapaToB (CIIyXOBblE€ HUMILIAHTBl CPETHETO
yxa). Ilpu yacTeIXx OTUTaX MPOBOAMTCS UIYHTHUpOBaHWE OapabaHHBIX MOJOCTEH s
OTTOKA KMJIKOCTH.

Cepoeuno-cocyoucmas cucmema

W3-3a pa3BuTHsl KiIamaHHBIX JUCHYHKIMM HEpPEAKO PEKOMEHJA0BaHA KOHCYJIbTAIUs

KapAHOXHUpypra JJisi pelieHusl BOIMpoca O HEOOXOAWMOCTH MPOTE3UPOBAHUS KIIAllaHOB
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cepana. M3-3a dyacTo pa3BUBAIOIIMXCS HapyIIEHUWH pUTMa CTaBUTCS BOIPOC 00
UMIUIaHTAllUU KapauoBepTepa-aepuodpuiuiaropa.

Unghexyuu

BaxxHo, 4TOOBI OCYIIECTBISIICA XOPOIINH YXO/ 3a 3y0aMH, TaK KakK pa3pyLICHHbIE 3yObl
IPUYMHSIOT CUWIbHBIM JucKoM(OpT M sABISIOTCA ouvaramMu uHGekuuu. Heobxoanmo
PEryjasipHO YUCTUTH 3yObl, UCIOJIB30BaTh PACTBOPHI A nosiockanus. Ho gaxke npu
camMol TIIATEeNbHON 3a00Te O 3y0aX, MOTYT Pa3BHBATHCS BOCHATUTEIBHBIC MPOIECCHI.
PaznpaxuTenbHOCTh, TIa4 M OECIOKOMCTBO MHOTAA MOTYT OBITh €IMHCTBEHHBIMH
cuMIIToMaMu npobuseM c 3ydbamu. Ilepen onepaTuBHBIM JiedeHHEM 3y0OB NallUEHTaM, Y
KOTOPBIX YK€ JMarHOCTMPOBAHO IOPAXKEHHME KJIAMaHOB CepAlla, HeoOXOoaAuM
npodMIAKTUIECKUN TIPUEM aHTHOMOTHUKOB JI0 U TOCJE JICYSHHs. JTO BBI3BAHO TEM, UTO
HEKOTOpbIe OaKTepUH M3 POTOBOI MOJOCTH MOTYT NMPOHUKHYTH B KPOBOTOK M BBHI3BATh
MHGEKIMOHHBIN MpoIecc Ha MOpaXeHHOM KianaHe. Eciu HeoOxomumo ynaneHue 3yoa
[I0JT aHECTE3UeH, 3TO JOJKHO ObITh CENaHO B OOJbHMIE, a HE B CTOMATOJIOTMYECKOI
MOJINKJIMHUKE, 110 HAOJII0J€HUEM OIIBITHOTO aHECTE3U0JI0ra U 3yOHOr 0 Bpauya.

Jleuenue OananbHoro OPBU y maumentoB ¢ MIIC nyumie Takke HpOBOAWUTH IOJ
MPUCTAJIBHBIM BHUMaHHEM Bpada. Cieayer NMOMHUTh 00 OCOOEHHOCTAX NPUMEHEHUS
CTaHJApTHBIX MPENnapaToB y 3TOM Ipynibl naueHToB. Hampumep, Takue JiekapcTBa, Kak
aHTUTMCTAaMHUHHBIE TIpernaparbl, MOTYT CYIIUTh CIW3UCTYIO, Jejas ee TOJIe,
MIPOTUBOOTEYHbIE WM COCYJOCY)KMBAIOIIME CPEACTBA MOTYT TOBBICUTH KPOBSHOE
JIaBJICHHUE U CY3UTh KPOBEHOCHBIE COCY/IbI, UTO HexenaTenbHo npu MIIC.

N3-3a ocobeHHOCTEHl CTpOEHUs MO3BOHOYHMKA M TPYIAHOM KJIETKH, MAaIMeHTaM C
MyKomnojucaxapuao3oM | Tuma cioxHee CcHpaBUTbcd C HHQpEKLIueH, ecau oHa
3aTparuBaer JIETKWEe, MOATOMY BpadyM Jake NpPH HE3HAYUTENbHOM HMH(OEKIHH MOTYT
Ha3HayaTb AHTUOUOTHKH.

UroObl HOpPMalIM30BaTh IUPKYJISALMIO BO3AyXa B JIETKMX, pPEKOMEHIyeTcs |
npopUIaKTUYECKH, U BO BpeMsl 0OJ€3HH IMPOBOJUTH WUIPhl C MBUIBHBIMU IY3bIPSMH,
BaTOW, COJIOMHUHKAMH JUI HAIMTKOB, OYMa)XHBIMHU TTaKeTaMU M JPYTUMHU TpeAMETaMH
(BO3AYIIHBIMU IIApaMU, MsYaMH), TPEeOYIOUIMMH AaKTHUBHOW pabOThl JbIXaTEIbHOMN
cucremsl. [l nereil mocrapiie, A MOAPOCTKOB MOKHO pa3paboTaTh YHpaXKHEHUs IS
pacTsHKeHUsS MBI TPyTHOW KIETKH, 4YTOOBl POJUTENH MOTJIM CaMOCTOSATENBHO
3aHUMATBHCSA C IETbMHU.

[TaccuBHBIE ympaXKHEHUS ISl TPYIHON KIETKH MPUMEHSIOTCS IS TAIHEHTOB C OCTPBIMHU

HH(beKHHHMH AbIXaTCIIbHBIX HYTeﬁ Win njd M[aliueHTOB, KOTOPBIC HEC MOI'YyT
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CaMOCTOSATENILHO JIBUTAThCS. YTIPAXHEHUS MTOMOTa0T 0oiiee 3 (HEKTUBHOMY OTIEICHHUIO
cim3u. K HUM OTHOCATCS TOTATUBAHUS, PACTSDKEHUSA, NOTPSIXHMBAHUA, MacCax H
BUOpaLMH.

Jluemomepanus

CnenuanbHasi JueTa HE CMOXKET MpenoTBpatuth HakoruieHue ['Al, Tak kak oHUM
CUHTE3UPYIOTCS B KJIETKaX, a He MOCTynaioT ¢ nuield. [loaToMy orpaHudeHus B queTe
narueaTam ¢ MIIC He Hy>KHBI, I€TU JTOJDKHBI TUTAThCS B COOTBETCTBUU C BO3PACTHBIMU
nOoTPeOHOCTAMHU.

Ilamozenemuueckas mepanus

Jusa MIIC tun [ paspabGorana crenuanbHas (epMEHTHAas 3aMeCTUTEIbHAs Tepamus,
npenapar — JapoHugasza**. [lanMeHTy  eXeHeNeIbHO BHYTPHUBEHHO  BBOJST
Hegocraromuii pepmert B cranmapTHoi no3upoBke (100EJl/kr). B camoli mpomemype
BHYTPUBEHHOTO BBeACHMs (pepMeHTa HET HHUYEro CJIOXKHOIO, M IMPH OMpPEIeICHHOM
HaBbIKE MH(Y3UIO0 MOXKHO IMPOBOIUTH B JI000 OONIBHUIIE.

DddexT oT Tepanuu BO MHOTOM 3aBHUCHUT OT TOT0, KOT1a OBLIO Ha4aTo JieueHue. Bmecre ¢
Bpa4oM HEOOXOJIUMO Iepe HadaioM (EpPMEHTHON 3aMECTUTEIILHON Tepanuu o0CyIUTh
BCE BO3MOXXHBIC PUCKH, TOOOYHBIC Y3PPEKTHI U TTIABHOE — OKHUJIAHUS OT JICUCHHsI. BaxkHO
MMOHUMATh, YTO BBEJCHHE ()epMEHTa HE MO3BOJIUT BHUICUUTH 3a00JIeBaHUE, [IEIb Teparuu
— 3aMeINuTh nporpeccuto 6oneznu. Te aedopmanmu, KOTOpsie yxke cHOpPMHUPOBAIHCH,
Tepanwusi He UCTIPABUT, HH(Y3UOHHAS TEPAIHs HE 3aMEHHUT HEOOXOIUMBIC XHPYPTHICCKHE

BMECIIATCIILCTBA.

Tab6muna 1 - [Tinan odcnenoBanus namuedTos ¢ MIIC |

Hccnenosanus

ITepBonauanbHas
OIICHKA

Kaxnaeie
3 mec

Kaxnaeie
6 Mec

Kaxngeie 12 mec

OnuH pas
B 2 roja

IIpuem Bpaua-reHeTHKA

X

IToaTBEp)KIEHME AUATHO3a

AunamHe3 6one3Hn

Knunanueckuii ocMotp
nexuaTpa

Pocr, Bec, okpyXHOCTB
TOJIOBBI

T I e ke

BrerHocnuBocTh (6-TH
MUHYTHBINA TECT XOJIOBI)

OcmoTp HeBpoJora

OcmMmoTp Bpavya-xupypra

Kommsrorepnas Tomorpagus
ninu MPT ronoBHOro Mosra

T ol e

KoruutuBHoe TecTupoBaHue

(DQ/1IQ)

OnekTposHuedarorpaMma

CKopocTh HEPBHOI

el

S7




npoBoauMocTy/ DMI

OcMoTp Bpaya-
OTOPHUHOJIAPUHTOJIOTa

=

OcmoTtp cyprosora

Ayaunomerpust

| <

OcMoTp odTanpMoora

OcTtpoTa 3peHust

OCMOTp T'JIa3HOro JHa

HccnenoBanue poroBuiibl

OCMOTp ITyJIbMOHOJIOT'a

®BJ]

P PR PR PR PR

WccaenoBanue
CHa/TIoMcoOMHOTpadus

OcMOTp KapauoJiora

DNIeKTpOKapANOrpaMmMa

Oxokapauorpadus

OcMoTp oproneaa

liailtalls

Pentrenorpadun ckenera

VY3U opranos OpromHoO#
MOJIOCTH; 00BEM CEIIe3CHKH,
[ICYCHH

T e R Read Pl el I fe e Pl Il P P P e e

<

OcMoTp Bpaya-
¢dusnoTepanepTa

<

[Tpuem Bpaua mo JeueOHOH
(u3KyIBTYpE

=

OcMOTp Bpaya-cTOMaTOJIOTa

JlaGopaTtopHble
UCCIIEJOBaHUS

Onpenenenue 'AT

Buoxumuueckuit ananus
KpPOBH
(aylaHnHAMUHOTpaHC(epa3a
(AJIT),
acmapraTaMHHOTpaHcdepasza
(ACT), oOmmmii 1 psiMoit
OMIMpyOHH, XOJECTEPHH,
TPUTIIUIIEPHUJIBI)

Tpancnaanmayus KOCMHO20 MO32a/2eMONOIMULECKUX CIBON0BIX KIEeMOK

PekoMeHZI0BaHO TNpOBEAECHNUE TPAHCIUIAHTALUM TE€MOIOATHYECKHX CTBOJIOBBIX KIIETOK
(TTCK) nmaumentam c cuHapoMoM ['ypriep 40 JOCTHXKEHHS BO3pacTa IBYX JIET IMPHU
HOPMaJIbHBIX WM CyOHOPMaJIbHBIX MOKa3aTeNsax pa3BuTus uHTewiekra (DQ>70). Oquum
u3 HauOonee 3HAYMMBIX dS((EKTOB TpaHCIIAHTAMM  SBJISIETCS  COXpaHEHUe
MHTEJUIEKTYAJIbHOTO Pa3BUTHS I€TEN, UMEIOIINX TSKEJbIN TEHOTHUII, ACCOLMMPOBAHHBIN C
CepbE3HBIMU YMCTBEHHBIMU PACCTPONCTBAMHU. Y OSTUX NAIMEHTOB ObUIM OTMEYEHBI
CYLIECTBEHHbIE WM3MEHEHHs] 4epT Juua (yMEHbIIEHUS MpOSIBICHUN ‘‘Taprounuima’),
yAy4IIeHUEe WU CTa0MIM3alUsl CEepACYHO-COCYIUCTON cuctembl. OIHAKO HM3MEHEHUS

CKCJICTa COXPAaHUJINCh, B HCKOTOPLIX ClIydadX OTMCUAJIOCh AAXKE YXYIAIICHUC CUTYallUU.
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Y MHOrMX TaIlMeHTOB HAOII0NAIOCh YIYYIIEHHUE DSJIEKTPOPETHHOTpaMMBbl ((yHKIIHS
ceTyaTku) yepe3 1-2 roja mocie mepecajkd KOCTHOTO MO3ra, OJHAKO MOCIEAYIOLIUE
HAOIOACHUS TIOKa3allk, YTO C TEYEHHUEM BPEMEHH HPOHCXOMUT yxynaumieHue. He Obuio
IIOJIyYEHO OJIHO3HAYHBIX JAHHBIX O BJIMSHUU IEPECAJKM KOCTHOI'O MO3ra Ha CTENEHb
IIOMYTHEHUSI POTOBULIBI.

Henp3s He oTmMeTuThH, YTO caMa MpoueAypa IPOBEAECHHS TPaHCIUIAHTALMU JOBOJBHO
pUCKOBaHHA JUIsl TMAlMEHTa, B CBS3M C YaCThIMH OCJIOKHEHUSMH, BbI3BAaHHBIMU
«OTTOP>KEHHEM» TPAHCIUIAHTAHTa OPraHU3MOM MallEHTA.

Ilonosas spenocms u bpax

[Tompoctku ¢ cunapomoMm ['ypnep-llleiie u Illeiie mpoxomar HOpMasbHbIE CTaauU
II0JIOBOTO CO3pPEBaHUs, OJIHAKO HAYMHAETCS OHO HECKOJIbKO MO3Ke. 3a0ojieBaHUE HE
BIMsIET Ha (PEPTHWIBHOCTh, HO JKCHIIMHAM C TOKENIOW (Gopmoil 3abosieBaHHs HHOTIA
CJIO)KHO BBIHOCUTBH peOEHKa B CBSI3U C TSKEJIBIMH HApYIICHUSMU CO CTOPOHBI cepAla U
ckenera. B mupe u B Poccun ectb cembu, MaTEpH KOTOPBIX POAUIN HECKOJIBKO 3/I0POBBIX
nereid. [loaTromy Bce BOIPOCHI, CBA3aHHbIE C OEPEMEHHOCTBIO U POJAMHU HYKHO PEIaTh
WHJIMBUIYQJIHHO.

Bce netu ot pomurenein ¢ cunapomoM ['ypenp-Illeiie u Illeite ABISIOTCS HOCUTENSIMU
3a0o0neBaHusA, HO HE OOJICIOT, €CJIM BTOPOM POJIUTEINb 3I0POB U HE SBJISETCS HOCUTEIEM
rera MIIC |.

Omovix

[Tanmentam ¢ wmsarkoit  Qopmoit  3aboneBaHus HEOOXOAMMO HAYYUTHCA  OBITH
HE3aBUCHUMBIMH OT cBoux ceMeil. He namaiite peGeHKy, MOAPOCTKY 3aMKHYTbCS B ce0e.
EMy HYXHBI Ipy3bs, 00IIIEHNE U HABBIKH CAMOCTOSTEIbHON KU3HU.

[Tockonpky netu ¢ MArkod ¢GopMoi CHUHAPOMA HMEIOT HOPMAIbHBIM WHTEIUIEKT,

HEO0OXOMMO MPUJIOKUTH BCE YCUIIHS, YTOOBI OHU TIOJIYYHMIIA XOpOIliee 00pa3oBaHue.

B kaxxaoM u3 peruoHOB OIpenesieHbl JiedeOHbIe YYpEeXIEHHUS, B KOTOPHIX MAI[MEHTHI
MOJTYyYalOT ¥ TaTOTEHETUYECKOE JICUCHHUE U MPOXOIST BCe HEOOXOAMMBIE UCCIICTOBAHUS.
Y3uamo 60onviue

B mupe ecth MHOTO Opranu3anuii, KOTOpble MOTYT TIOMOYb BaM HAMTH OTBETHI Ha JTFOOBIE
BOIIPOCHI, CBA3aHHBIX ¢ MyKOMOJINCAXaPUI03aMHu:

MexayHapoaHasi OpraHu3anusi Mo MyKOTIOJIMCcaxapuao3aM: Www. mpssociety.org

Mex1yHapOoIHBIN MOPTAJ MO PeaIKuM 0osIe3HsIM WWW.0orpha.net
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EBpomneiickas opranuzainus, OOBCAMHSIONIAS TAIMEHTOB C Pa3HBIMH PEAKUMH

3a0oneBanusmu EURORDIS www.eurordis.org

[ToMHUTE, YTO aKTHBHAS MO3UIMS CAMHUX MAIIMEHTOB — 3aJIOT YCIIEUTHON M CYaCTIMBON
KU3HU!

Obwecmeennvle opeanusayuu u ponovt Poccuu

MIIC I Ttuna BXOJHWT B TiepeueHb oOp(]aHHBIX 3a00JEBaHUM, JICUEHHE KOTOPHIX
MPOBOJUTCS 3a CYET CPEINCTB TrocyaapcrBa. [lomMoup mManyeHTaM MONIYyYdTh JICYCHHUE,
MOBBICUTh MH()OPMUPOBAHHOCTH OOIIECTBA O PEOKUX OOJE3HSAX, a TaKXkKe J0OMBATHCS
MIPOJBMKECHUS 3aKOHOJATENIbHBIX MHUIIMATUB B 00JIACTH OpQpaHHBIX 3a00I€BaHUI MOTYT
OOIIIeCTBEHHbIE OpraHu3aluu. B ceTu WHTEpHET BbI CMOXETe HAWTH HH(OPMALUIO O
HECKOJIbKUX  OOIIECTBEHHBIX  OpPraHM3alMUAX, KOTOPHIE MOMOTAIOT CEMBSIM C

MYKOIIOJIMCaxapruao3amMu.
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Ipunoxenne I'l-I'N. llIkanbl oieHKH, BONPOCHUKYU U APYrue OLleHOYHbIE

HHCTPYMEHTBI COCTOSTHMA NMALMMCHTA, IPUBCACHHLIC B KIMHUYE€CKHUX

PEKOMEHIAAIIUAX
[7]
Ipuaoxkenue I'l. Knaccnpukanus MyKoOmoJIucaxapuao3oB.
Knaccudukanus Mykomnosarcaxapumao30B.
MIIC | TlogTun Cungpom I'en ®epmentHbii gedpexr | Jlokyc | OMIM
MIIC T H I'ypaep 607014
MIIC 1 Hedumur anbda-L-
I IDUA b b 4p16.3 | 607015
H/S ['ypnep-1lletie UYPOHHIA3bI
MIIC IS leite 607016
Jlebuuut uaypoHar-2-
I MIIC I Xanrepa IDS b P Xqg28 | 309900
cynbdarassl
MIIC
Hedunut renapan-N- 252900
A SGSH 17925.3
cynbdartaszbl
Hedurut N-anerui-o-
D-rmroxo3aMuHIIA3BI
MIIC I1IB NAGLU 17921.2 | 252920
Hedunut N-anerun-o-
Il Candununmo TIFOKO3aMUHUIA3b]
Jedunut renapas-o-
MIIC IIIC HGSNAT TIIFOKO3aMUHU N- 8pl11.21| 252930
arierTunTpanchepassl
edhunut N-
MIIC et
D GNS aleTHITIIIOK03aMUH-6- | 12914 | 252940
cynbdarazbl
MIIC Hedbunur
IVA GALNS rajJjaKkTo3aMuH-6- 16024/3 | 253000
v Mopxkuo
cynbdarazbl
MIIC GLB1 Hedunut B- 3p21.33 | 253010
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IVB rajakTo3uIa3kl

Hedurut N-
VI | MIIC VI Mapoto-Jlamu ARSB  |amermnranakto3amuH-4-| 5014.1 | 253200

cynbdarassl
Hedunur B-
VIl |MIIC VII Cnast GUSB 7021.11 | 253220
TJIIOKYPOHH1A3bI
MIIC IX | HenoctatouHOCTb Hedunut
IX HYAL1 3p21.31 | 601492
THATypPOHU/Ia3bI THaTyPOHH A3k
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Ipuiaoxenue I'2. Boipaxxenuocts, kanHudYeckux nposasiaenuii MIIC 1 B

Pa3”HoOM BO3pacTte

Bripaxxennocts kinmHudeckux npossieHuit MIIC 1 B pasnom Bo3pacte

CucreMma Cumnrom Tern [ToapocTku/
B3POCIIbIE
CepneuHo- Kapanomuonarust + ++
cocyaucras Yronuenue CTBOPOK . .
KJIAIIaHOB
HHC Hapymienue noBeaeHust ++ ++
IlepBuKanbHasi MUEIONIATHS ++ +++
IMuaponedanus ++ ++
3ajepKKa M OTCTaBaHUE B et t
pa3BUTUHU
Cynoporu + ++
Hapymenue rnoranus + +
[TumeBapuTenbHas Hunapest + +
cucreMa I'enarocruieHOMeranus +++ +++
Opran ciyxa [Toreps ciyxa ++ ++
PeunuBupyromuii
CpeaHuii ++ ++
OTHUT
Oprad 3peHus Jluctpodus ceTuatku + +
IToMyTHEHHUE POrOBUIBI + +++
CkenetHo- HecrtabunpHocTh  aTianTo-
MBbIILICYHAas OKIIMIIHUTAJILHOTO + +
COUJICHEHUS
TyHHENbHBI KapnalabHbINA ++ ++
CHUHJIPOM
I'pyOble uepThl una +++ ++
Hucnnazus ThC ++ ++
MHOXKECTBEHHBIN IU30CTO3 + +
I'pbixu +++ ++
KoHTpakTypsl cycTaBoB +++ +++
Kudos ++ +
Makporedanus +++ ++
JpixarenbHas OOCTpYKTHBHOE amHOd BO n .
CHE
PectpuktuBHOE + +
3a00JIeBaHUE JIETKUX
Ob6cTpyKius BEPXHUX et et
JIBIXaTEIbHBIX MyTeH
Crnernuanb- Jlepmatan cynbdat B MoUe ™ ™
Hble J1abopaTopHbIe | ['emapan cyabdar B Moue " )
TECThI WUnyponunaza Wl Wl
O6mue 'Al" B Mmoue " "
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Ipuaoxkenue I'3. Yacrora npoBeaeHus oocaenosanus v nanueHTos ¢ MIIC 1

THIIA

Uccnenosanusa

ITepBonauvanbHas
OLICHKA

Kaxnpie
3 Mec

Kax el
e 6 Mmec

Kaxnpie 12
Mec

OnnH
pa3
B 2 roma

IIpuem Bpaua-reHeTuka

X

HonTBepmeHne AHArHo3a

AHaMHe3 00J1e3HHI

Kinununuyeckuii ocMoTp
neguarpa

Pocr, Bec, OKpyKHOCTB
I'OJIOBBI

BriocimBocts (6 MTX)!

OcMmoTp HeBpoJIOra

XA | A

OcMmoTp Bpaya-xupypra

UKL | [ X

Komnerorepnas
tomorpadus i MPT
TOJIOBHOTO MO3Ta

s

Koruutusuoe
TECTUPOBAHUE (DQ/IQ)2

DnexTposHiedanorpamma

CkopocTb HEpBHOM
npoBoaumocTti/ SMIT

OcMmoTp Bpaua-
OTOPHMHOJIAPHHI0JIOTA

OcmoTp cypaoJiora-
OTOPHHOJIAPHHT0JIOTA

Aynnomerpus

OcMmoTp odranbmoliora

Octpota 3peHus

OcMOTp ra3zHoro JHa

HccnegoBanue POTroBUIIbI

OcMOTp MyJIbMOHOJIOTA

®B]I

slielisitdislislic I R

eltslisltaltalls

HccaenoBanue
cHa/mosiucoMHorpadus
KapanopecnuparopHblii

MOHHUTOPHUHI

s

Ocmotp kapaunosora

DJIEKTpOKApIUOrpaMMa

Oxokapauorpadus

OcMmoTp opronena

lialialls

Pentrenorpagun ckenera

V3U opranos OprourHon
MMOJIOCTH; 00BEM
CeJIe3eHKH, MeYCHU

SIS

s
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Ocmotp Bpaua- X X
¢pusuorepanenta
IIpuem Bpaya no X X
JeyeOHoii Gu3KyJIbTYpe
Ocmotp Bpaua- X X
CTOMATOJIOTA
JlabopaTopHble
HCCJICJOBAHNUSA
Onpenenenne 'AI’ X X
buoxumuueckuii ananus X X
KpOBH

1. s pereit cTapiie S JIeT; paccTosiHue, MPOHIEHHOE 3a 6 MHHYT (MPEaNOYTUTEILHBIM
ABIISIETCS. TOT K€ MPOMEKYTOK BPEMEHH, YTO U B MPEIBIIYIIUX TECTaX 3TOT0 MalMeHTa); YUCIIO
CTyMEHEeH, MPONUIEHHBIX BBEpX 3a 3 MUHYTHI. O1leHUBaIOTCs Nokaszarenu carypauun SpO2, Y1/,
YUCC no u nociie Harpy3KH.
2 . DQ wm Kosdouuument ymcrBennoro pazsutusi (KYP) - cmoco6 cpaBHeHus
MHTEJJIEKTYaJIbHOTO Pa3BUTHUS, CBOMCTBEHHOTO JAHHOMY BO3PacTy (YMCTBEHHBIX CIIOCOOHOCTEMH
pebeHKa 10 OTHOIICHHIO K €r0 CBEPCTHHKAM), ¢ XPOHOJOTHYCCKHM BO3pacToM ((haKTHUECKUM
BO3pacToM peOeHKa).

KVYP paccuutbiBaeTcs AeieHUEM HWHTEIUIEKTYallbHOTO BO3pacTa Ha XPOHOJIOTUYECKUN U

ymHoxkeHueM Ha 100 mis momydenus uenoro uucia. CpegHuit kodhUIMEHT YMCTBEHHOTO

pa3BuUTHS IS II000TO BO3pacTa cuutaercs paBHbIM 100.
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Ipunoxenue I'4. Tect 6 MuHYTHOM X0AL0BLI (6MTX)

[24]
6MWT — tect 6-MuHyTHOI X0ab0bI (6 Minutes walking test, 6MWT)

Tecm 6-munymnoul xo0b0bl A67155eMCs OOHUM U3 HAUbOee NPOCMbIX U OOCHYNHbIX 8 MUPOBOU
npakmuke cnocob08 oYeHKU bIHOCIUBOCMU U (DYHKYUOHANLHBIX 803MONCHOCMEU NAYUEHINOE C
KapOUuOoI02UYeCcKoll U 1e204HOU NAMOI0SUSAMU, a MAKICE BbIABLEHUL MAKOBbIX, 8 MOM YUCLE U )
oemetil. Ileped Hauarom mecma u no UCMeEYEHUU WECTU MUHYM CReYUATUCTOM OYEeHUBAEeMCsl
NPOUOEHHBIU NYMb ¢ MOYHOCMbIO 00 Mempd, a MAaKdHce NePeHOCUMOCIb HASPY3KU NO UKATle
Bopea, apmepuanvroe oasnenue, nyivc, uacmoma ObIXaHUsA U camypayus KUCI0poOOM KpPOSU.
nayuenmy  HeoOX00UMO — UBMEPUMb  aApmMepuaibHoe  OdGleHue, Yacmoma  CepOeyHbIX
COKpawjenuti, 4acmoma ObIXaHus, HeoOXO00UMO Nnpogecmu nyIbCoKcumempuio. Pebénok
004CeH 3a 6 MUHYM RPOUMU MAKCUMATLHO B03MOICHOE OISl cebsl pacCmostue 8 KOMGBOPMHOM
onsi cebss memne. [ucmanyuio, npotioennyro 8 meyenue 6 mun (6MTX), usmepsrom 6 mempax
oyeHuearom 6 OuHamuke 1 paz 6 6 Mec. U CpAGHUBAIOM C OAHHLIMU NPEObLLOYUE2O
UCCe008anusl.

Credyem nomuums, umo Ol OAGHHO20 MeECMAa UMEIOMCcs ciedyrujue abCcontomHbvle
NPOMUBONOKA3AHUA: OCMpas O0Nb 6 2PYOHOU KiemKe, OeKOMNEHCUPOBAHHASL CepoedHas U
ovlxamenbHas HedoCMamoyHoOCmb, Ocmpoble 3a001e8aHUs, UXopaokd, 3a00nesanus onopHo-
08UCAMENLHO20 ANNAPama NPEensimcmeyiouue 6blNOJIHEHUI0 NPooul.

K omunocumenvuvim — NpOmMuGONOKA3AHUSIM — MOJCHO — OMHECMU  BbIPANCEHHYIO
Opaoumaxukapouro, 8bICOKVI0 ApMeEPUANbHYIO cUnepmensuio u o3pacm pebenka. Manviwam
MpPYOHO OCO3HAMb U UCNOTHUMb 6Ce NPABULA MeCmd, NOIMOMY OH PeKOMEeHO08aH OJis Oemetl Om
5 nem u cmapue.

Ecnu nayuenm naxooumcs na nocmosuHoU KUCIOPOOHOU NOOOEPHCKe, CKOPOCHb No0ayu
KUCTIOPOOA NpU NpoGedeHuy mecma OOJHCHA COXPAHAMBCA 8 COOMBEMCMBUL C NPeONnUCaHuem
8paya, HA3HAYUBUIE20 U KOHMPOIUPYIOWE20 MePanuio.

IIposedenue mecma HeoOXOOUMO HeMEONEHHO NPEKpamumv 6 Cayide 603HUKHOBEHUs
bonu 6 epyou, CunbHOU 00BIUUKU, CYOOPO2 8 HO2AX, 20080KPYIHCEHUs, NOMePU YCMOUYUBOCMU,
Hapacmarowetl c1abocmu u I8HOU 01e0HOCMU Cledyem HeMeOeHHO NPeKpamums mecm.

6MWT npoeooumcs 6 nomewenuy, XOopouio 3HAKOMOM NAYUEHMY, uMeloujem
00CMamo4HO ONUHHBII KOPUOODP C MBEPObIM NOKpblmueM. [uHa npoxooumo20 nymu O00AHCHA
cocmasnsims He menee 30 mempoe ¢ pazmemxou Kadxcovie 5-10 mempa, a makce mouxkamu

nosopomos/pazeopomos. Ha oboux KoHyax nymu Hyj*#CHO pasmemums Kpecia 0Jisl N0O20MOSKU U
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omowixa nayuenmos. Kpome moco, HeoOX00umMo no3zabomumevcsi 0 HAIUYUU UCOYHUKA
Kuciopooa u degpubpuniamopa.

Taxoice 0na mecma 6am NOHAOOOUMCS MOHOMEMp, UYACbl C CEeKVHOHOU CMPEeNKol,
nyavcokcumemp u meneghon. Tecm pekomenoyemcs nposooums 6 ympeHHue 4acsvl NoCie 1e2K020
3aempaka. Ha nayuenme 0ondxicna 6vimsb yY000OHAs 00e#c0a u no0OX00sauwasn OJisk npocyiKu 00y6w.
3anpewenvl unmencusHvle pusuueckue HAZPY3KU MeHee ueM 3a 08d 4aca 00 UCHbIMAHUAL.
Jleuenue nayuenma npoxooum 6 oOvluHOM pedicume. Eciu 6 nosceoneHou dHcusHu pebOEéHOK

ucnonwbzyem 0iisi X00b0bl MPOCMb, KOCMBLIU ULU XOOVHKU, clledyem 0Cmasumsy ux u 0 mecma.
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IIpunoxenue I'S. (OcHOBHbIE MepONPUATHA MPH OKA3AHUM TOMOIIH
NANMEHTaM ¢ aJJIepru4ecKoil peakuueil Ha npenapar

[25]
Ansepruyeckasi peakuus (AP)
OcTanoBuTH HHQY3HIO
OueHuTh CTENeHb AJIEPrUYeCKO peakuuu
Jlerkas AP: Jjuxopaaka, mnokpacHeHue, | Tsikenas AP: BbIpasKeHHasl
CbINb, JIErKasi KPanUBHULIA. KpanuBHHUIIA, oTeK Juua,

3aTPYAHEHHO€ AbIXaHME, MPOABJICHUSA

cep/e4YHOl HEeTOCTATOYHOCTH H JIP.

Kapononmkamonue, aHTUTHCTAMUHHBbIEe B | 2KaponoHu:karmomue,

BO3PACTHOM J03UPOBKeE AHTUTMCTAMHHHBbIE, KOPTHKOCTEPOUIbI
(1-2 Mr/kr/cyT mo mnpeTHHU30JOHY**),
ec/ii BO3HMKHET He00XOAUMOCTh —

ynuHedpuH**

Ha01ronenue 3a naMeHTOM

HpO)IOJ'DKaeTCH P€akuusi HA BBCACHUE Her P€aKIIU1 HA BBCACHUEC

OctanoBuTh HHQY3HI0 U He BO300HOBAATH | [IponokuTh nHQY3HI0 HA HEOOIbIION

B 3TOT JCHb CKOpOCTH

Caenymomyo nHQY3UI0 MPOBOIUTH HA HEOOJBIIONH CKOPOCTH TMOCJe MpeMeInKAIuH

(MOBTOPUTH MPEAbIAYIIYIO CXEMY) .

1 OcHOBHBIE MEpPONPHATHS NPH OKA3AHWM TTOMOIIM MALMEHTAM C aHA(HMIAKTHICCKOH
peakuuei cM. npuioxeHue 1'6
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IMpuiaoxenne I'6: OcHOBHBIE MEPONIPUATHS NMPU OKA3ZAHUU NMOMOIIY NMANMEHTAM C

aHA(PUIAKTHYECKOM peaKkuuen
[26]

1 [IpekpatuTe BHYTPUBEHHOE BBEACHHE TEPANEBTUUYECKOIO JIEKAPCTBEHHOI'O
CpeACTBa, KOTOPBIM BBI3BIBACT aHA(PHMIAKCUIO WJIHM, €CIM TMalueHT Haval

OTMECYAaTh U3MCHCHUS B O6H.[CM CaMO4YyYBCTBUH

2 Onenure KpoBooOpalieHHe ManueHTa(IyNbC), MPOXOIUMOCTD JbIXaTeIbHBIX
nyreid (4acToTy [bIXaHUs), IICUXWYECKOE COCTOSIHME,YpPOBEHb CO3HAHUS,

APTCPHATIbHOC JaBJICHUC, HAJIMYNUC KOKHBIX HpOHBHeHHﬁ, YTOUHHUTC MAaCCy TECJlla

3 Beemute snuHedpuH™* BHYTPUMBIIIEUYHO, B MEPEIHEOOKOBYIO ITOBEPXHOCTD
Oenpa,), makcumym 0,5 mr (moapoctku) unu aetam 0,05mi/kr Maccel Tena
(makcumansHo 0,3 mi), HOBOpoxkaeHHbIM —0,01 mu/kr. 3anumuTte Bpems,
BBEJICHHYIO /03y M, IPU HEOOXOAMMOCTH, MOBTOpUTE uepe3 S5-15 MuH.

bonbmMHCTBY NanueHToB He00X01uMoO 1-2 103bl aApeHaINHa.

He pekomenmyercst BBeieHHe B 0JJHO MecTo | i u Oonee anuHedpuHa**, Tak
Kak, 00yazmasi OOJIBIIIMM COCYIOCYXHBAIOIINM JEHCTBUEM, OH TOPMO3UT H
coOcTBeHHOE BcackiBanue. [IpenmouruTenbHee BBOAUTE ero apooHo o 0,3-0,5
MJI B pa3HbIe y4yacTKu Tena kaxapie 10-15 MuH 10 Tex mop, moka He HACTYIHUT
TepaneBTHUeCKui IPGEeKT WM KE€ He TMOCIeIyeT pa3BUTHE BBIPAKECHHBIX

HOOOYHBIX SIBJIEHHIA.

4 [TonoxwuTe nanueHTa Ha CIMHY €CJIM UMEETCsl PeCIUPaTOPHBIA TUCTPECC U/UIH
pBOTA; MOAHUMUTE HUKHUE KOHEYHOCTHU (TALMEHT HE JIOJDKEH CTOSTh, CHUJETh
WIM JBUTaThCS, ITOCKOJBKY OSTO MOXET IPHUBECTU K BHE3AMHOM CMEpTH B
CIIydasiX TsDKeJIoW aHa(pWIaKTOMIHOW peaklyu).3allpOKUHbTE U MOBEPHYTHh B
CTOpPOHY TOJIOBY, BBIBEUTE BIIEPEA M BBEPX HMKHIOIO UEIIOCTh, IPUOTKPOITE
poT, 3aduKcupyiiTe S3bIK, yJaluTe CIU3b M3 BEPXHUX JbIXaTENbHBIX MyTeEH,

€CJIM B OTOM IIOSIBHJIaCh H€O6XO)II/IMOCTI).

5 [lpy mnokazaHusAX JaiiTe JOMOJHUTENBHO KHUCIopox (6-8 m/MuH) uepes

MacKy WU opodapuHTeanbHYIO TPYOKY
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VYcraHoBuTe BHYTPUBEHHBIM nOCTyM. [Ipu HeoOxoammocTu OBICTPO BBEIWTE
1-2 1 0,9% pactBop Hatpusa xuopuga** (NaCl, u3oToHHYeCKOro pactBopa)
(mpumepHO 5-10 mu/kr B mepBbie 5-10 MuH 17151 moapocTkoB U 10 mMiu/kr s

neTen).

[lpy Hanmuuuu mOKazaHui, B J000€ BpeMs BBINOJIHANTE CEPACYHO-
JIETOYHYI0 PEaHUMALMIO C IIOCTOSTHHOM KOMIIpECCHEH IpyAHOU KieTku.Kpome
TOT0, 4aCTO U PEryJsIpHO KOHTPOJIMPYWTE IOKAa3aTed KpPOBU  IIALIMEHTA,

Cep,I[GIIHBIfI PUTM, JbIXaHUC W HACBIICHUEC KUCIIOPOJA0OM.

BAXHO

[-OmokaTtopbl yMEHBIIAIOT TepaneBTHUeCKUui 3ddext snuHeppuHa™*. Ecmu
MalMeHT TMPUHUMAET  [-aapeHOOJOKAaTOphl, HAa3HAYalOT IJIFOKaroH**,  5-
15 MKr/MuH BHYTpUBEHHO. [ JII0KaroH** moBbImiaeT ypoBeHb TIIFOKO3bI B KPOBH,
OKa3bIBACT IOJOXKHUTEIFHOC HHOTPOIHOE ICHCTBHE HA CEpJlle, yBEIUIUBACT
yIapHbIH 00beM B €IUHHILy BpeMeHH dYepe3 15-30 MuH mocne BBEACHUS
cpenHedt nmo3pl 2 Mr/d. YcunuBaroT m1mo6ouHble 3(hdexTsl snuHepuHat*

CHUMITATOMUMETHUKH, JTUTOKCHH**
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IIpuioxkenue I'6. 3a00p Omomarepuasia 1jsi AMATHOCTUKHU B IATHAX KPOBH

KpoBp coOupaercst Ha CTaHZApTHYIO KapTOUKY-

¢mnbtp  (Ne903), KoTOpas TpUMEHsSeTCS  JUIS

CKpMHMHIAa  HOBOpPOXICHHbIX B  Poccuiickoit
@denepan UM AHAJIOTMYHYIO Ui HOJYYEHMS
CyXxoro matHa KpoBH. KpoBb MOXeT ObITh, Kak
KanwuisipHas (M3 Nanblia, MATKU), TaK U BEHO3HAs.
Beno3nas kpoBb coOupaercs B IPOOHpKY,
aKKypaTHO IIepeMelIMBaeTcs M 3areM OBICTPO ¢
MTOMOIIBIO IMHUITETKH HAHOCUTCS Ha GriibTp 1o 25-50
MKJI KpPOBH Ha KaXIyH BBIICICHHYIO O0JIaCTh.
Heo6xoauMo XOpoOIIO HPONMTATh BbIIEICHHYIO
obnacte Ha ¢uiabTpe (puc. 1). IlpenmodyrurenbHO
cobupaTh 00pasubl nocie eapl yepe3 40 muHyT - 1
yac. Bo3M0XHO Takke OCyIeCTBUTh 3a00p KPOBU U
HaTOIIIAK.

Ha xaprouke-puibTpe 0053aTeNbHO JOKHBI OBITH
yeTko ykazanel ®MO, kem W OTKyda HampaBlieH
MAaIMeHT, JaTa POXICHUS M TeleOH Jedalero
Bpaua (PUCYHOK 2).

OOpaserr cyxoro MmsiTHa KpPOBH BKJIQJbIBAeTCA B
YHUCTBIA KOHBEPT, MO0 B 4UCTHIN Qaiin. Kaprouka-
GUIBTp HE MJODKHA CONPUKACAThCI C TPSA3HOM
MOBEPXHOCTHIO M C 00pa3lamMu JPYrux IMaIeHTOB.
Heo0Oxomnumo MPUIOKHUTh K oOpasiam
MH(GOPMHUPOBAHHBIE COTJIACHUs MAlUMEHTa WU €ro
MIpEACTaBUTENEN  Ha

3aKOHHBIX IMPOBEACHUC

Ja00paTOPHBIX MCCIICTOBAHUN

s o

He O serans rfon—u wrrutmenrd crme Ha wres vean By YEOEE S

*  Kanau 40AxHu NOAHOCTRIO NPONUTATE KPYXKK C OBPATHOR CTOPOMM

*  Hekacahtecs 0603CTH, NPONKUTaRHOM KPOBLIO

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

-

- - - - ——

PN AT ST ST

] V! V! v/ V! \\

\ J \ ] \ J \ I \ I
903 & 2023-10 000002Q/W001

Xpauuts npu +2 - +25 C*

6 0010608

®NO Naymenra

[Nara powaexus [3ara 83ATUA KPOBK MNon
U0 Bpaua

nny / ropoa / Aapec

E-mail spava
Tenedowu spava

Tecr
|[:] @atpu [ nomne [ Jrowe [Jmnca [Jiyso-6L1 []iyso-GL-3

D CemenHbIi CKpUHKMHT, MyTaumn:

Pucynox 2. O6pazen kapTouku-QpribTpa

AJITOPUTM JeCTBHH MeIMIMHCKOI0 MePCOHAJIA IIPH B3ITHH 00pa3loB KPOBH

®  BBIMBITh pYKH (TUTHEHUYECKUI YPOBEHbB), HAJIETh MIepUYaTKU;

e  BBIMBITh PYKU NAIMeHTa (IATKY peOeHKa, B CiIydae, eCiii KPOBb OepeTcs U3 MATKH);
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e mpoTepeTb 00JAacTh MPOKAJIBIBAaHUS CTEPUIIbHOW candeTkoid, cMoueHHOH 70% crnupTom,
IPOMOKHYTb CYXOH CTEPHJIBHOW caln(eTKoW; - MPOKOJOTh CTEPHWIBHBIM OJHOPA30BBIM
cKapu(dUKaTopoM;

®  CHSATH [IEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CyXUM TaMIIOHOM;

e  MATKO HaJaBUTh JUIS OJy4YEHHUs BTOPOM Kalljld KPOBU;

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

®  AHAJIOTMYHBIM O0pa30M HAHECTH Ha TecT-OjaHK 6-8 Kamesb, BUJ HATEH KPOBU JOJKEH ObITh
OJIMHAKOBBIM C 00€HUX CTOPOH.

®  BBHICYIIUTh TECT-0JIAHK B FOPU30HTAIBHOM IIOJO0XKEHUU HA YUCTOW OOE3)KUPEHHON MOBEPXHOCTH
He MeHee 4 4 0e3 MpUMEeHEeHHsI TeIIOBOKH 00paOOTKH | MOMAJaHNus MPSIMbIX COTHEYHBIX JTy4ei;

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

CONIpUKaCAINCh.

OcoGennocTu Npu HH(PY3MOHHON Tepanuu
HekoTtopelie nanueHTsl MOTYT MOJIy4YaTh HH()Y3MOHHYIO TEpAINIo, EPETUBaHNE KOMIIOHEHTOB KPOBH,
YTO MOXXET OKa3aTh BJIMSHUE Ha pe3ynbTaThl TecTOB. Hampumep, npu nepenvBaHUU IUIa3Mbl KPOBU
MOTYT OBITH MOJIyYEHBI JIOKHO-OTPUIIATEIbHBIE PE3YyJbTaThl, TaK KakK ompeiaesieMbie (hepMEHTHI
HAXOJATCS B TUIa3Me U B KJIIETKAaX KPOBU. PeKoMeH1yeTcs: OCyIIecTBUTh 3a00p KpOBH Uis (hepMEHTHOM
u JIHK-nuaraHoctuku He paHee 4eM depe3 6-7 JHEH mociie mepelMBaHus TUIa3Mbl KpoBH u depe3 7-10
JIHEH TOCIIE NepEIBaHNs KOMIIOHEHTOB KPOBH
He nomyckaercs 3a60p KpoBH

e cpa3sy noclie NpoBeCHHs MAUeHTy HH(PY3MOHHOHN Tepanuu;

® Cpaiy Mocjiec 3aMCHHOI'0O NICPEIIMBAHUA KPOBU.

XpaHeHHe ¥ TPAHCIIOPTHPOBKa OMoMaTepuaJia
OO0pa3iubl BBICYIICHHBIX MATEH KPOBU MOXKHO XPAaHUTh B OOBIYHOM KaMmepe XxonoawiabHuka mnpu +40C
1o otnpaBku. Cpok XpaHEHHs] O MOMEHTa OTIPaBKHU HE JOJDKEH MpeBbllIaTh 7 nHed. Eciau xpaHuth
JoJbIle W mpu OoJjiee BBICOKOM TeMmIeparype, TO aKTMBHOCTb (pepMEeHTa Ja)keé B HOPME MOXKET

CHUXATBHCA, YTO NPUBCACT K JIOKHO-TIOJIOKUTCIIBHBIM PE3YyJIbTATaM.
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Hpuaoxkenue I'7. PacmudpoBka npumMedanni

*%k

— TpemapaT BXOJUT B MEPEUCHb KU3HEHHO HEOOXOIMMBIX M BAXHEHUIINX JICKAPCTBEHHBIX
npernapatoB (Pacmopsokenue IlpaBurtensctBa P® ot 12.10.2019 Ne 2406-p) «O6 yrBep)aeHUH
NepeyHs )KU3HECHHO HEOOXOAMMBIX M BaKHEHININX JIEKapCTBEHHBIX npenapatoB Ha 2020 rof, a Takxke
NepeyHeil JIeKapCTBEHHBIX MpenapaTroB [Uisi MEAMIMHCKOTO TNPUMEHEHHS W MHHHUMAJIbHOTO

ACCOPTUMEHTA JIEKaPCTBEHHBIX MpenapaToB, HEOOXOAUMBIX JUIS OKa3aHHUS MEIUIIMHCKOMN TOMOIIIN )
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