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K/TIOYEBBIE CJIOBA

I'mxo3aMUHOITIMKaHBI

Myxkononucaxapuios

TpaHcIaHTaNVA TeMOTOTNYECKUX CTBONOBBIX KJIETOK
DepMeHTO3aMeCTUTebHAsA Tepanus

CIIMMCOK COKPAUIEHUU

TAT - IZMKo3aMMHoIMKaubel | Y3 - ymbTpasByKoBOe
KT — KOMIIbIOTEpHas JICCIIeNOBaHMe
ToMorpadus ®B]l - QyHKIUA BHENIHETO
JIBH - ;m3ocoMHble 00/Ie3HN IbIXaHUS
HaKOIUIeHUA ®3T - depmeHTO3aMecTN-
MIIC - Mykomonucaxapupos TeJIbHas Tepanms
MPT - MarHMTHO-pe30OHAaHC- 9KI' - anekrpokappmorpacus
Hasi Tomorpadus IOHMI' - anextpoHelipoMmorpa-
CCC - cepmeuHO-cocynucTas dus
cucrema 9x0-KI' - axoxappuorpadpus
TICK - TpaHcmiaHTanumremo- | 931  — anexTposHiedanorpadst
MO3TUYECKUX CTBOJIO-
BBIX K/IETOK

TEPMIMHBI 1 OIIPENEJIEHNA

JInzocomusie 6omesnn Hakomwnennusa (/IBH) - rpynma HacnencTBeHHBIX
MOHOTEHHBIX 3a00/IeBaHNII, CBSI3aHHBIX C HApYLIeHVEM (PYHKIIVIV TA30COM.
Myxonomcaxapupossl (MIIC) - rpynma Hac/lefcTBEHHBIX Oore3Hel
oOMeHa Bell[eCTB, CBSA3aHHBIX C HapylIeHNeM MeTaboIn3Ma I/IMKO3aMu-
HOIIMKAHOB, IPUBOJAIINX K IIOPaYKEeHNI0 OPTaHOB 1 TKaHelt. O0ycoBie-
HBI JaHHbIe 3a00/IeBaHNA My TallMsIMJ T€HOB, KOHTPOIMPYIOIIUX ITPOL[eCcC
BHYTPU/IN30COMHOIO TU/IPOIN3a MAKPOMOJIEKYIL.
®epmenrtozamecturenbHasi Tepanus (P3T) - neuenne, 3akmoyaroiee-
Cs1 BO BBefleHUU npernapara (peKoMOMHAHTHOTO hepMeHTa) MaleHTaM C
HaCJIe[ICTBEHHBIM fedeKToM MeTabomn3Ma.

MHO0>XeCTBEHHDBII JM30CTO3 — IPOrPECCUPYIOIIAA KOCTHAS SUCIIIa3NA.
TpaHcImaHTanys TeMONO3TUYECKUX CTBOTOBBIX KIETOK — Ilepecajika
IeéMOIIO3TUYECKIX CTBOJIOBbIX KPOBETBOPHBIX K/IETOK KOCTHOT'O MOS3Ta.
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BBEIEHWE

Myxkononucaxapupossl (MIIC) - rpymnma HaclenCcTBeHHBIX 60/Ie3Heil
oOMeHa BelecTB, 00yCIOB/IEHHBIX HAKOI/IEH)EM IIMKO3aMIHOT/IMKA-
HoB (I'AI') B opranax u TKaH:AX, BCIECTBYE My TAIlVIi B TeHaX, KOTUPY-
IOIIMX IpOLleCC BHYTPUIN30COMHOTO TUApoOnN3a Makpomonekyn. Ha-
KOIIZIEHVE YaCTUYHO JerpagupoBaHubix Al B ntm3socomax npuBoauT K
rnbeny KJIeTOK ¥ TKaHell M CONPOBOXAAeTCs HapylleHueM (QyHKIUN
OpraHoB u cucteM. B 3aBucumocTu ot medekra nu3ocoMHOro dep-
ME€HTa, INPUHMMAIOIIET0 y4YacTye B KacCKaJHbIX peaKLMAX pacllel-
nenna I'AT u onpepensmouero paspuTie OCHOBHBIX KIMHMYECKUX
nposiBnenuit 6onesnu BoigensaooT 11 Tunos MIIC (tabnuna 1).

Tabnuya 1
K}IaCCI/I(l)I/IKa].H/Iﬂ MYKOIIO/IMCaxapumgo3on
MIIC IMomrymn Cunppom Ten DepMeHTHBIIT AedexT JIoxyc | OMIM
MIIC IH Iypnep 607014
I | MIICIH/S | Typnep-lileiie IDUA flecpmuur amna-L- 4p16.3 | 607015
UyPOHUIA3BI
MIIC IS [lerte 607016
JHeduiut ngypoHar-2-
I | MIc XanTepa DS Xq28 | 309900
cynbgaraspl
MIIC IIIA SGSH fledpupnr renapan-N- 179253 | 252900
cynbdaraspl
MIIC IIIB NagLy | Mledmumir N-anetun-a- |00 50| 55090
TTIOKO3aMVHI/Ia3bl
I Candunumnmo Hedurur remapas-
MIIC IIIC HGSNAT O-TTIIOKO3aMUHU], 8pll.21 252930
N-ayernnrpancdepasbt
Jeduiur
MIIC IIID GNS N-aLeTnnrmoKo3aMH-6— 12q14 252940
cynbgarassl
MIIC IVA GALNg | fledmmu ranakrosamisi-6- | 6o 43 | 553000
v Mopxio cynbgaraspl
MIIC IVB GLB1 | Heduuur p-ramakrosupassr | 3p21.33 | 253010
Jedbuiur
VI MIIC VI Maporo-Jlamn ARSB N-awmeTunarasiakrosaMmuna-4- 5q14.1 253200
cynbdaras
VII | MIIC VII Cras GUSB | Ieduiur B-rmokypornpaser | 7q21.11 | 253220
Hepocratouynocth
IX | MIICIX R —— HYAL1 Hleduntmt rmanyponnpassr | 3p21.31 | 601492




Cymmapnas vacrora MIIC B Mupe cocrapnseT npumepso 1:25000 HoBo-
POXXJIEHHDIX, B 3aBMCYMOCTY OT IOIY/IALNN, YaCTOTA ONpPe/e/IeHHbIX TH-
nnoB MIIC mMoxeT pa3nmnyaThbes.

3aboneBaHuA HAHHON TPYNIBl OTINYAIOTCA MYIBTUCHCTEMHBIM II0-
pakKeHMEM M IPOrPeCCHMPYIOIIMM TEYEHMEM, YTO B KOHEYHOM MTOTe
IOPUBOINT K TSDKENION VHBAIMAV3AINY OOIBHOTO M COKpPAIIEHNIO IIPO-
NO/DKUTENbHOCTY >XKM3HU. Pannme kmmHmdeckmue mnposasneHnsas MIIC
XapaKTepU3ylTCs 3HAUUTENbHBIM Pa3HOOOpasmeM: 3afIlep>KKOi pocCTa,
orpybeHmeM 4epT INLIA, 3a/jeP>KKOIL IICUXOMOTOPHOTO Y PEYeBOTO Pa3BI-
TU:A, YMCTBEHHOJN OTCTATIOCTbIO, IOPayKeHVeM HEPBHOJ CUCTEMBI, Cepped-
HO-COCYJVICTBIMM HApyIIE€HUAMM, TelaTOCIUIEHOMETaNINEl, CKEIeTHOM
IVCIUTa3Vell I MHOXKEeCTBEHHBIMIY I30CTO3aMM, 0 TaIbMOTIOIMYeCKIIMMA
usMeHeHuAMHU 1 naronorueir JIOP-opranos.

PaHHAA OMarHOCTMKA U CBOEBpPEMEHHAs MeIMIVIHCKas MOMOIIb O0/Ib-
HpIM MIIC - ¢epmeHTO3aMecTUTeNbHASA Tepamusa U TPaHCIUIAHTAIVIA
reMOIIO3TUYECKNX CTBOJIOBBIX K/IETOK, II03BOJIAET KOHTPONMPOBATh Tede-
HIte 60JIe3HN, JOOUTHCS ONTMMATBHOTO KIMHIYeCKoro addexTa, mpeny-
IPEANTD PasBUTIE PaHHEN MHBAIMANM3AIN ¥ COXPAaHUTD Ka4eCTBO >KMU3HA
MaIVIEHTOB.

B Hameit cTpaHe HepeKu clIy4au, KOrjja MeXJy IepBbIMI CUMIITO-
MaMy 00/e3HM M yCTaHOBAeHHBIM AmarHosoM MIIC mpoxoput ot 3
no 10 yeT, 4YTO He IO3BOJAET IPUMEHUTH BBICOKO3(p(PEKTUBHbIE Me-
TO/BI 1e4eHns nanueHTos. [Inarnos MIIC ycranaBnIuBaroT Ha cTagun
BBIPQ)KEHHBIX HapyllleHM, XpoHudeckoi matonorun JIOP-opranos
Y CepfiedHO-TIeTOYHON CUCTEMBI, HeOOPATUMBIX M3MEHEHMIT OIOPHO-
[ABUTATEIPHOTO allllapaTa, yTpaThl BO3MOXKHOCTY BECTY HOPMaJIbHbIN
06pas )XU3HU U POXJIEHNs 3[JOPOBBIX eTell B CEMbe.

C 1 anuBapsa 2019 r. Bo ucnonuenue QenepasbHOTO 3aKOHA OT 3 aBIy-
cta 2018 . Ne 299-D3 «O BHecenun nusMeHeHnii B PefepanbHblil 3aKOH
«O6 ocHOBax OXpaHbI 3[J0POBbsI rpakpaH B Poccuiickoit Peneparym»,
ITocranosnenns IlpaBurenpcrsa PO or 26 Host6ps 2018 1. Ne 1416 «O mo-
psAnKe opraHusanyy obecredeHNs JeKapCTBEHHBIMM IIpeIapaTaMiy JInl,
OONMbHBIX reModuIMel, MyKOBUCLUIO30M, I'MIO(U3APHBIM HAHNM3MOM,
6onesHblo [o11e, 37T0Ka4eCTBEHHBIMY HOBOOOPa30BaHUAMY TMMQOVIHOIL,
KPOBETBOPHOI1 ¥ PO/ICTBEHHBIX MM TKaHEN, paCCeTHHBIM CKJIEPO30M, T€EMO-



JIUTUKO-YPEMUYECKUM CUH/IPOMOM, IOHOUIECKVM aPTPUTOM C CUCTEMHBIM
Ha4dajIoM, MyKononucaxapuposoM I, II m VI tunos, i mocie TpaHcIaan-
TaLMV OPTAHOB M (VM) TKAHelt, a TakoKe O IPU3HAHNM YTPATUBILVIMI CYITY
HeKoTopbIxX akToB [TpaBurenbcTBa Poccnitckoit ®emeparnyin», Bce 60bHbIE
MmykonomcaxapugosoM I, II m VI Tunos obecreunBaioTcs mpenapaTamu
®3T 3a cyet cpencTB defrepanbHOroO OIOIKETA.

JaHHble MeTOfMYeCcKMe peKoMeHjauuu 1o paHHel amarHoctuke MIIC,
CO3JIaHHbIe B paMKax 06pa3oBare/bHON mporpammbl «OpdaHHble 60Ie3HN»,
MIO3BOJIAAIOT BpadaM Pas3/MIHbIX CIELATbHOCTEN — EANATPY, OTONAPUHIOJIOTY,
HEeBPOJIOTY, 0(Ta/IbMOIOTY, KapAMOJIOry, ITy/IbMOHOJIOTY, TPaBMaTO/IOTy-OpTO-
Tezy, XUpypry-opTomneny, Bpady Y3VI-auarHocTky Ha OCHOBaHUM COYETaHA
paHHUX CUMOTOMOB ((PeHOTUINYECKMX IPU3HAKOB) BBIABUTD IPYIITY PUCKa
no MIIC u HanpaBuUTh IalyieHTa Ha MENVKO-TEHETUYECKYIO KOHCY/IbTALIIIO
K Bpady-TeHeTNKY I/ HallpaBUTb 00pasIibl OMO/IOrMYECKOro MaTepyuana B
MeJIVKO-TEHETMYECKYI0 ab0paToOpuio sl TaOOPaTOPHOTO IIOATBEPIKIEHIS
IVarHO3a.

MEJIMKO-TEHETMYECKOE
KOHCY/JIBTMPOBAHME VI TIPEHATAJIbHAS
MVIATHOCTUKA

BonpumucTBO 3a6oneBanmit u3 rpymnsl MIIC uMeroT ayTocCOMHO-pe-
1leCCUBHBIN TUII Hac/efloBaHus, 3a uckaodeHrnem MIIC II Tumna, KoTopblii
HacjefiyeTcs 1o X-CLelIeHHOMY peljeCCBHOMY THITY.

ITpm ayTOCOMHO-peLlecCMBHOM TUIlE HACHAe€OBaHUA POJUTENN,
ABNAIINECA T€TEPO3SUTOTHBIMM HOCUTENSAMM MyTaluu, UMERT 25%
BEPOSATHOCTb POXJeHNs OO/NbHOrO pebGeHKa, He3aBUCUMO OT IIOJIa;
50% cocTaB/seT BEPOATHOCTb POXJeHUsA peOeHKa C reTepO3UTOTHBIM
HOCHUTEIbCTBOM MYyTaluii 6€3 CMMIITOMOB 3a007IeBaHNA 1 25% — poxfie-
HYISA 3J0pOBOro pebenka HeHocuTesst MyTanuit MIIC.

[Tpu X-cuernnenHoM pereccuBHoM turie HacnenoBanus (MIIC II Tuma)
PUCK pOX/ieHUs OONBHOrO pebeHKa 3aBUCUT OT F€HEeTHYECKOro CTaryca
>KeHIMHBL. Ecim >keHImHa siBnserca HocureneM myTtanym (npy MIIC 11
TUIIA — 9TO 2/3 Marepeil), pUCK pOXKZeHMsI OOIBHOTO ChIHA COCTABJISAET
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50%. Y 60/IbHOTO MY>KUMHBI BCe o4epy OYAYT 30POBBIMYU HOCUTE/LMI,
CBIHOBbs — 3[0POBBL. B /mureparype ecTh onmmcanmus Ciay4aeB rOHaZHOTO
mosannyusma npu MIIC II tuma.

TakuM 06pa3oM, Ba>KHBIM aCIEKTOM MEVIKO-T€HEeTIYECKOTO KOHCY/Ib-
THPOBaHMsA NanyeHTa (cembnu) npu nopospennu Ha MIIC saBnsercs c6op
CeMeJTHOTO aHaMHe3a, aHa/IV3 POJOC/IOBHON 1 BBIIIO/THEHVE OMOXVMITYec-
KOTO ¥ MOJIEKY/LApHO-TeHeTn4ecKoro tectupoBanud. [Tpu MIIC II tuna
B POJOCIOBHOI 0O/IBHOTO YacTO BBLABIAIOTCA POJCTBEHHUKV MYXCKOTO
H0JIa TI0 MAaTEPUHCKON JIVMHUM C YCTaHOB/IEHHBIM yarHozoM MIIC nu6o
uMerolIye KauHndeckue npossnenna MIIC.

[Tpu BeisiBieruu 60mbHbIX MITC HEOOXOIMMO IPEIIOKUTD CeMbe 00-
CJIeflOBaTh MJIAJIIINX CecTep 1 OpaTbeB O0OIBHOTO pebeHKa C IIe/bIo yCTa-
HOBJIEHMA [IMarHO3a Ha CTA[MJ MVMHMMAa/JIbHBIX KIMHUYECKUX IPOSBIIE-
HUI, a MHOTJA U B JOKJAMHNYECKON CTagNn.

B ciydae BbIcOKOTO pricka poxjenns pebenka ¢ MIIC B cembe, Hamu-
4y 60JIPHOTO KPOBHOTO POACTBEHHUKA VIV YCTAHOB/IEHHOTO HOCHUTEIb-
cTBa n3BectHolt Myrauuyu MIIC y ogHOrO M3 Cynpyros, Bpad-reHETUK
00s13aH MHGOPMUPOBATh OYAYIIMX POIUTENENl O PUCKaX U PEKOMEHJIO-
BaTb IPOBEZIEHME JOPOIOBOI IMATHOCTYKI U/IU MCIIOJIb30BaHME METOMIOB
IPEUMIIIATALIIOHHONM T'€HEeTUYECKON NVATHOCTUKM B XOJie IIPUMMEHEHNA
penponyKTuBHBIX TexHonorui (OKO) i HacTymieHns 6epeMeHHOCT.

[IpenatanpHas ([OpomoBasg) AMATHOCTUMKA IIPOBOAUTCA B CEMbSX,
VMEIOLIMX MOBBILIEHHDbII PUCK poxaeHus 6omprHoro MIIC pebenka.
Omnpenenenne pHUCKOB IIeNeCOOOPa3HO OCYIIECTBUTH B XOfie MENUKO-
TeHEeTNYEeCKOT0 KOHCY/IbTMPOBAHNA ellle 1O HACTYIUIeHN OepeMeHHOCT.

Bpay-reHeTyk Taxoke MHPOPMMpPYeT OYIYIVIX POLVITENIEL, O TOM, 9TO MO-
JIEKYTIAAPHO-TEHETUYECKOT0 MICCTIEfIOBAHME IIJIOZIa BO3MOXKHO TOJIBKO B CTy4dae
YCTaHOBJIEHHOJ M3BECTHON MyTaluy B ceMbe. MO/IeKyIApHO-TeHeTn4ecKas
puarHoctuka MIIC y moga npoBopgutcst Ha cpoke 10-14 Henernb 6epemMeH-
HOCTH IIOCTIe OMOIICUY BOPCUH XOPUMOHa, Ha Cpoke 16-20 Hemenp 6epeMeH-
HOCTY II0C/Ie aMHMOLIeHTe3a. BIoXyMdecKmit aHamms akTMBHOCTY pepMeH-
Ta y IJIOfja TAKXKe MOXKET OBITH BBIIIOJIHEH B 6110IIaTe BOPCYH XOPYOHA.

B Hacrosmee Bpems aia guarnoctky MIIC He cymectByert crienudu-
YECKMX yIbTPa3BYKOBBIX MapKEPOB IIJIOJAa KPOME HEMMMYHHOI BOJIAHKM,
BCTpeYalolleyicsl ¥ IpY psifie APYTUX 3a00/IeBaHMIL.



IIpu nooosperuu na MIIC y nayuenma écem 8pavam-cneyuanucmam
pexomeH008aHo:

® yTouHnTh AirarHo3 MIIC ¢ npumeHeHMeM OMOXMMIYECKUX U MOJIEKY-
JISIPHO-TEHETUYECKIX METO/JOB 00C/IeTOBAHYS.

IIpu ycmanosnentom duaerose MIIC 6 cemve 8 x00e MeOuxo-zeHermute-
CKOUL KOHCYTbMAay U peKomMeH008aHO NPOBeCcL:

® aHa/M3 POMOCIOBHOI C LIE/IbIO IOMCKA JPYTIUX 60mbHBIX MIIC uJte-
HOB CEMbU;

® ompefie/ieH)e TeHeTUYEeCKOrO CTaTyca ONMVDKAJIINX POACTBEHHM-
KOB 60JIbHOTO;

® ompefiefieHNie PUCKOB POXKIeHUsI 6OTbHOTO pebeHKAa B ceMbe I,
Py HEOOXOMMOCTY, TAKTUKY IIPEHATAIbHON JMarHOCTUKNA.

KIIMHNMYECKAA IMATHOCTUKA

Ilepnon HOBOPOKEEHHOCTH

Hoopoxxpennnie ¢ MIIC nmeror, Kak mpaBuio, 0ObIYHBI PEeHOTHII 1
HIYeM He OT/IMYAIOTCA OT 3/I0POBbBIX JieTell. VIHOTma aTu meTu KpyIHble
K CpOKY recTanuy (MMeIoT OOJIbIIYI0 MacCy, Y4eM HOBOPOXKJ€HHbIE TOTO
XKe CpPOKa), HO y>Ke C IepBbIX MecAIeB MOXKET IPOABUTHCA 3ajjeprKKa
($u3NIeCcKoro pasBUTHUA.

Crenuduueckne cumnromsl MIIC mosBnAmTcs mocie Inepuoja
HOBOPO>XXJI€HHOCTY, Ha 2-3 Mecslie XU3HM, Hanbojiee BbIPaXKeHbI K/IN-
Hudeckne nposasnenus MIIC Ha nepBbIX rofiax XXMU3HMU.

HetcTBO

YcTaHOBIIEHO, 4TO s Beex 6onesHeit n3 rpynnsl MIIC xapakrep-
HO IIPOTPeAMeHTHOE TeYeHe C IOCTEeNIeHHBIM HapacTaHMEM TAXKeCTH
K/JIMHUYECKOM CUMIITOMATUKU U MaKCUMMa/AbHOM MHTEHCUBHOCTBIO B
npenybepTaTHOM U IybepTaTHOM IepMofax pasBuTuUA pebeHka. B
nepBble MeCAIbl XXM3HM pebeHKa maTojnornyecknue cumnrTomsr MIIC
MOTYT OBITb €iBa 3aMETHBIMU M He HOCAT CHenV(pUIECKOTO Xapak-
Tepa, MO3TOMY OCTAIOTCA Oe3 BHUMAHNA POAUTENell, HEOHATOIOTOB,
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HeMaTpPOB U Bpadell [PYIUX CHEeIMATbHOCTE, MIN HePefKOo 00 bsic-
HAITCA JPYTYIMM MeHee 3HaYMMbIMM ¥ He TaTOTHOMOHMYHBIMY IIPY-
Y HAMU.

B Tabmume 2 cyMMupoBaHBI paHHME K/IMHUKO-JMATHOCTUYECKVe
npusHaky Mykonosnucaxapnugosos I, Il u VI tunos (cungpomer Iyprep,
XaHTepa u Maporo-J/lamn).

Tabnuya 2
PanHNe KTMHUKO-TUATHOCTUYECKIE IIPU3HAKN MYKOIIOTNCAXAapUT030B
Knuamyeckue cmMnToMbr Cpoxu nosBneHns
TpymHOCTH TPYFHOTO BCKAPM/IMBAHUA TiepBble HeJle/ )KU3HY

«Orpy6nenne» 4epT NuIja: 3aMaBLIee IEPEHOChE,
yBe/IMYeHe IOTTHOTBI Iy6 11 HaJlOPOBHBIX [[YT;

3-4 mecsng
TUIIEPTENOPU3M I71a3, HU3KO TTOCaKeHHbIE YIIHbIE
PaKOBMHBI
Koporkas mes 5-6 mecs1,
VBenmueHne pasMepoB rofoBbl (Meranonedarnis) 5-7 mecsAn
[ToTeps 5MaCTUYHOCTY KOXKI 1 €€ YTOLIeHMe 7-8 mecs1y

YBermueHne o6'beMa KMBOTA BCIECTBIIE
Andy3HOIT MBILIEYHOI TUTTOTOHUM I 7-9 mecAr,
remnatociuieHoMeranu (ot 2-3 10 5-6 cm)

QopmMupoBaHye rpblX: IIyHOYHO, TAXOBOI, 110 6-8 Mecana. YacTo Ob1BaOT Ha 1-X MecAmax
1aXOBO-MOLIOHOYHOI SKU3HU UM CPa3y MOC/Ie POXKIEeHMsA
Kudos rpysHOro u nosiCHu4HOTo OT/IE/IOB
b PYA n 8-10 mecs1y
TI03BOHOYHMKA
3ajiep>KKa TeMITOB IICMXOMOTOPHOTO Pa3BUTHUSA 3-6 mecA1
VYBennyeHme pasMepoB A3blKa 6-7 MecsI
Bpoxx/ieHHBIIT BHIBIX Ta300€PEHHBIX CYCTABOB C pOXKJeHUA

€ 9-11 MecsALEeB KXUSHY; B TAKE/bIX C/Tydasx
OBIBAIOT € 3-4 MeCsLeB KU3HM (MHTEPIIPETUPYIOTCS
KaK IOBBIIIeH}e MBIIIEYHOTO TOHYCa)

He6orbloe orpanndenne pasrnbanms
MeKaTaHTOBBIX U KPYITHBIX CYCTAaBOB

CHIDKeHIe TEMIIOB pocTa Tena, OTHOCUTENbHO

¢ 12 mecsueB
BO3PaCTHBIX HOPM

Hapymenne cHa, anHoe Bo cHe 7-10 mecsn
PenmpmBupyone puHOCUMHYCUTDI, OTUTHI 7-8 mecsr
BusyanbHble MpU3HaKM ITIOMYTHEHMA POTOBUILbI 9-10 mecsr
CHIDKeHMe cIyXa 9-10 mecsy
IunepakTMBHOCTD 10-12 mecsig
Tuneprpodus r10TOYHON 1 HeOHBIX MUHIAINH c 6 MecsAlLleB
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[laHHble, IpuBeleHHble B Tabmuile 2 AEeMOHCTPUPYIOT, YTO II€PBbIE
npusHaky MIIC nposBIA0TCS yke B IepBble MeCALBl XKIM3HU peOeHKa;
o Mepe pocta u pasButus 6ompHoro MIIC KOMMY4ecTBO CHMIITOMOB
U UX TAOKECTb IIOCTENIEHHO HAapacTaloT, BOB/IEKAsA B IATOJIOTMYECKUII IIPO-
L[eCC TIPAKTUYECKN BCE YKM3HEHHO BA)KHbIE OPTaHbl M CUCTEMbI OPraHM3-
Ma. CaMBIMM paHHUMM CYMITOMaMM 3a00JIeBaHMA ABJIAIOTCA TPYRHOCT
TPYAHOTO BCKapM/IMBaHMs (B YaCTHOCTY OOYCTIOBIEHHBIE OCOOEHHOCTSI-
MU CTPOEHMA HOCOITIOTKM — 3allaBlliee I€PEHOChE, Y3KIe HOCOBbIE XOJIbl,
3aTPYAHAIOLINE AbIXaHVe peOeHKa BO BpeMs aKTa COCaHVs), KOTOPbIE BbI-
HY>KJAIOT pofiuTerieli 0OpamaThcs K BpadaM pas/IMIHbIX CIIeIVaTbHOCTEIL.

IlepeuncrenHble B Tabmmile 2 paHHUE CMITOMBI 60/IE3HU OTHOCATCH, B
OCHOBHOM, K Haubosee TspxenbiM tiram MIIC: cunppomam [ypnep n Xan-
Tepa. bornee nerkue ¢popmsl 3aboneBanms (KIVMHMYECKVe BapUaHThI | Tiia
MIIC - cunppomer [yprep-Illeiie u Illeite, nerkas dopma cunppoma XaHre-
pa u cuHzipoM Mapoto-J/lamu) MoryT GpopMMpOBaTh KIMHIYIECKYIO CUMIITO-
MATVKY CyIIECTBEHHO II03)Ke, VIMes IIVPOKNII MaIa3oH Je6Ta 0T BTOPOro
HIOJTYTOAVIA XKVI3HM pebeHKa [0 2-3 JIETHETO 1 ke 5-6 JIeTHETO BO3PacTOB.

Buisienenue y pebenka couemanus (kombunayuu) oaxce 1-2 cumnmo-
MO8, CyMMUPOBAHHBIX 6 MAbnUUe 2, N03601Aem 6Pady-cneyuanucmy om-
Hecmu nayuenma k zpynne pucka no MIIC u aeénsemcs ocHoéanuem O7A:

® HalpaBjIeHN MalMieHTa Ha MeUKO-TeHeTUYeCKYI0 KOHCYIbTALNIO K
Bpauy-TeHeTHKY;

® HanpaBJIeHNs oOpasiia OMOIOrMYecKoro MaTepraa (Mova U Cyxue IAT-
Ha KPOBM) B MEVKO-TeHeTIIeCKYI0 Tab0opaTopuIo i OMOXMMIYECKO-
ro aHaym3a Ha cogepkanre [AT n nx dpaxumit B Mode 1 onpeseneHue
aKTUMBHOCTY IM30COMHBIX epMEHTOB (IMPO/Ia3) B MATHAX KPOBL

IloppocTKOBBIN ¥ B3POCTBI BO3pPAcT

MIIC xapakTepusyoTcs Bapuabe/lbHbBIM BO3PacTOM MaHU(ecTanun
Y CKOPOCTBIO IIporpeccupoBanys 3aboneBanys. [Ipn mArkux ¢gopmax
60/1e3Hb IPOTPECCUPYET HOCTATOUHO MEJJIEHHO U CMIITOMBI 3a00/1eBa-
HISA MOTYT OCTaBaTbCA He3aMe4YEeHHBIMU JJINTEIbHOE BpeMs BIIIOTh [0
B3pOC/IOro Bo3pacTa. Hanpumep, KapnanbHblli TOHHEIbHBIN CUHAPOM
MOXXeT OBITh [MArHOCTMPOBAH yXKe Ha IMO3JHUX CTafMAX Pa3BUTHS,

11



Ha 9Talle HeoOpaTMMOJI KOHTPAKTYpPbl AMCTANTbHBIX Me>K(aTaHIOBBIX
CYCTaBOB C HapyIlIEHMEM VI HOTepeil YyBCTBUTENbHOCTH MA/IbLIEB U
napesoM MbILII TeHapa. [103HAs AuarHocTrka 00ycioBIeHa TeM, YTO
JIeTV MOTYT He IPeAbsIBIATD Ka/To06bI Ha 60JIeBble OLYILIeHNs B KUCTI.
CTeHO3 II03BOHOYHOTO KaHaja, IOMyTHEHMEe POTOBUIIBL, ruppoueda-
nus u gpyrue nposisnenuss MIIC takxke MOTYT OBITh JIUTENIbHO He
AMarHOCTUPOBAHHBIMY, II09TOMY TPeOYIOT IPOBeEeHM CIeLMaInu3M-
pPOBaHHBIX QYHKIVOHAIBHBIX UCC/IEJOBAHNI 1 MOHUTOPUHTA 3¢ dek-
TUBHOCTY JIEYEHSI.

MyKononiucaxapumossl — My/IbTUCUCTEMHble 3a00/TeBaHNus, U Bpadn
M000J1 CIeIaTbHOCTY MOTYT CTONKHYTHCS ¢ HEOOXOAMMOCTBIO MCKITIO-
JeHMS 3TNX OOTIe3Hell.

CCPI[C‘IHO-COCYI[I/ICTaH cucrema

PacripocTpaH€HHOCTD U TSKECTb KapAMOBACKY/ISIPHOI ITATOJIOTUM CPefy
nauyentoB ¢ MIIC cocrasrsiet 60-90%. Oco6eHHO 4acTO OHa BCTPeYaeTCst
npu MIIC, nporekaronyx ¢ HapylIeHneM Katabomi3Ma gepMaTaHCynbda-
ta (MIICL, ITu VI). [TaTonorus gbIxateIbHOM CUCTEMBI ¥ TIOPOKY Pa3BUTHUSA
CKeJIeTa, OrPaHNYMBAIOIIVIe 00BEM BO3MOXKHOM (pr314ecKoil aKTMBHOCTI,
9aCTO MACKMPYIOT CEPAIEYHO-COCYAVCTYIO HEOCTATOYHOCTD U 3aTPYAHAIOT
PaHHIOIO IMarHOCTUKY Kap/iMoIorndeckor naronorny y 6onsubeix MIIC.

PasBuTme KapAMOBAaCKY/IAPHBIX HAapYIIEHUI ABAAETCA CIENCTBUEM
nporpeccupymomeir nHbmibTpauuu Al Muokapaa, KIallaHOB CepAla,
CTEHOK KOPOHAPHBIX COCYJIOB U IPOBOJAILEN COCYIVICTON CUCTEMBI.

Kappuosackynaphubie npoasinenua npu MIIC:
® T1aTO/IOTA K/IAIlaHOB CepA1a;

® KapAVOMIOIIATHSA;

® apTepuanbHasA IUIEPTeH3NA;

® JIeTOYHAs apTepUa/IbHAA TUIIEPTEH3NUS;

® HapyllleHMe PUTMa U IPOBOAVMOCTH;

® T1aTO/IOTVAA KOPOHAPHBIX COCY/IOB CEpALIa.

Hambonee gacto y nmanuenToB ¢ MIIC pmnarHocTupyeTcs maronorus Kia-
IIAHHOT'O alIIapaTa CepALa, MPOTeKAoLasl C perypruTanyeit 1/ CTeHO30M
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K/IallaHOB. B GOJIBIIMHCTBE C/Iy4aeB BBIAB/LIETCS IOPaKEHVe MUTPAIbHOTO
VI Q0PTaJ/IbHOTO K/IAIIAHOB, PEXXe TPUKYCIMIAJIBHOIO U JIETOYHOro. VIsmene-
HIISI MOTYT CTaTh FeMOIMHAMIYECK) 3HAYMMbIMY Ha Ooree MO3[HMX CTajM-
Ax 6onesnn. [TopaxeHre KIAIlaHOB JIEBOJI IIOJIOBVHBI CEpALIA (MUTPaTbHOTO
¥ QOPTAJIBHOTO) TIPOTEKaeT TsDKeree. JacTo CTBOPKI MUTPA/IBHOTO KJIAIlaHa
3HAYMUTE/IbHO YTO/IEHDI, IIONK/IAIIAHHbIN aIlllapaT IIPECTaB/IeH YKOPOYeH-
HBIMM CyXO>KVJIBHBIMU XOPAAMM M TOJICTBIMI COCOYKOBBIMY MBIILIAMY, YTO
NPVMBOJUT K VICYHKIVIM ¥ MAJIOTIOABVDKHOCTI CTBOPOK. OT/IOKEHNA KaJlb-
111(VKATOB OOBIYHO BO3HMKAIOT B OO/IACTY KOJIbIjd MUTPAJIBHOIO K/IAllaHa.
AOpTa/bHbIN K/IallaH NMeeT CXOHYIO KapTUHY IIPOrPECCUPYIOLIETO YTOIIe-
HIISA Y IYICYHKIMIL. DT MIATOTIOIMYeCKyie IBMEHEHA BEIPXKAIOTCA B peryp-
ruranym (HeOCTaTOYHOCTN) M/VITU CTEHO3€, YTO MOYKHO JIETKO VMIeHT(ILIN-
POBaThb PV TIOMOILY 9XOKApAMOrpadui ¢ JONIUIEPOBCKIM VCCTIETOBAHMEM.
YTosmeHne KIallaHOB Cepyilla B COYETAHNN C UX AVMCYHKIVEN OTMedaeTcs
6onee geM y 80% manmenTos ¢ MIIC I, II, VI tvma (Bk/Iro9ast MejyjieHHO IIpo-
rpeccupytoiye popmsl), pesxe mpu MITC I n IV trmos.

Y pereit ¢ MIIC aprepmanpHas rurnepTeH3us orMmedaercs pexe (y 20%
OO/IbHBIX), YeM ITaTOJIOIVIA K/IAITaHHOTO anmapara cepana. [IpymepHo ¢ Takoit
K€ YacTOTOM BbLAB/IAeTCA Kapguomyonatys. Y 10-20 % manyeHToB guarHoc-
TUPYETCA JIETOYHAsA TUIIEPTEH3, PENKO — VJIATalyA BOCXOAAIIEN a0PThL.

BaxxHo ormeTutp, 4ro HakomneHue I'Al' B cTeHKaX KOpOHapHBIX CO-
CyHOB CONpoBOXKAaeTcsA M Py3HBIM CyKeHMeM IIPOCBeTa KOPOHAPHBIX
aprepuii. IIpouecc MoXXeT Ha4aThCA B TeYeHME IIEPBOTO rofia XKU3HMY, a K
5 rolaM BO3MO>KHO pa3BUTHE HONTHOM oOCTpyKiuy. BHesanHast cMepThb
OT OOCTPYKILMY KOPOHAPHOI apTepuy MO>KeT IPOMU30ITI KaK BO BpeMs
3MM307a OCTPOI pecnupaTopHON MHGEKIUY, TaK U BO BpeMsI KoyebaHmit
apTepUaTIbHOTO JaBIeHMA.

[To maHHBIM OTHENbHBIX MCCIENOBATENEN, CEPHeYHas HEJOCTaTOYHOCTD
HAOJII0fIaeTCS B TeYEHIIE TIePBbIX Hefle/lb XKI3HM Y MAIVIeHTOB C CUHIPOMOM
[yprnep, xoTs1 y 60/IBIIMHCTBA [leTell He OTMeYaeTC sl HUKAKOT Kap/iaibHO
cumnromaryuku. I1pu ¢pusukamrpHOM 00CTeOBaHNY BBIABIAIOTCS Cepried-
HBbI€ IIYMBI, OfIHAKO MX OTCYTCTBME HE MCK/IIOYAET IIOPAXKEHNA CEPALIA.

Vnpunprpanusa AT nmpoBopsmieir cucTeMsl cepilia MOXeT CTaTb
HIPUYMHON pa3BUTHUSA MIOTEHIVAIBHO JIeTaIbHON apuT™Muu (IIOTHOM 6710-
KaJbl cepyila) ¥ NoTpeb6oBaTh YCTAHOBKY IIOCTOSHHOTO IIeicMeliKepa.
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CBoeBpeMeHHasA JMArHOCTUKA IIATOJOTUM CEPHEYHO-COCYAUCTOM
cucrembl nanueHToB ¢ MIIC MoxeT OBITH 3aTpyfHEHa IO PasHBIM
npuurHaM. CregyeT OTMeTUTD, YTO (GU3UKAIBHBIN OCMOTP 4acTo 3a-
TPYJHEH 13-3a BBIPAXKEHHBIX [bIXaTE€/IbHBIX HAaPYLIEHMI, CHVKEHUA
VHTEJ/IEKTA, MHOXXE€CTBEHHBIX AM30CTO30B M KOHTPAKTYypP KOHEYHOC-
Tell, 3aTPYAHAMIINX M3MEPEHNE apTePUaNbHOIO JaBAE€HNUA U 4acTo-
ThI IIy/IbCA, KOPOTKas LIesA MPENATCTBYET OLlEHKe IIyMa HaJ COCyaMu
nIemu.

Oo6cegoBanIe

[Tpn o6¢cnenoBaHMY U3 HEMHBA3MBHBIX METOOB IIPMOPUTETHBIMM SIB-
nsaTca anekrpokapanorpamma (9KI) u axokapamorpadms (9xoKI).
OTU yHMBepCaabHbIE, JOCTATOYHO IPOCTbIe B VICIIOTB3OBAHMM U KO-
HOMIYeCK! 3¢ ¢deKTUBHbIE MHCTPYMEHTA/IbHbIE METOAIbI HAI0T BO3MOXK-
HOCTb OIICHUTb aHaTOMM4YecKre ¥ (YHKIMOHAIbHbIE OCOOEHHOCTY
cepaua 6ombHbIX MIIC 11 BBISBUTD HapyLIEeHNA CO CTOPOHBI IIPOBOAALLEN
cucteMbl. Vicnonb3oBaHue HOMIIIEPOBCKOrO CKaHMpOBaHMA Ipyu IXoKT
MO3BOJIAET OL[eHNTD ITapaMeTphl TeMoaHaMuKi. [IpoBoguTs nccnenosa-
HUS He0OXOIVIMO He pexke 1 pasa B rof.

Mertopnpl MarHUTHO-pe3oHaHCHON (MPT) u KoMIIbIOTEepHOI TOMOTpa-
¢uu (KT) npumMeHSIOTCSA OrpaHMYEHO 13-3a HEOOXOAVIMOCTY Ceflaliyiy 1
C OCTOPOXXHOCTBIO TPV Ha/IM4MM VIMIUTAHTMPOBAHHBIX YCTPONCTB. JJaH-
HbIe METOJIbI He VICIIOb3YIOTCS B IITAHOBOM IIOPSIJIKE Y JieTel.

MOHUTOPKHT ITOKa3aTesell TeMocTasa ABJIAETCS HeOOXOAMMBIM /1a60-
PaTOpPHBIM KCCIefoBaHMeM y manueHTos ¢ MIIC.

[TommopdHas KIMHNYeCcKas KapTHHA 00YCIOBIMBaeT HEOOXOAMMOCTD
KOMIUIEKCHOTO TIO/IXOfIa K JIEYeHVIO U IIMPOKOE MCIIO/Ib30BAHNE CYMIITO-
MaTM4ecKoi Tepamuy y manyentos ¢ MIIC, B ToMm 4mcie mpuMeHeHue
VHTYOUTOPOB aHTMOTEH3MHIIpeBpalaoiiero ¢pepMeHTa, [-6710KaTopos,
0JIOKaTOPOB KaJIbLIMEBbIX KaHA/IOB, AMYPETUKOB J AHTUKOATY/ISTHTOB.
Koppekuys ceppiedHO-COCYANCTOI HEOCTATOYHOCTH, apTepUaTbHOI TH-
HepPTEeH3NN IIPOBOANTCA C JICIO/MIb30BaHMEM PEKOMEHIOBAHHBIX METONOB
JledeHns AeTCKoit Kapayonorun. ITo mokasaHysM pelnraeTcsi BOIIPOC O He-
06XOAMMOCTY XUPYPIUYecKoil KOppeKIuy MOpPOKa CepAiLia VM IIOCTAaHOB-
Ka KapAMOCTUMY/IATOPA.
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Pannaa puarnoctuka MIIC 1 cBoeBpeMeHHO€ Hayasio IIaTOre€HeTMYECKOI
Tepanuy M03BOJIAT 130eXaThb (POpMUPOBAHNA IIOPOKOB CEpALIa U Cep-
[€YHO-COCYAVCTON HEJOCTATOYHOCTI.

emckum kapouonozam pexkomeHO06AHO HANPABUMb NAUUEHMA HA
KOHCYTIbMAUUI0 K 6pay-2eHemuKy u/uau Ha 1a60parmopHyro OUazHOCMUKy
MIIC npu nHanuuuu cnedyousux noKa3aHuii:

® HeIOCTAaTOYHOCTD ¥/W/IM CTEHO3 MUTPA/IBHOTO KJIAIlaHa;

® HeJI0CTaTOYHOCTD /TN CTEHO3 A0PTA/IbHOTO K/IallaHa;

® HE[JOCTaTOYHOCTb MUTPA/IBHOTO ¥ aOPTA/IbHOTO K/IAllaHOB CepAla
(a Tak)Ke TPUKYCIUAATBHOTO Y JIETOYHOTO K/IAIIAHOB);

® KapAuoMIONaTA y feTell HEM3BECTHOM STUOIOTUA.

OHOPHO-I[BI/ITaTCJIbeIﬁ anmapar

3agadell oprolefia Ipy MepBUYHOM 0OCIeOBaHNN peOeHKa IepBbIX
MecsleB XusHu 1 nogospenun Ha MIIC ABnsgeTca conocTasieHne OpTo-
HeANYeCKVX Y HEOPTOIeANYEeCKIX IPU3HAKOB OOJIe3H.

ITpn Bcex tumax MIIC mMeeT MecTO mporpeccupymolas IaToNIOTA
CyCTaBOB, crienyduKa 1 CKOPOCTb €€ MPOrPecCUPOBAHNA Pa3INIAIOTCS
[PV pas3IMYHBIX THIAX 6one3Hn. HapyuieHns co cTOpoHbI OOPHO-/BU-
rarespHOro ammapara (OJA) oOycioB/eHbI KaK IepBIYHBIMI HapYIIeHVI-
MI CO CTOPOHBI CYCTaBHOTO XPAILA ¥ COEAVHNUTENBHO-TKAaHHBIX CTPYKTY]P
CYCTaBOB, TaK U IIaTOJIOTMEN KOCTHOV TKaHM. Begymymy 3BeHbAMM I1a-
TOT€He3a CYCTaBHBIX M3MEHEHUIT Y 6onpubix MIIC I, IT, III, VI u VII Tu-
IIOB ABJAETCA NPOrPECCUPYIOIINI allONTO3 XOHIPOLMTOB, TUIIEPILIA3YA
CUHOBMA/IbHON 000JIOUKM ¥ BOCIIA/IMTE/IbHAsI eCTPYKIVS CyCTaBa, KaK
CJIe[ICTBME aKTUBAIVIV BOCIIQ/JINTETbHBIX KaCKa/JOB C BBIOPOCOM IIPOBOC-
Ha/INTENbHBIX IIUTOKMHOB U IepPMaTaHCyIbdara — MPsIMOro MefuaTropa
aronTo3a XOHAPOLUTOB.

Aptponarua npu MIIC I, II, VI n VII TMIIOB HOCUT IIpOTrpeccupyOLit
XapaKTep ¢ OrpaHIYeHVIeM ITOABJDKHOCTY BO BCEX CycTaBax ¢ popMupoBa-
HI€M TUIINYHOTO CIIEKTPA KOHTPAKTYP NPy OTCY TCTBUY BbIPa>KEHHBIX ITPU -
3HAKOB JIOKa/IbHOTo 1 cucteMHoro Bocnanenus. [Ipu MIIC III tuna apTpo-
IaTVs MeHee BbIpaykeHHas, umeeT cxoxxue usmenennd. [Ipu MIIC IV tuna
Iporpeccupyomas apTporaTisl COIPOBOXKAAETCA IMIEPMOOVIIBHOCTHIO
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MEJIKUX CYCTaBOB C KapTMHOJ CKelTeTHON AMCIUIA3VM: IUIIEPMOOUIb-
HOCTb CYCTAaBOB KUCTV C Y/IbHapHOJ ee HeBMaluell, 3HauuTeTbHAA
pasHuUIla B aMIUINTY/e aKTUBHBIX U ITaCCUBHBIX ABVDKEHMIT, CHYDKEHE
CIJIBI CXBaTa.

Kimunnyeckoe o6cnefoBaHye ONOPHO-ABUTATeIBHOTO almapaTa Ipu
MIIC BxIII0YaeT: OCHOBHYIO JUarHOCTUKY; IVTAHVPOBaHMe Ja/IbHEeIIIero,
B TOM 4JCJIe AMHAMUYECKOT0, 00CIeOBaHNs U HAOTIOfieHNs; JIedeHue 1
oneHKa ero a¢pdexruBHOCTI. OpTONEeaIyecKe CUMIITOMBI, KOTOPBIE MO-
TyT OBbITD BBLAB/IEHBI y pebenka ¢ MIIC Ha epBOM rofy )XKM3HM, CyMMI-
poOBaHBbI B Tabmie 3.

Ozpanuuenue paszubanus 6 N0KMEBLIX CYCMAsax u 0zpaHuueHue
omeedeHuss 6 masobedpentvix cycmaeax. OCOOEHHOCTb KOHTPAKTYP
npy MIIC B TOM, YTO OHM He >KeCTKye, a IPY)XMHsAIIMe, HO He Jalolye
BO3MOYXHOCTYI HJ ITOJIHOTO pasTM0aHNsA B IOKTEBBIX CyCTaBaX, HI IIOJTHOTO
oTBefieHNs Oefipa B onoykeHye JlopeHiy 1 0 pOBHOI TOBEPXHOCTH CTOJIA.
Y 300poBOro MIaieHIIa TIpY MbIIIEYHON AUCTOHVN (M/IaJIeHYeCKU CKO-
1M03) KaK IpaBWIo, pasrubaHue B IOKTEBOM CYCTaBe OrPAaHNYEHO C Off-
HOJI CTOPOHBI 11 OTBefieHue Oefipa TaKk)Ke OTPaHIIEHO C ITOI K€ CTOPOHBI.
I[Tpu manmpraryy M y pederka ¢ MIIC Mpiiipr Msirkue (Ipy AUCTOHUA
OoJee IIOTHBIE).

B mporecce neveHnst «pycrasn» Ta3o0efpeHHBIX CYCTABOB y OOIbHbIX
MIIC net nono>xutensHoi gyuHaMuKy ipu Y 3V o6cenoBaHmy, HET IIOTHOTO
oTBefeHNs Oeriep.

Tomanvnotii kugo3 2pyoHozo u noacHuunozo omoenos. Ilpn oc-
MOTpe 3[J0pOBOro pebeHKa IepBOro rofja >XKM3HMU B ITOIOKEHUN «IIPY-
Ca)XMBAHUs» OIpee/AeTCsl TOTANbHbIA KO3 IPyIHOTO U MOSCHIY-
HOTO OT/Ie/IOB IT03BOHOYHMKA, KOTOPBII MCIPAB/ISAETCS B IOTOXXEHNUN
JIeXXa Ha KMBOTeE M IV HOTHVIMAaHWY HOT MJIajieHIla BBepX. Y pebeHka
¢ MIIC nipu BBIIOTHEHNM aHAJIOTMYHBIX MaHUIY/IALUI HabII0gaeTcs
cToiikoe KudosupoBaHne no3BoHouHrKa Ha yposHe Th11-Th12,L1-
L2. B ob6nactyu BepumHsl K1do3a NanbIUPyHTCsI OCTUCTBIE OTPOCTKA
NO3BOHKOB, (popmupyromux ku¢os. IIpyu NOBBHIIIEHHOM MBIIIEYHOM
TOHyce Y pebeHKa K1¢03 BCeria MCIPaBIsieTCs B IOJIOXKEHNY Ha >KM-
BOTe IpY MOJHMMAHUY HOT, @ B MOJIOKEHUM Ha 60Ky Kudo3 MoxKeT
OIIpeeAThCA.
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Tabnuya 3

Knuanueckoe o6cnegoBanme OJA mpu MIIC

CumMnTomMs1 Omnucanne 3HayeHne
3apmepxKka [To3nHee 0cBOeHNE peGeHKOM KimHnyeckue nposiBiieHust, 0CO6eHHO 1pu
JBUTATETHHOIO JIBUTATE/IbHBIX HABBIKOB (CUJie- | OTCYTCTBMM OC/IOKHEHHOTO IepYHATaTbHOTO
pasBuTis HIsI, CAMOCTOSITEIBHOM XOJ[b- aHaMHe3a, SIBJISIF0TCS OCHOBAHMEM [IJIs1 MOHM-

6bl), HEIOBKOCTb, HEYKITIOXKECTD

TOPMHIA 1 TOIIOTHUTETbHbIX 06CH€JIOB3HI/H7I
manyeHTa

Hapymenue moxogxu

«YTuHas» IOXOKa —
packauMBaHye KOpPITyca Ipu
xozpbe; «TpoitHOe crubaHe»

— COTHYTBIE KOJICHHbIE I
Ta306eIpeHHbIe CYCTaBbI,
HAKJIOH KOPITyca BIIepeJf; 4acThle
HasieHns

MoryT 6BITb CBSI3aHbI KaK C OTPaHITICHIIEM
AMIUTUTY/bI JBIDKEHIS B CYCTaBax
(KOHTpPAKTYPBI), TaK U C BTOPUYHOI
Muoratueii (c1aboCTb CpeTHIK ATOAMIHBIX
MBIIIIIT)

Huskasn
TONIEPAHTHOCTD K
Harpyskam

JleTut 1710X0 ePeHOCAT HarPy3KI,
B TOM YIC/Ie — TIOBCETHEBHBIE,
4acTO IPOCATCS Ha PYKU 1
HY)KJAI0TCA B OT/JbIXE

CosoxkymnHblit a¢dexT nopaxennsa OJA
n ﬂpyI‘I/IX OPTraHOB I CHCTEM, HEPEIKO
MHTEPIPETUPYEMbIil KaK OCHOBaHNE JI/is
obpalleHNs K OpTOIeny

Hapymenne co
CTOPOHBI 05ICa
BePXHUX KOHETHOCTEH

OI‘paHI/I‘-IeHI/Ie AKTUBHOTO
U TIACCBHOTO OTBENEHNA B
II/I€YE€BBIX CyCTaBax

PanHMi1 1 XapaKTepHBIil CUMIITOM,

9acTo He MOTyJalounii CBOeBPeMeHHOI
uHTepnperanyy (oOTpaXkaeT Kak MbIIIEYHbIE,
TaK U CyCTaBHbIE HApYIIECHNUA)

Hapymennsa menkoit

JleTu ¢ TPyi0OM MaHUITYTUPYIOT

Ipu MIIC L, II, VI u VII - nposBnenns

MOTOPUKM KaK KPYIHBIMI, TaK ¥ MEIKMMY | COYETAHNUM apTPOIATUY MEJIKUX CyCTaBOB,
NpeiMeTaMi, 3aTPyAHEH CTEHO3a KapIa/IbHOTO KaHaja U CTEHO3UPy-
KICTEBOII CXBAT U CEJIEKTUBHBIN | omero muramenTuta; npu MIIC IV - crepn-
KOHTPOJIb [IBVKEHMI CTBJIE MBIIIEYHOI C1aboCTu U fedopmarum
JTy4e3anACTHOTO CycTaBa
Hedopmanysa Ku¢o3 rpyonosicHug4Horo Hocsar nmporpeccupyonmii Xapakrep u
MO3BOHOYHUKA OTJIeNa; CKOMNO3 MOT'YT CyILIIeCTBEHHO BJIMATb Ha IIPOTHO3

TeyeHns 3a60IeBaHUA

Ipynnas xmerka

«BoukoobpasHasa» popma,
KIeBUAHaA Aedopmarnis

BoiABIAIOTCA paHoO 1 TpeGyoT
auddepeHnnanbHOIN ANATHOCTUKY (B
MePBYI0 O4epesb — C PAXUTOM)

ITatonorus
Ta300€ePEeHHbIX
CyCTaBOB

IIporpeccupyromuii MOABbIBUX
u BIBUX Gepa

Hapacraromast crubaresbHO-IPUBOSIIAs]
KOHTPAKTYPa; 60/1eBOI CUHAPOM

Hedopmamyn Kucreit

Ipu MIIC L II, VI VII -
«KOTTHCTasA Mamnax; mpyu MIIC
IV - ynpHapHas geBnanma u
Pa3bONTaHHOCTD CYCTABOB

CyHIpOM KapIambHOTO KaHa/a y eTel
Hanbosee 4acTo BcTpedaercs mpu MIIC n
TOIDKEH OBITH OCHOBAHMEM IS [IeTa/IbHOTO
obcnenoBanmsa

Hedopmanyn cron

Y nereit MIaj1Iero Bo3pa-

CcTa MOFyT 6I)IT]) yMepeHHbIe
BaJIbI'yCHbIE JI[CCl)OpMaLU/H/I; y
[IOf;POCTKOB BO3MOXXHBI IIPO-
rpeccupyole KaBo-BapycHble
nedopmannu

B mmazimem BospacTe — KOMIIEHCATOPHas
yCTaHOBKa; KaBO-BapycHble iehopMariin
OTPAXXAIOT IPOrpecCcUpoBaHe HEBPOIATUN
M apTPONaTUN
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Czubamenvtvie KOHMPAKMYPbL MeNKUX CYCMA608 KOoHeuHocmell.
[Tpn muorux tunax MIIC y pmereil mepBOro rojia >KM3H) pa3BUBAIOTCA
crubarenbHble KOHTPAKTYPbI B IACTHO(AIAHTOBBIX ¥ MeXK(alTaHTOBBIX
CyCcTaBax CUMMETPMYHO B 00eMX KUCTAX, 0OyC/IOBJIEHHbIE CaBIeHVEM
CPeIVIHHOTO HepBa, GOpMUPYeTCs TaK Ha3blBaeMas «KOTTYCTas» KVUCTb.
B nutepaType onmcaHbl cy4ay pacceyeHus KapIaabHO CBA3KY y feTeit
1o rofa.

Pentrenonornyeckoe uccnepoBanue 6onpHbIM MIIC mpoBopuTcs
C LIe/IbI0 TIOCTAHOBKM CMHJPOMAJIbHOTO [IMAarHO3a, OLlEHKM OVUHAMUKHA
natonoruy OJIA, myI1aHMpPOBaHNA ONlEPATUBHBIX BMEUIATEIbCTB, OLLEHKA
9¢bPeKTUBHOCTY TeYeHNsI U OlleHKa PUCKOB (Tabnuia 4).

Tabnuya 4
TsoxecTb peHTTeHONOrMYecKx HapymeHuit mpu MIIC
Tun TsxecTb TUNNYHBIA BO3PACT 60TBHOTO
MIIC IH (cunapom I'yprep) +++ 1-2ropa
MIIC IS (cuappom Illeiie) + Pasyanblit (FeTCKMit) BO3pacT
MIICII ++ 2 -4roga
MIICIII +/++ Pannwmit geTckuit Bo3pacT
MIICIV +/++/+++ 1 -3 roga
MIIC VI ++ 2 -4 roma
MIIC VII +/++/+++ Mimapummii feTcKmit Bo3pacT
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XAPAKTEPHBIE PEHTTEHO/IOTMTYECKME
IMPU3HAKMU ITPU MIIC:

MHnoscecmeeHHbLl 0U30CMO3: Yepen
® Makponedanns
® YToieHne KOCTell CBojia
e «MartoBoe CTEeK/I0»
® VyImHeHHOe Typenkoe cemio (B popme J)

MmnosxcecmeeHHbLil OU30cMO3: 2PYOHAST K/lemKa

o [InaTucnoHNaNINA

® OeCTOHYATOCTD 3aJTHUX OT/IE/IOB Te/T TI03BOHKOB
® K/110BOBI/IHbIE ITEPEeJHIIE OT/E/IbI

e KIMHOBUAHOCTD

o [[Inpokne KII0oYnLbI

o [llupoxue pebpa («BecmoobpasHbie»)

MmnoxcemaeHnHblil OU30CO03: Ma3

e [[InpoKue KpbUIbA MOAB3/JOIIHBIX KOCTEN
e JlyicnlacTUYHbIe BEPTIy>KHble BIIAJVIHBI
e Bajiprycuble fiehopManiiyi pOKCUMa/IbHBIX OTETIOB OepeHHBIX KOCTel

MmnoxcecmeenHwlii OU30cmo3: KUCMU

® YMeHbllIIeH)e KapIIaJIbHOTO yI/Ia

® KopoTKue mupoKue NACTHbIe KOCTA

e KopoTtkue mupokne dananru

e Jictonuennnle ocHoBaHuUA II-1V mAcTHBIX KOCTel

Mmnoxcecmeennviii 0uzocmo3s: ocobernocmu MIIC IV

e HopMmasibHasA TONMIMHA KOCTEN CBOJjA Yepera

e [ymonnasus 3y00BUIHOTO OTPOCTKA

® Bpr&)KéHHaH IITAaTUCIIOHIVI/IN A

® BanprycHas fedopmaniyisi HYDKHUX KOHEYHOCTe
o [lebopmarius snnduson
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«CBETO®OP»

Opronegnyeckux npoasnenuit npu MIIC:

Yeposxcarouque wusnu

® [[epBUKaIbHBIN CTEHO3
® VHdaHTUIBHBI CKOMNO3

Beoyujue k nomepe 803mosncHocmu
nepeosuceHust

© MHOXeCTBeHHbIE IIPOrPeCcCUPYIOLIe
KOHTPAKTYPBI
® CTeHO3 Ipy/0-TIOSAICHUYHOTO OT/ENa

Hapywatoujue kauecmeo nepeosunceHus

o [TofiBBIBUXM U BBIBUXM CYCTaBOB
® Ocesble feopMany KOHEYHOCTEI!
© ToHHeTbHBI CUHAPOM

Buisenenue y pebenxa panHux kauHuueckux (penmeenonozute-
ckux) npusnaxoe MIIC, couemanus 1-2 «no0o3pumenvHvix» CUM-
nmomose (nopasceHue ckenema no Muny MHONeCMEeHHO20 OU30CMO-
3a, x-06pazHas Oeopmayus HUNHUX KOHeuHOcmell, Oedopmayuio
2pyOHOIi KlemKuU, 3a0epicKy pocma), n036015em 6pauy-cneyuanricmy
omuecmu nayuenma x zpynne pucka no MIIC, u saeénsemcss 0cHo6a-
Huem OnA:

® HanpaB/IeHNUA NALMEHTA Ha KOHCY/IbTALMIO K BPauyy-T€HETHUKY;

® HampaB/ieHNs 00pasia 610/IorMYeckoro MaTepruana (Moda u Cyxme
IATHA KPOBU) B MEIMKO-TeHETUYECKyl nabopaTopuio, masi Omo-
XMMMYECKOTO aHanm3a Ha copiepkanue Al nx ¢pakiuit B Mmode u
OIpefie/ieHVie aKTMBHOCTM JIM30COMHBIX (DepMEHTOB (Tupponas) B
IATHAX KPOBM, IPOBEIEHNSI CBOEBPEMEHHON K/IMHUKO-TabopaTop-
Hoit Bepudukanum pumarHosa MIIC u HasHavyeHUs HaToreHeTHYe-
CKOJ TEPATINIL.
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HepsHasa cucrema

OpHMM U3 CaMbIX YacCTbIX PAaHHUX KIMHUYECKUX NPOABIEHUI IOpa-
KeHuA HepBHOV cucteMbl npu MIIC ABnsgeTca HapylmeHue AMHAMMKA
IICUXOPEeYeBOro pa3BUTHA. [laHHBIN CUMIITOM XapaKTepeH JJIA TSKeI0ro
tedeHua MIIC I, II tunos, MIIC III u VII tunos. ITpu MIIC IV u VI
TUIIOB VIHTEJUIEKT OO/IBbHBIX BCera COXpaHeH. [{MHaMuKa IICUX0peyeBoro
pasBuTus BapnabenbHa, 3aBucut ot tTuna MIIC u ckopoctu nporpeccu-
poBanus 6onesnu. [1pu tsokenom Teyenru MIIC I, II Tunos, a Takxe npu
MIIC III Tua, 3afiep>kKa ICUXOPeYeBOro PasBUTUA MOXKET HaOMI0AaThCs
C KOHIJa IIepBOTO, Hayasa BTOPOro rojia >kxusHu. [Ipu 6onee Markom re-
yeHuy MIIC I u II TunoB ncuxopedeBoe pasBUTHE MOXKET COOTBETCTBO-
BaTb BO3PAcTy [0 2-4 JIeT, a 3aTeM OCTAHOBMTBCS U MEPEeNTU B CTafMIO
perpecca. B HEKOTOPBIX c/Ty4asx pa3BuTye pebeHKa MaeT 3aMel/IeHHbIMM
TeMIIaMJ, a 3aTeM MMerolecsa HaBblku perpeccupyior. [Tpu MIIC II, III
TUIIOB IHTE/UIEKTya/IbHbIE HAPYIIEH)A MOTYT COIIPOBOXAThCA HapyllIe-
HIeM IOBeeH)A: TUIIEPAKTUBHOCTbIO, MOTOPHON PacTOPMOXEHHOCTDIO.

[Tporpeccupytomas coobimaromasics rupponedanis B paHHeM BO3pa-
CTe SIB/IIeTCS HanbosIee 9acThIM CUMIITOMOM NP TshKenoM Tederny MIIC
I tuna (curpgpom [yprep) u kpaitHe pefKo BCTpedaeTcs Py MATKNX Qop-
max MIIC I tuna u gpyrux popmax MIIC. Knumanyeckrmu nposiBineHus-
MM IaHHOTO COCTOSIHUA SIBJISIOTCA PBOTA, 6€CIIOKOIICTBO, OCTpasi MoTepsi
3peHMs M HUCTarMOVIHbIE 1BV KeH A Ia3HbIX 160/10k. Ha MPT ronosHoro
Mo3ra BepupuuupyeTcs KapTuHa aKTMBHOII rupoledann, o JaHHbIM
0 TaTbMOCKOIINY — OTEK AVMCKOB 3pUTEIbHBIX HEPBOB. IIpu oTcyTcTBUM
JledeHsI XpPOHMYeCKasi BHY TpUYeperHast I'UIepTeH3UsA Y OOTbHBIX C CUH]-
pomoM [yprep npMBOAUT K CHVDKEHMIO OCTPOTHI 3peHN s BIUIOTD /10 TOJI-
HOJI CJIETIOTBI U K YCYTYOIeHNIO 3a/Jep>KKI IICUXOPEYeBOr0 pa3BUTIL.

TyHHebHBIN CMHIPOM KapIiaTbHOM 00/IaCTU MMeeT MeCTO Y IallyieH-
toB ¢ curapomamy MIIC I, IT u VI tunos. Y 6onpiinHCcTBa 60NTBHBIX Je-
OI0T KIVMHWYECKMX HPOSBICHMII B Byje Tunorpoduy mbimi, gedpopma-
LMY KMCTY, OHEMEHNA U TIAPACTe3UM B KUCTAX PYK, KaK IIPaBUJIO, BO3HM-
KaeT B Bo3pacTe cTapiie 3-4 jnet. OgHaKo, Ipy TsHKETOM TedeHn 601e3HI
U TpyOOM [IM30CTO3€e, CHIDKEHIE CKOPOCTY IIPOBEIeHNS 110 CPEUHHOMY
HepBY IIpM HPOBEEeHNMM CTUMY/IALMOHHOI 3J/IeKTpOoHeiipoMuorpapumn
MOJKET PETMCTPUPOBATbCA ¥ B PAHHEM BO3pacTe.
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Y naumentos ¢ MIIC IV u VI tunos He BbIABIAETCA HEBpPOIOTMYeC-
KOJ CMMIITOMAaTUK! B paHHeM Bo3pacTe. OCHOBHOJ HEBPOIOTMYECKUIt
CUMIITOM — LIejiHasi MMEIONATHsI B pe3y/lbTaTe HeCTaOMIBHOCTY IIO-
3BOHKOB VIV KOMIIPECCUY CIMHHOTO MO3Ta TBEPJIOJl MO3roBOil 000-
JIOYKOJI Ha yPOBHE IIETHOTO OTZe/Ia IO3BOHOYHMKA, KOTOpas ABJIAETCA
tunuyaon st MIIC I, IV, VI tunos (ropasgo pexxe MIIC II Tuna B
6onee nmo3gHeM Bospacte). [Tanmenrtam ¢ ganabpiMu Tunamm MIIC mo-
kaszaHo nposefeHne MPT romoBHOro u meHOrO OTAeNa CIMHHOIO
MO3ra eXerofHO ¢ MOMEHTA IIOCTAHOBKM [JMarHO3a. DTO CBA3AHO C pA-
JIOM 0COOEHHOCTeNl aHeCTe3MOMIOTNYEeCKOTO OCOOMS P IIPOBefieHNN
MIOIHAPKO3HBIX MAaHMUITY/IALIMIL ¥ ONI€PaTUBHBIX BMEIIATE/IbCTB y MalK-
eHToB ¢ MIIC, HannpuMep, TaKuX KaK 3HAUMTe/IbHbIE 3aTPYLHEHU UIN
HEBO3MOXKHOCTb IPOBefeHUs Kaaccudeckor mHTybOanum. HesnaHme
AHATOMMYECKUX OCOOEHHOCTEN AT/IAaHTO-OKIMIINAJIbHOTO COYJIEHEHMS
U LIETHOTO OT/ie/Ia [I03BOHOYHMKA IPY IPOBeieHNN 00111eil aHeCTe3U C
nepepasrubaHueM IIETHOTO OTZeNa TO3BOHOYHMKA MOXKET IPUBECTU K
KOMIIPECCUM CIIMTHHOTO MO3Ia U IOCIeAYIOINM OCIOKHEHNAM BIUIOTh
JI0 JIETAJIBHOTO MCXOHA. «30/I0ThIM CTaHgapToM» y 60ombHbIx ¢ MIIC I,
I1, IV u VI Tnos sABnAeTcA NpoBefeHye MHTYOA Uy 1107 SHAO0CKOIIYe-
CKVMM KOHTPOJIEM.

Hemckum Hesponozam pekomeHO08AHO HAnpasumv nayueHma Ha
KOHCYTbmAyuio K epauy-2eHemuKy u/unu Ha na6opamopHyo ouazHo-
cmuxy MIIC npu Hanuuuu:
® HapyIIeHMII JUHAMUKM IICMXOPEYEeBOrO pPasBUTHUA: 3aMeJIeHUN,
OCTAHOBKeE, yTepe paHee NPMOOPEeTEHHBIX HABBIKOB;

® perpecca MHTE/IEKTYaIbHOTO Pa3BUTHS;

e rupporedanuy M u3MeHeHUiT GOPMBI Yepera, 0OCOOEHHO COIIPOBOX-
MAIOLIVIXCS HApyLIEHVEM 3PEHIS;

® HapYIIEHNIT IIOBEJEHNA.

JJaHHBIE CMMIITOMBI JOKHBI COIIPOBOXK/IATh OfIVH VM/IY HECKOJIBKO ITPU3-
HAKOB NOPaKEHV JAPYTUX CUCTeM (TPbDKY, IIYMHOE HOCOBOE JbIXaHIUe,
9acTble PYHUTDI, OTUTHI, CKE/IETHASA MATONIOTNA, TYTONOABYKHOCTD CyCTa-
BOB, IIOPOKJI K/IATIAHHOJ CYCTEMBI CepAIIa, IIOMYTHEHe POTOBUIIBI).

22



O(i)Ta]II)MOJIOI‘I/I‘IeCKI/Ie N3MCHCHUA

OdranbMonornyeckue IaTONOTMYECKVe WM3MEHEeHMs, TaKye Kak
aM6/mmonys, Kocornasye ¥ aHOMamuy pedpakuuy JUarHOCTUPYIOTCA
6ompabIX MIIC Bcex THIoB, ocoberHo dacto y 6onbubix MIIC I, VI n VII
tunoB. [Ipn oprampmMonornyeckoM 06CIeOBaHNY BBIAB/IAIOTCS U3MEHe-
HUA B CKJIepe, POroBulle, TPAOeKy/IIPHO ceTy yIIa IepegHeil KaMepbl
I7Ia3, ceTYaTKe ¥ 3pUTENbHOM HepBe, TpeOylollye IPOBefeHNs CBOeBpe-
MEHHOJI KOPPEKIIVIY /IS TOBBIIIEHIS 3PUTEIbHBIX PYHKINIA.

IyarHoctyka odTanmbMONIOrMYecKoil maronorun y namyeHTos ¢ MIIC
MOXXeT OBITb CYIeCTBEHHO 3aTpyfHeHa U TpebyeT auddepeHInpoBaH-
HOTO IIOfIXOfia C YY4eTOM VHAVBUYaIbHBIX OCOOEHHOCTEl OONBbHOrO —
BO3pacTa, HAJIMYNUS BBIPAKEHHON CBETOOOSA3HM, TOMYTHEHVS POTOBUIIHL,
Ha/IMunA 3afiep>KKi ICMXOPedeBOro pa3BUTHA U/MIN YMCTBEHHOI OTCTa-
JIOCTH, TIOBEJIEHYECKUX PACCTPOIICTB, YTO MOXKET IIOTPeOOBaTh IIpOBefie-
HYIS 00C/IeOBaHMsA B YC/IOBUAX MEVIKAMEHTO3HOTO CHa.

[Tpn mccnemoBaHuy 3puTENbHBIX GyHKUMIT y 60mbHBIX MIIC BBISAB-
JIAeTCs NaTONOrVs pedpaKkiyiy: MUONVIS, TUTIEPMETPOINSA, ACTUTMATU3M.
Hakomienne I'AT B porosuiie puBOAUT K MI3MEHEHUAM POTOBUYHOM KPM-
BM3HBI I, KaK CJIE[ICTBME, K pa3BUTHIO acTurMaTusMa. Hakonnenne I'AT' B
CKJIepe ABJIAETCA IPUYMHO YMEHbIIeHNA 0CEBOII [INHBI I71a3a U Pa3BU-
Ty runepMeTponyu y nanyeHTos ¢ MIIC. Vingwnprpauys AT BHyTpu-
[JIa3HBIX MBIIII CIIOCOOCTBYET PasBUTHIO IEPBUYHOIO PACXOJAIIETOCs
KOCOITIasusA BC/IEICTBME TOBBIIIEHHOTO BHYTPUYEPEIIHOTO JIaBJIEHUS Y
pereit ¢ MIIC. OueHka OMHOKYIAPHON QYHKIVN ¥ IOABVKHOCTH TJIa3 Y
neteit ¢ MIIC BkI04aeT oLeHKY 6ajsaHca MbIIIEYHOTO allllapaTa OpraHa
3peHus ¢ IOMOIIbIO TeCTa Ha IIOKPBITHE U/WIN TeCTa C IIPU3MOIL.

OcTpora 3peHus, eciiu 3TO BO3SMOXKHO, IIPOBEPsIeTCs BRA/Ib 1 BOMU3D, C
VICTIONIb30BaHVEM IIPOEKTOPA 3HAKOB, a Takoke Tabm Cusresa-lonosu-
Ha, OpnoBoii, kornen, JlangonbTa n T.1. Bo Bcex cmydyaax pekoMeHyeTcs
KOHTPOJIbHOE JICC/IefloBaHMe pedpakiuy B YCIOBMAX IVKJIOIUIETUN
(UMKJIOTIEHTA/IaT /WM TPONMKAMUZ) C MOHUTOPMHIOM JVHAMUKI
BHYTPUIJIA3HOTO aBJICHA.

OObexTuBHasA aBTOMaTH4Yeckass pePpaKTOMeTpys INPOBOAUTC Y
netett 60nmbHBIX MIIC, CITOCOOHBIX BBITIOTHUTD KOMaHy 0(TaTbMOIOTa
U HETIOABIVDKHO (PUKCUPOBATh B3I/IAJ, HA MUILIEHM B allllapaTe B TeYEHIE
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HECKONbKMX CEKYHJ. Y J[leTeil JOIIKOIbHOIO BO3pacTa TPagUIMIOHHAA
PETMHOCKONNA ABIAETCA 30/I0TBIM CTAH[JAPTOM, OJHAKO, IIPOBEJICHNE
3TOTO MCC/IEIOBAHNA CUIPHO 3aTPYAHEHO NIPY IOMYTHEHUY POTOBUIIBL.

ViccnenoBanue mienesoii mammoit y 6onpHbix MIIC nosBossieT 06-
C/Ie0BaTh ONTUYECKIE CPe/IbI I71a3 U OLIEHUTh IIPO3PadyHOCTb POTOBUIIBI,
DIyOVHY IepefiHeil KaMepbl, IPO3pavHOCTDb XPYCTA/INKA VM CTEK/IOBUITHOE
terno. PororpadupoBaHne peKOMEHIOBAHO /I OLIEHKY IIPOrpeccupoBa-
HISA IIOMYTHEHUA POTOBUIIBI.

Wsmenenus 6 pozosuue. IlomyTHeHnue porosuusl npu MIIC o6ycnos-
JIEHO HAKOIUIEHMEM TPaHYJI Xe/ITO-CEPOro I1BeTa, COCTOAIINX U3 ITIMKO3-
aMMHOI/IMKAaHOB, KOTOpbI€ HAKAIIIMBAIOTCA BO BCEX CIOAX POTOBUIBI CO
CMelljeH)ieM KOJIIareHOBBIX GuOpuit B cTpome. Upe3aMepHoe HakoIIe-
Hue I'AI’ B poroBuiie BauAeT Ha pasMep K€PaTOLUTOB ¥ HapyIIaeT CEeTh
KOJUTAr€HOBBIX (MOPW/UT B CTPOME, BBI3BIBAsA IIOMYTHEHJE POTOBMUIIBIL.
[TomyTHeHme porosuis! y 6onpHpix MIIC mporpeccupyer auddysHo
U MeJICHHO C HOC/IeAYOIMM HapyIleHueM 3puTenbHbIX pynkumit. Ilo-
MYTHEHJ)E POTOBMIBI MOXKeT OBITh IepBOHAYAIBHO O€CCHMITOMHBIM
VLU TIPOSIBNIATBCA CBETOOOsA3HDbIO0. [loMyTHeHMe pOroBuUIIbI 3aTPyAHSAET
o6creoBaHye XPyCTaaMKa M 3aJHEr0 CerMeHTa I7a3a (CTeK/IOBUIHOE
Teso U ceTyaTKa). COITIACHO HaHHBIM JINTEPATYPHI, IOMYTHEHJE POTOBI-
bl BcTpevaeTcs y 6ombHbIx ¢ MIIC I, IV, VI n VII tuna u He BcTpevaeTcs
npu 111 tune sab6oneBanus.

PCKOMC}I).IYCTC}I OII€HVBATD CTEIICHb IOMYTHEHA POrOBUIIbI B 6amrax:

1 — poroBuia 63 MOMYTHEHUI

2 - cmaboe moMyTHeHMe (pagy>kKa U ceT4aTKa BU3YaIU3UPYeTCs)

3 - IOMyTHeHNe POrOBMUIIBI MEIIaeT YeTKON OLjeHKe PajyXKI 1 I71a3-
HOTO JHa

4 - meTanu pagy>KKI ¥ I7Ia3HOTO IHA He BU3YaTUSUPYIOTCS

CrerneHb IIOMYTHEHMA MOXKET ObITb Bapuabe/IbHON B paMKax JaKe OFHOI
dopmbr MIIC. OrneHKy JaHHOTO KpUTepYs HO/DKEH IIPOBOAUTD OPTaTbMOJIOL.
Vsmenenus 6 nepeoreti kamepe enasa. Hakornenne AT Bo Bare mepep-
Hell KaMephbl I71a3a COIPOBOXK/AETCA TIOBBIIIEHNEM BHYTPUITIA3HOTO JlaBIe-
HYA ¥ PasBUTHEM OTKPBITOYTONIbHON IJIAyKOMBI MV Y3KOYTO/IbHO I7Iay-
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koMbl (Hakortenue AT 1o epudepuy poroBuibl, pagy>kHoit 060I04Ke 1
yapHoM Tterte). [maykoma Habmogaetcs y 6onbHbix MIIC T, I m VI Tunos.

Vi3mMepeHne BHyTpUITa3HOTro AaBieHus. Y 6onbHbix MIIC BHyTpU-
IJIa3HOE JIaB/IeH)e MOXKeT OBITh JIOKHO BBICOKMM. IToBBIIIEHHbIE ITVId-
pOBBIe [IOKa3aTe/ly BHYTPUIIA3HOTO HaBJIE€HVSI MOTYT OBITh 0OyC/IOBIIe-
HBI YTOJIIEHVEM U >KeCTKOCTBIO POTOBMIIBI ¥I3-32 MOAV(UIVIPOBAHHOII
CTpOMasIbHON apxuTeKTypbl U ckorteHuit I'AI' B muzocomax. Tommmna
POTOBMIIBI MOXKET OBITH M3MepeHa C IIOMOIIbIO ITAXVIMETPUY VU ONTIYe-
ckoit korepeHTHOM ToMorpaduu (OKT).

Od¢ranpmockonusa y 6onpHbix MIIC mpoBoguTCs MoK MeMKaMeH-
TO3HBIM MUZIPMA30M, ITO3BOJIsIET 00C/IENOBATh AMCK 3PUTENIPHOTO HepBa
(oTek, aTpoduio), MUSMEHEHMs CeTYaTKM M Kammbpa COCY[IOB CEeTYATKIU.
[ToMyTHEHMEe pOTOBUIIbI MOXKET MPENATCTBOBATb BU3yaNnM3alLUU 3aHe-
rO CerMeHTa I71a3a U 3aTPYyAHATD UxX obcnenoBanme. [Ipn oprampmocko-
UV B HAYA/IbHBIX CTA/IVAX 00/Ie3HY BUIHBI MI3MEHEHN A, 3aTparuBarolye
TONBKO COCYAMCTOE PYyC/IO CETYaTKM, B JajbHENIIeM IIaTOOTMYecKue
M3MEHEeHMA 3aTParuBalOT IUTMEHTHbII SIUTENNI CeTYATKN U XOPOUJIEI0
(BIJIOTB [I0 XOPMOPETUHANIBHOI aTpodun).

Hezernepayusa cemuamxu. Otnoxenne I'Al' B smuTenmanbHbpIX K/I€TKaX
CeTYaTKM 1 B C7I0€ POTOPELITOPOB IPUBOAUT K ITOTEpe IPOrPecCUpyro-
mux oToperenTopos. [[eO0T fereHepanuy ceTYaTK KIMHNIECKN IIPO-
ABJIAETCA B BUJie reMeposionyy (HapyLIeH!y TeMHOBOI aganranym). I1a-
TOJIOTMS ceTYaTKy Hambornee yacto guarHoctupyercs mpy MIIC L, IT u 1T
Tima u nHorga npu IV tune, Ho He XapakrepHa ana VI tuna.

Omex Oucka u ampopus spumenvrozo Hepéa. Haxornenue I'AT npuso-
JAT K yTOMIEHNIO CK/IEPBI U CIaBJIEHNIO 3pUTEIbHOTO HEPBA, OTEKY JVICKa
U PasBUTHIO aTpoduu 3pUTENIBHOTO HepBa. ATpodus TaK)Ke MOXXET ObITh
obycnoBieHa IpsAMbIM HakorvteHueM [AT B kimeTkax ranmmms. pyras
IpUYMHA aTpOPUM 3pUTETLHOTO HepBa — IIAYKOMAaTO3HOE OpaskeHMe.

Ilepumerpus (nccnegoBanme noneit spenusi) y 6onbHpix MIIC takoke
MI03BOJIAET BBIABUTD NATONOTMYECKIE I3BMEHEHN S B CeTYaTKe. DT U3Me-
HEHMA HAaXOJATCA B IPAMOI 3aBUCUMOCTY OT CTPYKTYPHBIX M3MEHEHMIA
CeTYaTK! U XapaKTepU3YIOTCA IOCTEIIEHHbIM CY>KeHUeM IIOo/ell 3peHus
BIUIOTb O TpyO4aThix. Bbibop MeTopmku oOcCineoBaHUs 3aBUCUT OT
BO3PAcTa ¥ MHTE/UIEKTYa/IbHbIX CIIOCOOHOCTEI MalyieHTOB. VI3sMeHeHus
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HO7IeNl 3peHNs CBA3aHBI C aHTMOIIATHEN, aTpoduell 3pUTETbHOTO HEpPBa,
JlereHepanyeyl ceT4aTKy ¥ ImayKoMoll. OIieHKY 3HaYMTeIbHBIX Jedek-
TOB MOXXHO IIOJTyYUTb C IMOMOUIBIO IPOCTBIX METOJOB CPaBHEHMH, 3TO
obceioBaHye JIETKO CMOXKET IIPOBECTU OKY/IVCT, HEBPOJIOT M IERMATp.
Bpau-cnenamict obpaiaercs K pebeHKyY 1 IPUBJIEKAeT ero BHUMaHIe,
a 3aTeM PYKOJl C IPeIMEeTOM BOJUT MEMIJIEHHO C HajbHeil repudepnn.
Pe6eHOK ¢ HOPMa/IbHBIM II0JIEM 3PeHMsI COBEPLINT OYEeHb OBICTPOE JBIU-
»KeHVIe TOIOBBI JJIM CaKKajydeckoe (ckaukooOpasHble) JBIDKEHME I71a3 B
HaIlpaBJIEHUN PYKM C IPEIMETOM Bpada-CIIel[/a/IICTa.

INMeKTpoPU3NONOTMIEeCKIe VCCIEeNOBAHNMA BBIIONHACTCA OONbHBIX
MIIC ¢ uenbio n3ydeHns GyHKIMOHATBHOTO COCTOSHUA OpraHa 3peHNA.
Han6onee MHPOPMATVBHBIMY ABIAIOTCA UCCIETOBAHE 3PUTENTbHO BbI3-
BaHHBIX IIOTEHIVA/IOB U 37IeKTpopeTnHorpadus. IlepBoe nccnenopanme
VICIIONB3YeTCsA I (PyHKLMOHA/IBHON OLIEHKY 3PUTEIbHOTO HepBa, BTO-
poe — Npy NaTONOTNYECKMX U3MEHEHNAX CETIATKY

YnpTpasByKoBoe uccregoBanue r1a3 (o¢rarbmosxorpadus) nposo-
nutcs y 6onpabIX MIIC BO Bcex cnydasix, KOrfja IOMYTHEHE POTOBUIIBI
HpPenATCTBYeT 00C/IenoBaHuIo Ia3Horo si6moka. Odranbmosaxorpadus
faeT BOSMOXKHOCTb CTPYKTYPHOJ OLI€HKM M OIpefe/ieHnsA nepenHe-3as-
Hero (0ceBOro) pasMepa I71asa ¢ IIOMOIIBIO YIbTpa3ByKoBoro A/B-scana.
C nmomo1pio ynbTpa3ByKoBoil 6momukpockonust (UBM) u onrudeckoit
KOT€PEHTHOII TOMOTrpadyyi IPOBOANTCA KOPPEKTHOE 00C/IejoBaHe Tpa-
OeKy/IApHOI CeTH yIIa IepefHeit KaMepsl I JPYIUX CTPYKTYP HepesHero
OTpe3Ka I/1asa.

Bpauam-o¢pmanomonozam pexomeH008aHO HANPAGUmMv NAyUeHmMa
HA KOHCYTbMAUUI0 K 6pauy-zeHemuKy u/unu Ha nabopamopuyo ouae-
Hocmuxy MIIC nayuenmos npu Hanuuuu npu3HaKos/usmeHeHuii, npeo-
cmaeneHHvIx 6 mabauye 5.

Cucrema JIOP-opranos

OpHOII M3 9acTBIX COMYTCTBYIOMMX MaTonoruit y 6onpabx MIIC sB-
nsaetcsa nopaxenne JIOP-opraHos, ofHako B HacToslee BpeMAa Koppe-
JIAOUN MEXIOY CHeHI/I(l)I/[‘IeCKI/IMI/I cumnroMamu u tunioM MIIC He BbI-
ABJIEHO.
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Tabnuya 5

Odranpmonornyeckne nokasauus i uckmodeans MIIC

K/IMHUYECKOE OBC/IE[JOBAHUE

MeTop AMAaTHOCTIKI CrpykTypa IIpusnak Crenens BaxcocTi
it PyxIyp P TIpU3HAKa
TTomyTHeHME POTOBUIIBI
Porosuia ¥y p +++
(1-4 6amma)
Buomuxpockonus Hapymenne
ITepenusisa kamepa ++
MIPO3PavyHOCTH B/IarK
Ckiepa [TepBuyHOE yIIIIOTHEHIIE +
. Ornoxenus I'AT B
Tonnockommsa VYron nepegHeit Kamepbl . ++
TpabeKyIApHOIl ceTn
Orex +++
JIMCK 3pUTeTbHOTO HepBa
Arpodus +++
Od¢ranpmocKoniLst Ornoxenne I'AT B
MUTMEHTHOM SINTEINI
Certyarka ++
n/vmu poTopelenTopax,
u/unm xopouzen
UHCTPYMEHTAJIbHOE OFC/IEJOBAHUE
CreneHb BaKHOCTH
MeTtopmuka Vismenenus .
V3MeHeHMIi
ITaxnmerpus YTomenye TONMIHBI POrOBUIIBI +++
[ToBbilenne MokasaTesnell BHYTPUITIA3HOTO [AB/IEHIUS
Od¢ranbmoToHOMETPUS St
(c yueToM TOMIIMHBI POTOBMUIIbI)
VI3meHeH1Ie TIOTIell 3pEeHIIA B COOTBETCTBUIN C
Ilepumerpus . . ++
MIOpa)KeHHO CTPYKTYPOit
AnexTpodusuonornu-
YecKoe MCCefoBaHue VI3MeHeHMS B COOTBETCTBUM C TIOPAXEHUAMU ++
(3BII, 9PT)

[le6r0T 4acThIX BOCHAIUTEIbHBIX 3a00/IeBaHMII yXa, TOp/a ¥ HOca y
nanyeHToB ¢ MIIC npuxoauTcs Ha paHHMIT JeTCKUIT BO3pacT (CpeHumit
BO3PACT 2 TOfia), B OT/INYME OT 3[[0OPOBBIX fIeTell, CTpajalolyuX 3ab0neBa-
HysaMY JIOP-opraHoB ¢ HayasioM IOCeIeHNA JOUIKOTBHOTO YUPeXIeHNA.

Ha mepBblit B3I/IsAf, »amoObl, ¢ KOTOPbIMM PORUTENN pebeHKa C
MIIC o6pamatorcsa k oropunonapunronory (JIOP-Bpauy), BBIIIARAT
«0OBIKHOBEHHBIMI». CriefyeT 00paTuTh 0co60€ BHUMaHME Ha TO, YTO Y
peberka ¢ MIIC 0BO/IbHO YacTO OTMeYaeTCs COYeTaHHOE MOpakeHe
JIOP-0opranoB — CHIDKEHME C/IyXa, peLMAVBMUPYIOIINE OCTPbIe CpefHIE
OTHUTBHI, OCTAHOBKA JBIXaHVA BO CHE, MHOTOKpAaTHbIE SIM30/bl OCTPBIX
pecnuparopubix nHexuuit (OPI), moctossHHOE 3aTpyAHEHME HOCOBOTO
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IBIXaHMA, PUHNUTHI, 3a/Jep>KKa IICMXOPEYEBOrO PasBUTHA C MATONIOTHEN
APYTUX OPTaHOB U CUCTEM.

ITopaxenme oprana cayxa y 6onpHbix MIIC 06ycnoBneHbl Hapy-
HIEHMEM BEHTWIALUU CPEHErO yXa, B pe3y/bTaTe Yero pasBMBAIOTCA
peLMAMBUPYIOLe OCTPbIe CPELHME OTUTDI M 000CTPEHMS IKCCYATHB-
HBIX CPE/IHMX OTUTOB.

Tyroyxocts y 60npabIX MIIC B teprof; paHHUX KJIMHUYECKUX IPOsIB-
neHnit 60me3HN 00yC/IOB/IeHa MOPaKeHNeM 3BYKOIIPOBOJSIIEN CUCTe-
MmblL. K mporpeccupylomemMy CHIbKeHUIo 1 moTepe cnyxay 6ompabix MIIC
IPUBOAAT YacThble MHPEKIUM BEePXHUX [bIXaTeTbHBIX ITyTeil, 9KCCy/a-
TUBHBIN CPEJHUI OTUT, PELMAVBYPYIOIINE SNIM304bI OCTPOTrO CPEHETO
OTHUTA, a[ICHOTOH3WILAPHAA TUIepTPOPMs, JUCPYHKIMA eBCTAXUEBOI
Tpy6bL. ITo Mepe pocTa pebeHKa IOABIAETCS CEHCOHEBPAIbHBIN KOM-
noHeHT. bonpmuucTBO manneHToB ¢ MIIC Ha MOMEHT OKOHYATEIbHOM
IMATHOCTUKM 3a00/I€BaHNs IMEIOT CMEIIAaHHYIO TYTOYXOCTb.

HocoBoe gpixanne y 6onpabix MIIC yacTo 3aTpynHeHo. Punut Hocut
XPOHMYECKUI XapaKTep C 4acTbIMM 0OOCTpeHuAMN. MecTHast CUMITO-
MaTryudeckas Tepamysa ManoddeKTHBHA, C KPATKOBPEMEHHBIM II0/IOXKI-
TE€/IbHBIM PE3Y/IbTaTOM.

Hocornorka 60onpuapix MIIC yMeeT 3HaYMTe/TbPHO MEHBIINII TTOTIEpeY-
HBIJ1 pasMep IO CPABHEHMIO CO 3I0POBBIMM JE€TbMU BC/IEICTBYE HAKOII-
nerna AT AneHouppl, KaK IpaBUIO, TUIEPTPOPUPOBAHEI, CIECTBUAEM
gero y gereri ¢ MIIC oTmedaroTcs yacTble afleHOMAMTDI, OCTIOKHAOIINECS
OTUTaMU U CMHycHTaMM. Takke 4acTo MMeeT MeCTO CHMHAPOM OOCTpPYK-
tuBHOro anHos cHa (COACQC).

Topranb. IlaTomormueckme msmeHeHusi ropranu y 6ompHbix MIIC,
OCHOBHBIM CMIITOMOM KOTOPBIX SIB/IIETCS OIPyO/IeHNe ronoca, 06ycnos-
JIEHBl yTOJIEHNEM TOJIOCOBBIX CKIAfIOK, YBEIMYEHNMEM Y OTE€YHOCTHIO
4epIajOBU/IHbIX XPAILEN, YTO NPUBOIUT K HECMBIKAHUIO TOIOCOBBIX
CKJIaJIOK ITpy pOHALIMN.

Bpa4-0oTOpMHOMAPMHIONOr [IO/KEH HACTOPOXXUTbCA NP HaaM4uu
JIOP-naronorun, TpygHO MOAJAIOIENCA CTAHJAPTHOMY JIEYEHUIO B CO-
YeTaHUM C IATOJNIOTMEN APYIUX opraHos u cucreM. Hanpumep, penupn-
BUPYIOLINIT OCTPBI CPEHUI OTUT, SKCCYATUBHBIN OTUT, TUIIePTPOPUs
aJIeHOV/IOB IIPY Ha/IMYVM ITyTIOYHON VIV IIaX0BOJ TPBDKI, lepopManyn

KJCTe, TapronnnusMa.
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Bpauam-omopunonapunzonozam  pekomeH0086aHO  HANPABUMD
nayueHma Ha MeOUKO0-2eHeMU1ecKyo KOHCYbImayuio Kk 6pauy-zeHemu-
Ky u/unu nabopamopnyto ouaznocmuxy MIIC 8 cnedyrouux cnyuasx:

® coyeTaHMe YacThIX 3a00/IeBaHNI IIOTKY Y a/IeHOTOMUY VU afieHO-
TOH3VJUIOTOMMM B aHAMHE3€;

® KPaTKOBPEMEHHBII HONOKNUTEIbHBIN 3PQPEeKT WU ero OTCYTCTBME
IIOC/Ie XMPYPrudecKoro BMemarenbcrsa Ha JIOP-opranax;

® oTcyTcTBME 3p(PeKTa OT KOHCEPBATMBHOTO JIeUeHSI 9KCCYAATUBHOTO
OTUTa;

e coueTaHne penyausupyomux JIOP-3aboneBannit ¢ gpyrumu coma-
TUYECKUMMY 3a00/IeBaHUAMYL;

® couetanne yacTbix JIOP-3a60meBanmii ¢ mporpeccupyronieii 3agepx-
KOJ IICUXOPEYEBOro PasBUTHA.

JIABOPATOPHAA IVIATHOCTHKA

BMOXVMMNYECKAA IMATHOCTHUKA

Huarnoctuka MIIC, kak 1 GOMbIIMHCTBA HAC/IENCTBEHHBIX OOIe3HEN
obMeHa BelllecTB, 6asupyeTcs Mpex/e BCero Ha OMOXMMMUYIECKIX TeCTax,
a MOJIEKY/IIPHO-TeHeTUYeCKMe MCCIeHOBaHNsA JIONOMHAIT OMOXUMMU-
YeCKYI0 AMarHOCTUKY, BBISABIIAS NEPBUYHBIN reHeTndecKuit fedekt. Bo
MHOTUX C/Iy4asiX 3TO BaKHO JUIS aHa/IM3a TeHOTUI-(PEeHOTUIIYECKIX
KOppenAuuii, NpoBeJeHNs peHaTaJlbHON JUAarHOCTUKY ¥ OIpefieleHNsA
TaKTUKU JIEYCHM.

OHPCIICTICHMC IMTNKO3AaMMHOITUKAaHOB

ITpn Bcex MIIC npoucxomgut HakomieHue I'AlL B TkaHAx denmoBeka
upeHTnduuuposano 9 tunos I'Al, pasnmnyanumuxcsa Mo cBoell IepBUY-
HOJl CTPYKTYpe, IO TUITY CBA3BIBAHMA C OEIKOM U pacIpefielieHeM 110
TKaHAM.

KonuyecTBeHHbll1 1 KadecTBeHHbIT aHanmu3 Al mpumenserca nna
nepsoro sramna guarsoctuku MIIC.

Ina xommuectBeHHoro anam3a Al Hamboree 4yBCTBUTENIBHBIM U
criennUIHBIM ABJIAETCA CIEKTOPO(OTOMETPUIECKIIT AHATIN3 C JVIMETH-
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nenoBbIM cHUM (DMB). Heo6xommMo oTMeTUTD, 4TO KommdecTBo [AT -
BO3PAaCT-3aBJMCYMBIIT TTOKa3arTenb. Y mereil akckpenys AT 6omee BbIco-
Kas, C BO3pAaCTOM OHA CHIDKAETCA. DTOT TECT MOXKET JIaBaTh JIOKHOOTPU-
narenpHble pe3ynprarsl pyu HeKoTopbix MIIC ( MIIC IV u mpu nmerkux
¢dopmax MIIC I, VI). ITosTromy codeTaHne KONMMYECTBEHHOTO U KadecT-
BEHHOTO aHaJIM3a CTPOr0 peKOMEH/IyeTCs Ipy IpoBefieHnu aHanmusa AL

KauectBennblit ananus ['Al' mpoBofAT ¢ NMpuMMeHEHNEM TOHKOC/ION-
HOJI XxpoMaTorpadum nam snekrpodopesa. [11s1 aTUX TeCTOB HEOOXOAMMO
npenBaputenbHoe Boiiennenne IATLL [Ins pasueix dopm MIIC xapakrepen
ceoit mpo¢wb AL OgHO 13 OCHOBHBIX OIPaHMYEHNUI METOMA — TPYHLHO-
cT! B fleTekuyy Kepatancynbdara npu MIIC IV tumna, 4To IpMBOANUT K
JIOKHOOTPUIIATE/IbHBIM pe3ynbraTaM. CrieyeT oOpaTuTh BHUMAaHIE, 9TO
y ieTeil paHHero Bo3pacTa 1 mpy MArkux gpopax MIIC skckpenns mato-
normyHbiXx A" He BbIpa)keHa, ¥ Pe3ynbTaThl TPYLHBI I OJJHO3HAYHOI
VHTEpIpeTalyy Jake CIIeIaIICTaMy ¢ 6OIbLINM OIBITOM. BTopoe or-
paHMYeHME METO/Ia — HEBO3MOXKHOCTD IIPMMEHUTD €r0 I IMPOKOMAac-
MITAOHBIX CKPYHMHTOBBIX MCCTIEOBAHNIL, TaK KaK cOOp 1 MOC/IeyIomas
TPAHCIIOPTUPOBKA 0OPaA3I[0B MOYY B TAOOPATOPUIO 3aTPYAHNUTETbHA.

HepmaBHO ObUT OIMIcaH IOAXOJ K OfHOBPEMEHHOMY U Ka4eCTBEHHOMY, I
KONIMYEeCTBEHHOMY ollpefiefieHnio pasHbIXx A’ ¢ mpuMeHeHneM BbICOKO-
3¢ (PeKTUBHOI KUAKOCTHON XpoMarorpaduy M TaHAEMHO Macc-CIIeK-
tpomerpun (LC-MS/MS). ITonoXuTeNnbHbBIM IPEVIMYLIECTBOM MeETOfa
ABJIAETCA BbICOKAsA YyBCTBUTENIBHOCTD, YTO MO3BO/AET onpepeniats AT
B MOYe, I/Ia3Me, IepeOpOoCIIHAIbHO KMAKOCTH I JaXKe B IIATHAX BBICY-
1IeHHOM KpoBu. OFHO 13 OTpaHNYeHNI — TPYFHOCTY TOYHOTO OIIPEie/IEHNA
KepaTaHCy/nbgara B OMOIOTMYEeCKIX SKUAKOCTAX (KpoMe MOuM). ITO HOBBIIA
MeTof B O/mypKaiiiiiee BpeMsi MOYKeT 3aMEHWUTb JIPYTVie OAXOABI K OIpesiere-
Hyto [AT" 1 BO3MOXXHO OyjieT IpUMeHeH He TOBKO Il MOHUTOPVHTA Jleve-
HVIsI, HO M [/Is1 TIPOBEJIeHMsI CKPYIHMHTOBBIX 00cmeoBanmit Ha MIIC.

Onpenenenne akTMBHOCTY pepMeHTA

3onmoTbiM cTanpaproM auarHoctuku JIBH, m B tom umcne MIIC,
SIBJISIETCSI OTIpefieieHNe aKTUBHOCTY (pepMeHTOB.

AKTUBHOCTh (DePMEHTOB OIpENeNAIT B JIENKOIUTAX, I/Ia3Me KPOBU
U KyJIbType KOXHBIX pubpobimacToB. B HacToAIee BpeMs pagyoaKTyB-
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Hble CyOCTpaThl He IPYMEHSIOTCS, TaK KaK ObI/IV CHHTE3MPOBAHBI MICKYC-
cTBeHHbIe Qrroopumerpudeckue cyberparsl. s MIIC I, 11, IIIB, IVA,
VI, VII TunoB BO3MO>XHO OIIpefie/ieHNe aKTUBHOCTY (pepMEHTOB B IIAT-
HaX BBICYIIIEHHON KPOBI.

THK-TVUATHOCTUKA

IOHK-puarHocTuka kpaitHe Heo6XomMa 11 BepuduKalumy JuarHosa,
UACHTU(PNKAINN >KeHIINH-HOCUTE/IbHNUL] B CeMbe, IIPOBEIeHN IIpeHa-
Ta/IbHOV JIMAaTHOCTVKY ¥, KOHEYHO, M3y4YeHNsI TeHOTUI-PeHOTUIIIYec-
KUX KOppenALui.

Kpaiine penko, faxke 1mocjie npoBefeHNs BCeX MOJNIEKY/IAPHO-TE€HETH-
YEeCKMX MCCIEJOBAHMII, BBIABUTD MyTalIl0 HE YJAETCA, B TAKMUX CUTYya-
IVAX AMATHO3 JO/DKeH 06asupoBaTbcsA Ha KIMHUYECKUX M OMOXMMMYec-
KMX JJaHHBIX.

JIEHEHWME

OEPMEHTO3AMECTUTE/IbHAS TEPAIIVA

®3T s¢PexTNBHO KOPPUTUPYET HEZOCTATOYHOCTb pepMeHTa, OHa-
KO IIperapaTsl He IPOHUKAIOT Yepe3 reMaTosHIedanndeckuii 6apbep
Yl He CIIOCOOHBI OCTAHOBUTH IPOrPeCCHPOBaHIYIE HEBPOTOTMYECKIX Ha-
pYLIEHNII ¥ pasBUTIE HEOOPATUMBIX HEJPOKOTHUTVBHBIX MI3MEHEHMII
neHTpanbHoOM HepBHOI cucteMbl (LIHC) y 6onbubix MIIC. Ilpenapa-
TBI, IpUMeHsieMble [ijis nedeHus: 6onpubix MIIC, npuBeneHs! B Tabmu-
e 6.

9dPexTMBHOCTh Tepanuy BO MHOTOM 3aBVICUT OT TOTO, HACKO/IBKO
CBOEBPEMEHHO OHa Obl/la Ha3Ha4YeHa U HayaTa.

TPAHCIUVIAHTAIINA TEMOIIOTNMYECKNX
CTBOJ/IOBBIX KJIETOK IIPU MIIC

[TaTorenernueckas ocHoba npumeHeHua TICK mpu MIIC cxop-
HasA — JJOHOPCKME CTBOJIOBble K/IeTKU NPOHUKAIOT depe3 I'Ob u parot
Hayajo KJIETKaM IJIMM, CIOCOOHBIM BBIPAaOaTBIBATh HEJOCTAIOMINI
dbepMeHT, ¢ MOCTeAYOIMM 3aXBaTOM €r0 OKPY)KAIOIIUMU KIeTKAMMU.
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Tabnuua 6
IIpenapatsi, IpuMeHseMbIe /IS Te4eHUSI MYKOMOIICAXapUA030B

3abonesannue IIpenapar, mokasaHms K IPMMEHEHNIO, PEKUM TO3UPOBaHILA

Ipemapar maponugasa (Anbpypasum, CaHodn), 3aperncTpupoBaH B CTpa-
nax EBpomnsi, CIIA, Poccun. IlpumenseTcs i neueHns sKCTpaHeBPalTbHbIX
Hapymennit ipu MIIC 1. Tlokasan s koppekiyn markux popm MIIC I (cun-
npomax I'ypnep-Illeite u cunppome Illeite).

Ina nedenus cunpgpoma Iyprep, ¢ BBIPaXEHHBIMM HEBPOTOTUMYECKUMU
OCTIOKHEHUAMM, MeHee 3(GQEKTUBEH, IOCKONbKY (epMeHT He pOHMKaA-
eT uepe3 TremaTosHIedanumuecknit 6appep. Pexxum posmposanma 100 Ep/
KT,BHYTPMBEHHO MUKPOCTPYITHO, €XKeHe/IeIbHO

MIIC tun I

Ilpenapar upypcynbdasa (Onampasa, Iaitep) 3aperncTpupoBaH B CTpaHax

Espomsi, CIIA, Poccun st medeHus MyKononucaxapuposa tui 11 (6onesHn
Xanrepa). ITokasaH [/ KOPPEKUMM JIETKUX M CPEJHUX IO TKeCTH (Popm
3aboneBannus. Pexxum gosuposanns 0,5 MI/KT BHYTPMBEHHO MMUKPOCTPYITHO,
Myxkononmcaxapumnos eKEHeJIeNbHO.
i IT Ipemapar upypcynbdasa 6era (Xaurepasa, Ipun Kpocc Koproperiiuin)
sapernctpuposan B Kopee, Poccum pna nmedeHmsa Mykomonmmcaxapupjosa
tun I (6onesup Xaurepa). [Tokasan s KOPPeKLMH JIETKMX ¥ CPEJHMX II0
TsokecTn Gopm 3aborneBanus. Pexxum fosuposanys 0,5 MI/KT BHYTPUBEHHO
MMKPOCTPYIHO, eKeHefIeTbHO.

IIpemapar anocynbdasa-anbda (Bumusnum, Biomapus), 3aperucrpuposan
Myxkononucaxapumos B crpanax EBpompl, CIIIA, Poccun fjis edeHNs MyKOTIONMMCaXapyuao3a TUIT
Tin IVA IVA. TlokasaH /11 KoppeKIu Bcex popM 3aboneBanus. PexxuM f03npoBaHms
2 MI/KT BHYTPUMBEHHO MUKPOCTPYITHO, eXKeHeJle/TbHO.

Ilpenapar rancynbdasa (Harmasum, Briomapyh) 3aperncTpupoBaH B CTpaHax
Epomnst n CIIIA, Poccnu s nedenns MyKonoycaxapugosa tui VI (cuagpom
Maporo-Jlamu). KnuHndeckye nCIBITaHUA IPOJIEMOHCTPUPOBAIN Yy dIleHIe
MHOIMX IOKasaTeseil py 9ToM 3aboneBanHuu. Pexxum o3upoBanms 1 Mr/Kr
BHYTPMBEHHO MUKPOCTPYITHO, eXKeHe/le/IbHO

Mykononucaxapumros
Tun VI

OpHako, KMHETUKa KJIeTOYHO MuUrpannn, tuddepeHIpoBKy, ceKkpe-
LU ¥ paclipefie/ieHN s pepMeHTa MOXKeT Pa3/In4aThbcsl MEXAY Pa3HBIMU
tunamu MIIC.

B Hacrosmee Bpemsa amnorenHas TI'CK B codeTanuu c mpe-, MHTpa-—
U IIOCTTPAHCIUIAHTAIIVIOHHBIM BBefieHyeM napoHnaassl (O3T) asmaerca
«307I0TBIM CTaHAApTOM» nedeHus 6onpHpix MIIC IH (cuuppomom [yp-
nep). Taxyke JTaHHBIN TOJXOJ K JIEY€HNIO IPUMEHSIETCS C pasHoil addexk-
TUBHOCTBIO U IIpu Aipyrux ¢opmax MIIC.

TpancnnaHTanys reMoONnO3TIMYECKNX CTBONMOBBIX KieTok nmpu MIIC I

Lenpto TTCK mpu MIIC IH (cunppom Iyprnep) saBnseTcsa ymydiie-
HI€ HEMIPOKOTHUTMBHOTO CTaTyca HaljieHTa IOCPeNCTBOM KOPPEeKLNM
HeJoCcTaToyHOCTY (pepmeHTa a-L- mpyponnpaser B ITHC.
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Briepsbie B Mupe ycnemHasa TI'CK manuenty c cungpomom Iyprep
Obita mpoBesieHa B 1980 r. B Hacrosmiee BpeMs BbinonHeHO Gomee 600
TI'CK, 3a nepuog c 2000 o 2017 rops! — 470 TI'CK. Bnepbie B Poccun
TT'CK nmanuenty ¢ guarnosom MIIC I tuna 6pi1a Beinonaena B 2004 rogy
B OT/le/ICHMM TPAHCIUIAHTALMM KOCTHOro Mosra Poccuiickoil meTckoii
kmHndeckoit 6onpaunbl (PIKD ®I'60Y BO PHUMY um. H.J. Iupo-
rosa M3 P®).

CymecTByeT npsiMas KOppenALMA MeX/y BO3pacTOM IaljieHTa Ha MO-
MeHT TT'CK 1 BO3MO>XXHOCTBIO Ia/IbHEIIero HOpMaaibHOTO Pa3BUTUS €TO
LIEeHTPAJIbHO HEPBHOM CUCTEMBI (HeJIPOKOTHUTMBHOE U IHTE//IEKTyaIb-
Hoe pasButue). Bospact nposegenns TT'CK o 9 mecsAnes >xmu3HM acco-
IVVMPOBAH C HAaWIydmMy pesynbraTamu (6ompabie MIIC mokaspiBatoT
HOpMasnibHOe KorHuTuBHOe passutue). [Iposeserne TI'CK B Bospacte
[0 2-X JIeT IIO3BOJIAET OXKUJATh YIYYLIeHVSA KOTHUTMBHOM (PyHKIMH,
peLleNITUBHOI 1 9KCIPECCUBHOM peyl, a TaKXKe aJJallTUBHOTIO IIOBEleHNA
6onpHbIX ¢ MIIC.

B mocnemuue rombl ob1mas BbDKMBaeMOCTb manmenTtos ¢ MIIC TH
nocne nposefienHoit TI'CK snaunmrenpbHo yBenmumnaach ¢ 60,8% po
85,2%. IIposepenue TI'CK ot pomctBennoro HLA 10/10 coBmecTu-
MOTO [OHOpa IOKa3blBaeT Jyd4liyue pesynbrarbl. IIpumenenne mue-
NM0abaTUBHBIX OycynbdaH-comepXalmNX PeXNMOB KOHJULIVOHUPO-
BaHUA CHIDKAET PUCK OTTOP)KEHMA TPAHCIIAHTATa U IepCUCTEHIUN
CMEIIAaHHOTO XMMepM3Ma, a TaKKe obecledyyBaeT TaK Ha3bIBae€MBIil
ITHC-«engraftment» — nuddepeHnmano reMonoITUIECKNX KIETOK
B KJIETKM I/IMY C ITOC/IE[YIOLIVIM CUHTE30M HefJOCTaloero pepMeHTa B
ITHC n ckopyro KOppeKLJI0 HEBPOIOIMYECKOTO CTaTyCca y MaljieHTOB
¢ cunppomowm lyprnep.

Knuunueckas addexrnBrocts TITCK Taxxe 3aBUCUT U OT JPYrUX
¢dakropos. Hammune mporpeccupyommx OpraHHBIX HapyLIeHMI, IIpe-
KJIe BCETO CO CTOPOHBI CEP/IEYHO-COCYAMCTON CUCTEMBI, MOXKET CEPhE3HO
MOBBICUTD PUCKM pa3BuTuA TsKenblx ocnoxkHeHuit npu TTCK. C penbio
JOCTVDKEHMsI MaKCUMaIbHOTO TeparneBTrdeckoro adgdexra TTCK B Tepa-
Uy nmanyeHTos ¢ curppomoM Iyprep (MIIC IH) kpaiiHe BakHa paHHAS
MEXVCIUIUIMHAPHAA peabymnTanya OOMbHBIX C Y4eTOM BO3MOXKHBIX
MOCTTPAHCIIAHTAL[MIOHHBIX OCTIOXKHEHMI], a TaK)Ke MMEIOIMXCA COTYTCT-
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BYIOIIMX IATO/IOTMYECKUX M3MEHEHNIT OPraHOB U CUCTEM, IIPeXJie BCETo
KOPPEeKLMA K/IAallaHHBIX M3MEHEHUI CepAlla, OPTONEeNNYeCKUX U Helpo-
KOTHUTUBHBIX HapYIIE€HUIL.

Ha cerogHANIHMII feHb OOMIENIPUHATHIM ABJAeTCA npopomkerne O3T
B TedyeHne 3 Mecanes nocie TT'CK 10 MOMeHTa IIOTHOTO BOCCTAHOB/IEHUA
HOPMa/IbHOT'O YPOBHA COOCTBEHHOTO QepMeHTa — a-L-maypoHmpmassl.
PexomeHjiyeMble CPOKI KOHTPOJIA YPOBHA a— L— naypoHnugassl — 3 Mec,
6 Mec, 9 Mec, 12 mec, 18 mec, 24 mec nocne TI'CK. Ilpu cMmemanHoM
XMMepU3Me CPOKM MOTYT MEHATbCS B MEHbIIYI0 CTOPOHY [JId OIpefee-
HIA NOKa3aHuii K nposenennio P3T.

Coyctsa Heckonmbko Mecsnes nocne a¢dexrnsuoir TICK n Boccra-
HOBJIEHVUsI HOPMa/IbHOTO YPOBHA - L-mpyponupaser y 6onpHpix MIIC
OTMEYaeTCs yIydllleHUe HepOKOTHUTUBHOIO CTaTyca U perpecc
CHMIITOMOB IOPa)KE€HMSA OpraHoB M cucreM. HopMmanbHblil ypoBeHb
a-L-upyponnpnasst y 6onpabix MIIC ¢ yIOBIeTBOPUTEIBHBIM XMMEPH3-
MOM II03BOJIIeT KOHTPO/IMPOBATb TedeHue OO/Ie3HV M IOAJep>KUBATh
HOPMaJIbHO€ KaueCTBO U NMPOJO/DKUTENbHOCTD KU3HIL.

Taxum o6pasom, neuausum épavam navuermos ¢ MIIC IH pexomenoosaro:

e MakcuManbHO paHHee mposefeHne TI'CK Bcem manuenTtam ¢ MIIC
IH (cunpgpom Iypnep) mpu DQ/ IQ (Digital Intelligence/Intelligence
Quotient) 6omee 70 1 OTCYTCTBUYM IPOTUBOIIOKA3aHNUI 110 COMAaTIye-
CKOMY CTaTyCy;

® [IpyMeHeHVe MUeTI0a0IaTBHOTO KOH/IUIIMOHVPOBAHNS C BK/IIOUYEHVEM
OycynbdaHa;

e O3T go TTCK u B Teuenne 3-x mecanes nocie TT'CK (o BoccTanoBe-
HJIS1 HOPMAJIbBHOTO YPOBHSI COOCTBEHHOTO (pepMEHTA);

® paHHSA MeXJUCHNUITINHApHas peabumutanys nmocine TTCK.

TpaHcIIaHTaMA reMONMO3TUYECKUX CTBONOBBIX KneToK npu MIIC 11

Heckonbko 6ONMbIINX KIMHMYECKUX MCCIEOBAHMII, MOCBALICHHBIX
TI'CK npu MIIC II npoBefieHbI ANOHCKMMU Y4eHbIMU. VIX mo3uuus fo-
BOJIbHO omHO3HauHa, 4yTo TI'CK nokasana manuentam ¢ MIIC II Tuma.
OHa 103BO/IA€T CTAOMIN3NPOBATh HEBPOIOTUYECKIE CMIITOMBI I JJIS
TSDKENTBIX GopM 00JIe3HN IPefOTBPATUTh Pa3BUTVE BBIPA)KEHHBIX He-
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BpOJIOTMYECKUX HapyueHuil. B pa6ore A.Tanakaetal., mepnoy Habmo-
neuns 3a 21 manmentom ¢ MIIC II tuma cocraBuin 9,6 + 3,5 net. ABTO-
PbI TOJUePKMBAIOT, YTO HONOKUTeNbHbI 3pPexT TTCK 611 Hanbonee
BBIPQ)XCHHBIM B C/Ty4asX BBIIIOJTHEHNA OONbHBIM OIepalyi Ha paHHMX
cTaguAx pasBuUTHA 60/1e3HM, 70 GOopMUPOBAHMA ATPOPUUECKUX IIPO-
1J€CCOB TOJIOBHOTO MO3Ta M C He3HAYMTE/IbHBIM IIOBPEXIEHMEM Kala-
HOB ceppua. Ha 9ToM OCHOBaHUM MCCIEOBATENN JeTai0T BBIBOJ, UTO
TI'CK pnsa manmentos ¢ MIIC II jo/mkHa OBITH MIMPOKO MOKa3aHa Ha
pPaHHMX CTaVsAX OOIe3HIL.

Bpicokmil pucK JaHHOTO ONEPAaTMBHOIO BMEIIATENbCTBA, OTCYTC-
TBUE 4YeTKUX IIOJIOKUTENbHBIX fAoka3arenbcTB BausaHusa TICK na
HEPBHYI0 CUCTEMY M TeHOTUI-(PEeHOTUIMYeCKMe KOppenAlnu, He
no3ponAnT pekoMeHzpoBath TI'CK y 6onpubix ¢ MIIC II B kKagecT-
Be IIepBOJ IMHUM Tepaluu, KaK, Hanpumep, npu cunppome lypruep.
OpHako, BIIOJTHE BEPOATHO, YTO [ NALleHTOB PaHHETro BO3pacTa
C TSAXKEJION MyTalyel, HallpUMep, C IIOHOM Aeeneil reHa, BOIpoc
o TTCK MmoxxeT 6bITb 0OCYXZI€H C poAguTensM OONbHOIO ¥ pelleH
IIOJIOKUTE/IbHO.

TpancnnaHTamsA reMONO3TNYECKIX CTBONMOBBIX KIeToK npu MIIC IV

OmnpiT npumenennsa TTCK npu MIIC IV taxxe JOBOIBHO OTpaHNYEH,
OfIHaKO B psfie paboT NnokazaHa 3PPEeKTMBHOCTb JAHHOTO HMOAXOAA LA
nedyenus panHoit ¢opmer MIIC. ITpn TspKenbix ¢popmax 3aboneBaHud,
BBISAB/ICHHBIX B paHHEM JIeTCTBE, CTIeflyeT OOCYANUTDb C POAVUTE/LAMY JlaH-
HBIJ1 TepaneBTUYEeCKUI TIOAX0,

TpaHcITaHTaL A reMONO3TUYECKNX CTBONOBBIX KneTok mpu MIIC VI

TTCK npu MIIC VI, B cBA3K ¢ pefKOCTbIO 3a00/I€BaHM, IPUMEHSIN
b B OTAENbHBIX Cy4asX, OfHAKO, IPY TsDKENMBIX PopMax OomesHu
JIaHHBIJ TOAXOX K JIEYEHUIO MOXKEeT OBITh pacCMOTPEH KaK JOIIO/THEeHNe
v anvrepHatya O3 T. IIpu Tsoxenbix popmax 3abomeBaHNsA, BBIABIICH-
HBIX B PaHHEM JIeTCTBE, C/IeAyeT OOCYANUTD C POAUTENAMN JAaHHBII Tepa-
MNEeBTUYECKNI TIOAXO.
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CUYMIITOMATUNYECKAA TEPAIINA
1 PEABVJIMTALINA

CumnroMartuyeckas Tepamus ¥ peabuInMTauys sIB/ISIOTCS Ba)KHO
COCTaB/IAIIell YacThi0 ¢ dekTuBHOro nedeHus nanyeHTos ¢ MIIC.
CumnroMartuyeckas Tepamus M peabMInMTaums OCYLIeCTBIAETCS B
coorBeTcTBUM ¢ DemepanbHbIMM KIVMHNYECKVIMM PEeKOMEH/alVIsIMMU
U BKJIIOYaeT B ce0s jiedyeHue (B TOM 4YUC/Ie ONEPATMBHOE) CUMIITOMOB
3aboreBaHus, IpoOBefieHne PU3NOTEPAIEBTUYECKIX 1 PeabVIUTAIVIOHHBIX
MEpOIPUATHI, @ TAKXKe TICHX0/IOTO-TIeJarOTMYeCKYI0 KOPPEKIINIO.

[TIpy omepaTBHOM JiedeHVV 0CO00€ BHUMAHNE YAEIACTCS aHATOMIYeC-
KUM OCOOEHHOCTSIM MallMeHTa, KOTOPbIe YacTO TPeOYIOT MHVMBIU/YaTbHO-
TO IIOZIXOfA IIPY BBIOOpE TAKTVKI aHECTe3MOJIOIN4ecKoro nocobms. Ilpn
MHTYOAIMNU C/IeflyeT IOMHWUTb O BO3MOXKHOJ HECTaOMIBHOCTM aT/IAHTO-
aKCMaJIBHOTO COWIEHEHNS, TYTOIIOABVDKHOCTYI HVDKHEI YeTIOCTH, TUIIEPTPO-
brm MUH/ATIVH Y aIeHOU/IOB.

dusnoTepaneBTIYecKOe TIeYeHNe BKTIOYaeT MAaCCaXK, Te4eOHYI0 PU3KYIIb-
TYpY, u3noTepaneBTNIeCKye IPOLEAYPHI, TaKyie KaK MarHUTOTepaIs,
TepMOTepaIisl, YAAPHO-BOJTHOBAs Tepalyis, MeTOf, 6MOIordeckoi obpar-
HOI1 CBA3U U JIP.

Bx/IroyeHne ICHXO/IOTO-TIeHarornyeckoyi KOppeKImy B KOMIUIEKC BOC-
CTAHOBUTE/bHBIX ¥ PeabVIUTAIMIOHHBIX MEPOIPUATIIL 0OecIeunBaeT Jo-
HIOJTHUTE/IbHYIO OLIEHKY JVIHAMYVIKI IICYIXIYeCKOTO PasBUTIA KaK OJHOTO 13
B)KHDIX IIOKa3aTeslell COCTOSHMSA 37J0POBbs, HOBbILIaeT 3¢(deKTNBHOCTD
TepaIeBTIYECKIX BMELIATeIbCTB, CIIOCOOCTBYET YCIENIHON afjallTalyii 1
coLMaM3aLUM TTAIJIeHTa.

MAPIIPYTU3AIVIA ITAUMEHTOB C MIIC

lannas mapurpytusanys nanguenTos ¢ MIIC 6yzet cioco6cTBOBATbH
paHHeﬁ OMArHOCTUKE 60/e3HM Ha CTagn paHHUX KINMHNYECKUX IIPO-
ABJICHUI M/MIM Ha JOKIMHMYECKOM 3Talle, IO3BOMUT CBOEBPEMEHHO
HasHauuth ®3T U BBITOTHUTH TpaHCIVIAaHTAI U0 TeMOIIO3TUYECKUX
ctBonoBbIX KneToK (TI'CK) B panHeM feTckoM Bo3pacTe (fio 2 neT).
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Ilo MHeHUI0 3KCHEepPTOB MOPAAOK MAapHIPYyTH3alMM NALVEHTOB
¢ MIIC B P® BknroyaeT ciefyrouiye 3Tambl:

1. Pannee évis6nenue nayuenmos c nooospernuem va MIIC na 1 200y
HCUSHU.

B coorBeTcTBUM ¢ mpukazoM MwuH3gpaBcoupassutua Poccunm or
28.11 2007 . Ne 307 «O cTanmapTe AUCIAHCEPHOTO (MPOPUIAKTIIECKOTO)
HabmofeHus pebeHKa B TeYeHMe IepBOTro Tofja XXM3HM», B 1 Mecsal u
1 rox >xu3HM pebeHka B permoHax P® Ha 1 u 2 ypoBHAX OKasaHUsA
HePBUYHON Me[MKO-CaHUTAPHOI ITOMOINM IeTsAM (pajloHHBIe, TOPOJC-
KIfe, PperuoHajJbHble MEAUIMHCKIE OpTraHM3anNyM) BO3MOXHO
BBIABIEHNE MALMEeHTOB ¢ KIMHU4YeckuMu cumnromamu MIIC n
HaIpaBJ/ieHNe UX K Bpauy-TeHeTUKY VI/M/Iu Ha TabopaTopHyIo Bepudm-
KallyIo AyarHosa (KJIMHu4YecKye KpUTepun puBeaeHsl B Tabmmme 2).

2. Cxpunune 2pynn pucka 01 éviaéneHus navyuenmos ¢ MIIC.

[TpoBeneHne ceneKTUBHOTO CKPUMHUHTA U TabopaTopHOI Bepudmka-
nyuy ayarsosa MIIC 6MoXMMMUYeCKMMU ¥ MOJIEKY/IAPHO-T€HeTHYeCKI-
MU MEeTOIAaMMU C UCIIOTb30BaHMEM MOIIHOCTEN (efiepanbHbIX MeUIINH-
CKMX opranmsaumii Poccum Ha 2 m 3 ypoBHAX OKa3aHUA NEPBUYHON I
CIIEeLIVIA/IM3VPOBAHHON MEAVLIVIHCKO IIOMOIIN.

3. Yemanoenenue KauHuko-1a60pamopHozo 0uazio3a u Ha3HaueHue
mepanuu.

Bepuduxanusa tuna MIIC Ha ocHOBaHNMM /Ta0OPATOPHBIX U KINHMI-
YeCKMX JaHHBIX N03BojAeT HasHauuTh O3T m mHunumuposarr TI'CK
C MCIIO/Ib30BAHMEM MOIIHOCTeN (efiepa/bHbIX MEANIINHCKIX OPTaHM-
3anuit Poccum Ha 2 1 3 ypoBHAX OKa3aHMUA CIIENManN3MPOBaAaHHON Me-
OUIMHCKOM oMol 6ombabiM MIIC.

4. Buecetriue 0annvix o navuerme 6 Pedepanvhviii pecucmp, opopmnerue
u nodaua (3auuma) 3aseéxu na P3T e denapmamenm nekapcmeeHHo-
20 o6ecneuenust Munsopasa PO.

[J1aBHBIT BHEIITATHBIN CIIenUaiCcT (TeHeTHK, eAuaTp, TepanesT U T.1.)
peruoHa B COOTBETCTBUM C PETMOHATbHBIMM NPMKa3aMyi BHOCUT JJAHHbBIE
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o nanuenTte B OeflepabHbI PETUCTP ¥ TOTOBUT JOKYMEHTHI /I MOJA4YN
3a4BKU B M3 PO.

5. IIposeoenue P31, TTCK u oucnamnceproe nabnrooerue 60nvHoix MIIC.

Hagano neyeHus c oueHkoi ero sp@ekTuBHOCTM Ha 1 1 2 ypOBHAX
OKa3aHMA NEPBUYHON MEAVIKO-CAHNTAPHOI IIOMOIIM IETAM U B3POCIOMY
Hace/leHUIO (palioHHBIE, TOPOJICKIE, PerMOHaIbHbIe MEIUIIMHCKIE OpTa-
HU3AINN).

HamnpasneHnue Ha TpaHCIUIAHTALMIO TeMOTIO3TUYECKMX CTBOTIOBBIX KJle-
ToK (TT'CK) u edeHne comyTCTBYIOLINX ITATOMOTMYECKIX HAPYIIECHWI B
denepanbHy0 MEAUIMHCKYIO oprannsannio Poccun 3 ypoBHs oKazaHus
CIeL a3 pOBaHHON ¥ BBICOKOTEXHOIOTTYHONM MEAMLIVHCKOI IIOMOLIN
6ompHBIM MIIC (meTsM 11 B3pOCTIOMY HaceleHNIO).

6. Meouko-zenemuueckoe KOHCYIbMUposanue u, B Crydae He0OX0oaMO-
CTU, IpeHaTa/lbHAsl JUATHOCTMKA HA 2 ypOBHE OKa3aHUA IEePBUYHON
MeZIMKO-CaHUTAPHOI TIOMOIIY B3pOCTIOMY HacelleHNIO (palloHHbIe, TO-
POJICKMe, peTMOHA/IbHbIE YUPEXXIEHVS 3[PaBOOXPAHEHIA).

7. Ayoum okaszanus meouyunckoii nomouiu (Ayoum) nayuenmam ¢ MIIC.

Pa6ora B Ayanre kooppuuupyercss ®ITBHY «MI'HLI» n Accoumanyeii
MEIMIVIHCKUX TeHeTUKOB. JJOCTYII 1 paboThl B AyfuTe IIO/yYaeT I7IaB-
HBII BHEIITATHBIN crienyanuct M3 PO win [lemaprameHTa 3paBooxpa-
HEHMA perroHa I10 MeVLIVIHCKOJ T€HeTHKE, 4IeH ACCOLIaly MEAVILIHC-
KJX T€HETUKOB.
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sLoHal-kedd | ddox-up dowsradny -OMUIIN» AHIID BDIDOIN LY | 11
MILIONOMQ VIOHROIIIN M INML | dd SN «Ua1a1 Kagodolre BHHOTRIOOhEY KILRICE]
MILOHAI-hedd H'WY | -9HaI yoHdsuAxarow nndoredoger >'HD NN AV.ID BDIDOIN egody | 01
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&dd SN «egodesury]
Vi rexe ‘wu

BHIOdRIOIhKEY CHULO] |

ronordo-tororewaedi-neda HIN ronordo-tororewaedr neda «O1g” THA” ALID Head Ky egodunQ | /7
Od SN «egodesniy]
nudoredoger yonarerHowndanoe VI Ctexe wn rugoIar O yaxdan
rorrordo-tororewaedr-neds HWY -OMMHUIN OHRARH qauarnifogodAd «OL9” TTHd» ATID Head Ky X90BJ | 97
dd SN BHEOHULIHELIOHOY
(sudororex yemoiad) Jegodoud[] "H'H Wn BUMNIOI](
ronordo-1ororewaedi-neda HWY aderod>eo yanank O.LUII UINH, A91d BEIDOIN eIOLYRXUIN | ST
(smdorarex yemoMd) ®d N edondAT, pr1mwy | adAgdarary rugondepy dunnirerg
rarrordo-tororewgedr-neds HWY edorxadul! araimrIoawes VOIMH, A91D -IMHED) SUHIY | T
goxrdodiforr u yorat £
yuHegaroges xirad xuikdr u xiaHHR) NS DLIT BHEOUVHOJ][ BALBLRL]
Jorodgon-redd -do ediua(] oxoxoodoy awarurogoxAd gex0g0e0doA» CAQ T BIDON PAOMVHIERI[] | €T
JororewnHead
-IOLOMEILIIHE-hedd dd SN egododu |
‘(smdotazex 1 o\ MnedaloMNmx 1 MH W1 AINVHA eHgaadHY eHUdaIRMY
weadarr) Jororewal-heds MIIOLOIEWAI WOMHILAY.LO YNITIOIAoges 09 A09ID DI BDIDOIN egoxoHRLOUd]] | 7T
JororewnHead dd SN egoxoduy |
-I0LOUEILIIHE-hedd RIEOW OJOHLIOM MUIT ‘M'H W1 AINVTHd eHgOodMWMITRIG BHIL
“Jororewal-reda H'IW'Y | -elHerIDHedL WOMHILATIO unimoifroges 09 A091D DI RO egorerogodox) | 17
drenron-rneds ®d SN eaozoduy | S
‘(sudorarex HWT WOMHALYLO oI roges UH W1 KINMHA BEMDOIN A 0C
yemoad) JorodgoH-heda 09 A09ID DITd HEXIN
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Ipunoxerue 2
CBA3AHHBIE JOKYMEHTDI

. @enepanbublii 3akoH 0T 03.08.2018 1. Ne 299-D3 «O BHeceHUM U3Me-
HeHnit B @epepanbublii 3akoH oT 21.11.2011 . Ne 323-®3 «O6 ocHo-
BaX OXpaHbI 3[J0pOBbs Irpaxkpan B Poccuiickoit Pepepanym»

. Ilocranosnenne IIpaBurenpcrsa PO o1 26.11.2018 . Ne1416 ««O nopsa-
Ke OpraHy3anuy obecrieyeHys eKapCTBEHHBIMI IIperapaTaMy JINII,
00/IBbHBIX reModuIIVelT, MyKOBUCIIVIO30M, TUIIO(V3aPHBIM HAaHU3MOM,
6omesHbo Jome, 3/10kauecTBEHHBIMI HOBOOOPa3OBaHMAMY IMMQON-
HOJ1, KPOBETBOPHOI ¥ POACTBEHHDBIX MM TKaHEN, PaCCeAHHBIM CKJIEPO-
30M, F€MO/IUTUKO-YPEMUIECKIM CUHAPOMOM, IOHOLIECKUM apTPUTOM
C CHICTEMHBIM Ha4ajioM, MyKomnomucaxapumosom I, IT n VI tumnos, mmiy
HIOCTIe TPAHCIUIAHTALIVY OPTaHOB U (V/IM) TKaHelt, a TAKKe O IIPU3HAHUI
YTPaTUBIIVIMM CUTYy HEKOTOPbIX aKTOB IIpaBurennpcrea PO»

. IIpukas Munsgpasa Poccun ot 15.11.2012 1. Ne9171 «O6 yTBepx/e-
Huy [lopsApka okasaHMA MeIUIIVHCKON MOMOIIY OOIBHBIM C BPOX-
[IeHHBIMY U (V/IM) HAaC/IeA,CTBEHHBIMY 3a00/IeBaHVSIMI»

. IIpukas Munsppascoupassutua Poccun or 28.04.2007 r. Ne307
«O craHmapre UCIaHCEPHOTO (IIpodUIaKTNIECKOr0) HabMI0neHN S
pebeHKa B Te4eH1e IIepBOTr0 oA SKVM3H»

. IIpukas Munsgpasa Poccun ot 09.11.2012 N 7911 «O6 yTBepx/e-
Hun CraHflapTa cHelMaan3¥pOBaHHONM MeJUIMHCKO ITOMOIIN fie-
TAM IIpU MyKononucaxapupose II tuma»

. IIpnxa3 Munsznpasa Poccun ot 09.11.2012 r.Ne 8341 «O6 yTBepxpe-
Hyy Cragjapra ClienMaan3MpoBaHHON MENVIVMHCKON IOMOIIM Je-
TAM IIpY MyKononucaxapupose VI tuma»

. IIpukas Munsgpasa Poccun ot 9 Hoa6ps 2012 1. Ne 7901 «O6 yTBEpiK-

JEHNM CTaH/ApTa CIIEeNMaa3YPOBAHHON MESVIIMHCKON IIOMOIIY Jie-

TAM npu MyKonomcaxapupgosax III, IV u VII tunos»

. IIpnxas Munsgpasa Poccun ot 11.10.2018 1. Ne 696H «O6 yTBepsk-

INeHNM CTaHZAPTa CIIEeLMaIN3YPOBAHHON MEAVIIMHCKON IIOMOILN Jie-

TAM IIpY MyKononucaxapupose I tuma

.IIpukas [lemaprameHTa 3gpaBoOXpaHeHMsA ropopa MoOcCKBbI oOT

14.06.2016 r.Ne 500 «O6 opraHmM3aluy IPOBEEeHNs CENTEeKTUBHOTO

CKPMHIHIa»
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Hpunonerue 3

AJITOPUTM JIABOPATOPHOM
IVMATHOCTUKU MIIC

KnuHunyeckue cumntombl MIMC

4

KomnnekcHoe na6opaTtopHoe o6cnegoBaHue
Ana ucknroyeHnsa MIcC:

npoBepeHne
AHK-puarHocTukn

Y

© OnpepeneHve Al B Mo4e (Ka4eCTBEHHbIN
1 KONIMYECTBEHHbIN TECT)

o OnpepeneHne akTMBHOCTU (hepPMEHTOB
B NSATHaX BbICYLUEHHOW KPOBU

l

HeT BbISIBNIEHbBI Aa HeT BbISIBNIEHbI
U3MeHeHus1 U3MeHeHus1
na
4 \4
ConocTaBneHue
MpoBepeHne

KJIMHNYEeCKUX n

BOMOJNIHUTENbHBIX
nabopaTopHbIX faHHbIX, [AwnarHos
ancddepeHymnanbHas A CHEENEE, ST yCTaHOBNEH
6GUOXMMUNYECKUNX
AVarHocTuka c apyrumm o
NEH nccnepoBaHuiA

MIIC - myxononucaxapupos;
I'AT - r1MKO3aMMHOIIVMKAHBI;
JIBH- nmu3ocoMHbIe 601e3HM HAaKOTIIEHA.
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Hpunoxenue 4

CXEMA MAPHIPYTU3AIIM [TAIIMEHTOB
C MIIC, OPTAHM3AIIMA 1 OKA3AHUE
MEIVIIMHCKOU [TOMOIIN

||
PervoHanbHbi# ypOBEHb
YcTaHoBNEHNe KIIMHUYECKOro
AnarHosa/Bepudukauus
B peruoHasjibHOM LeHTpe

depepanbHbiii YPOBEHb
Bepudunkauus guarHosa
na6opaTopHbIMM MeToAaMu

® HanpaBneHue 6uomaTtepuana Ha
na6opaTopHoe NoATBepPXAeHUe
AanarHosa MIMNC

® nabopaTopHoe 3aK/oyeHne
c Bepucbukaumen anarHosa

PervoHanbHbIfi ypOBEHb © ochopmMneHne BbINUCKU U CONPOBOAN-
OdhopmneHne KBOTbl M Hanpaene- _ _ | TesbHbIX AOKYMEHTOB Ans noJly4eHns
HUA Ha rocnuTtanusauuio B PMO 3aKJIlo4eHns o0 BbIGope TaKTUKU
(npu HeoGxoauMOCTH) Tepanuu
[ |
depepanbHbiii YyPOBEHb e o6cnefoBaHve U nevyeHne cornacHo
MepBuyHasa rocnutanusauua --- KP n COMI, ocdopmneHne KoHcunm-
B ®MO (npu Heo6xo[MMOCTH) yMa o Ha3HadyeHun ®3T, TTCK

PermoHanbHbI YPOBEHb
3asBka Ha P3T
Peructpauus nauveHTa B
®epepanbHom Peructpe n Ayaute

e ochopmneHune 3aaBku Ha ®3T
=== ¥ CONpOBOAUTENbHbIX AOKYMEHTOB
3awuTtbl B M3 PO

depepanbHbiii YPOBEHb © 3aKyrnKa npenaparoBs
YTBepXxaeHue 3asiBKu Ha - - - ® pacnpepeneHne ieKapCTBEHHbIX
®3T B M3 P®. 3akynka ®3T npenapaToB B PermoHbl

PervoHanbHbi YpOBEHb
MonyyeHue ®3T Tepanus
n Ha6noaeHne. OdopmneHne
KBOTbl U HanpaBneHus
Ha rocnutanusauuio B ®L|
(npn Heo6xoauMoOCTH)

© yHnymauus ®3T
e o6cnepoBaHMe U nevYeHne
--- cornacHo KP, COMIN
e HanpaBneHue Ha TFTCK
1 XMpypru4eckoe neveHue

depepanbHbiii YPOBEHb
KoHTponb achcdekTnBHOCTU
®3T u xupyprueckoe nie4eHue.
I103'rop|-|b|e rocnutanu3auuvmn
He pexe 1 pas B rop,
(npu HeoGXxoaMMOCTH)

® o6GcnefoBaHue U eYeHne
cornacHo KP u COMIN

e pacueT notpe6HocTn B ®3T

® pelueHue Bonpoca o TFTCK

e ayaut

MIIC - myxononucaxapunos; ®MO - denepanbHas MeauumHCcKas oprannsaiysa; KP — kiHmdeckne peKoMeH-
paryy; COMII - cranpapTel okasaHus MepuuuHckoit momouty; 3T — depMeHTO3aMeCTHUTeNbHAS TEPAIINS;
TT'CK - TpaHCIIaHTAIVA TEMOMO3TIUYECKIX CTBOMIOBBIX K/T€TOK.
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Hpunonenue 5

VUPEKIEHVSA 3IPABOOXPAHEHIS PO,
VYACTBYIOIIVE B IMATHOCTUKE
VI TEYEHUN TTAITMEHTOB C MIIC

Bepudukanusa guarsosa 1a6oparopHbIMI METOFAMI
Pezuonanvtvie MmeOuyuHcKUe OP2AHU3AUUL:

- TKVY3 «Mepuko-reHeTUuecKuil OUarHoCcTu4eckuii 1jeHTp», CaHKT-
[Terepbypr

- I'bY3 KL «OxpaHna 3mopoBbs MaTepu 1 peberka» CBepaIOBCKOI
o6nactu, Exatepnu6Oypr

Deodepanvhble MEOUUUHCKUE OP2AHUZAUU:

- ®I'bHY «MTI'HII», MockBa
- OI'AY «<HMI1I 3popoBba peteit» Munsgpasa Poccun, Mocksa
- HVW memunmnackoit renetuky Tomckoro HVIMII, Tomck

Cnenyanu3upoBaHHasA M BBICOKOTEXHOTOTMYHAS
MEIUIIMHCKAsA OMOIIIb, B TOM 4ucie KOHTponb ®3T

Dedepanvhvie/pezuoHanvHvle MeOUUUHCKUE OP2AHUZAUULL:

-PIKB ®I'bOY BO PHVMMY wum. H.M. IImporoBa Munsgpasa
Poccun, Mocksa

- OI'AY «<HMUII 3poposbs perein» Munsgpasa Poccun, Mocksa

- HUKW Ilegnarpun um. akag. I0.E. Bensrumesa ®I'bOY BO PHVMY
nm. H.W. IIuporosa, Mocksa

- OI'bY «HMMUI] um. B. A. AnmazoBa» Munsgpasa Poccun, CaHKT-
[TerepOypr

- Knnunka Hedponmornm, BHYTpeHHUX U IpodeccroHaTbHbIX 00s1es-
Heii uMm. E. M. Tapeesa 1-ro MITMY um. JI.M.Ceuenosa, Mocksa

Breimonuenne TI'CK:

- PIKBb ®I'bOY BO PHVIMY um. H.J. IInporosa Munsppasa Poc-
cun, MockBa
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- HVWM peTrckoil OHKOMOIMM, TIeMATONOIUMM UM TPAHCIIAHTOIOTUN
uM. P. M. Top6auépoii [ICII6I'MY nm. akag. V. I1. ITaBnoBa, CaHKT-
[TetepOypr

Xupyprudeckoe jedeHue:

- OIBY «HMIOWM mm. I'Ml. Typuepa» Munsgpasa Poccun, Cankr-
[TetepOypr

- OT'BY «PHII «BTO» um. akap. ILA. Vinusaposa» Munsapasa Poccun,
Kypran

- OIBY «HMUII TO um. H.H. IlpmopoBa» Munsgpasa Poccun,
MockBa

- OI'bY «HMMUII nm. B. A. Anmasosa» Munsgpasa Poccun, CaHKT-
[TetepOypr

- OTBY «HHIICCX um. A.H. bakynesa», Mocka
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Hpunonenue 6

OTAIIbI MAPIIPYTU3SALIVINN.
OKA3AHME MEJIVIIVMHCKOM ITOMOIIN
I[TAIIMEHTAM C MIIC B YYPEXJIEHMAX

3IPABOOXPAHEHIA PO

B coorBerctBUM c DepepanbHbiM 3akoHOM 0T 03.08.2018 Ne 299-D3
«O BHecenmy usMeHeHuit B QemepanbHblil 3akoH «O0 OCHOBAaX OXpaHBI
310poBbs rpakaH B Poccuiickort Oemeparym» 60bHbIE MyKOIIOMCAXapyIO-
3oM I, Il m VI Tumnos 6ynyT obecredens! npenaparamu ¢pepMeHTO3aMeCTHTENb-
HOJT Teparmi 3a C4eT CpecTB (efiepasbHOro OIoKeTa.

CornacoBanne Mmapmpytusauyy nauyeHTos ¢ MIIC nossomr passutb
IpOrpaMMy 110 paHHel! [yarHocTuke 60bHbIX MITC 1 permTh BaXKHYIO TOCY-
TApCTBEHHYIO 3a/lady — Ha CTa[Jl PaHHUX KIMHWYECKNX ITPOAB/IEHUI 1/ 1N
Ha JIOK/IVHITIECKOM 3Talle, ycTaHoBUTb fyiarHo3 MIIC, HasHaunTb dpepMeHTO-
3aMeCTUTEIbHYIO TEPAIINIO Y BBIIIO/THUTD TPAHCIIAHTALVIO T€MOTIOITUYECKIX
crBonoBbIx K1eTok (TT'CK) B pannem jietckoM rniepuore jio 2 et. CriencTBueM
ycnentHo BbimonHeHHoN TpancmtanTamym (TTKC) Bo Bcem mupe sBmsercs
HaWIy4mmii KOHTponb TedeHns MIIC u nporuos npopo/bKUTeTIbHOCTI 1
KauecTBa Xu3Hu 60mpHbIX MIIC.

YeTkoe MOHMMaHME STAIOB U MTPABU/I MPEEMCTBEHHOCTY OKa3aHMUA MEV-
yHCKoi oMoty 6ompabiM MIIC (manmentam ¢ mopgospennem Ha MIIC) Ha
TeppUTOpUATLHOM/pervioHaIbHOM (1 11 2 ypoBeHb) 1 emepanbHOM (2 11 3 ypo-
BEeHb) YPOBHSX, BKIIOYAs MEPBIYHYIO MEAVKO-CAHUTAPHYIO, CIIEIVA/IN3UPO-
BaHHYIO 11 BHICOKOTEXHOJIOTMYHYIO MEIVILIMHCKYIO IIOMOIIIb, TIO3BO/INT JIedallie-
My Bpady BbIOpATh OLTVMA/IbHBI ITYTh I AMATHOCTYKY 1 JIe4eHNs OO/bHBIX
MIIC peTeii 11 B3pOCTIbIX.

MapuipyTusanys CORep>KUT IlepedeHb pPEerMOHAbHBIX U (efiepaTbHbIX
MEIVILIMHCKMX OpraHmsanyAx Poccuy, OKaspIBaOIMX KOHCY/IBTaTMBHO-
IIIaTHOCTIYECKYIO0 TIOMOIL[b, BBITIOTHSAIOIX OMOXVIMITIECKYI0, MO/IEKY/LIPHO-
TeHeTIYECKYI0 TabopaTopHyo auarHoctiky MIIC, npuHuMaromyx 60/IbHBIX
MIIC Ha nedyeHue, BKTIOYAs MHULVALVIO U IIPOBefieHIe (epMEeHTO3aMeCTH-
TeJIbHOY TepaIivy, JieYeHye COITy TCTBYIOLIIEN ITaToIOryy (HapyIIeH A OIIOPHO-
[BUTATEIBHOTO AIIAPATa, IIOPOKOB CEPAEYHO-COCYVICTON CUCTEMBI, IIaTONIO-
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ruyt JIOP-opraHoB 1 OpraHoOB 3peHNsT), ¥ TPAHCIIIAHTAIINIO TEMOTIOTUYECKIX
xnerok (TT'CK). OpHako, okasaHyue MEIMIMHCKOI ITOMOIIY IAIiEHTaM He
JIOJDKHO OBITb OIPaHIYEHO TOIBKO TAHHBIMY YIPEKAEHVAMI U JO/DKHO OCY-
IeCTB/IATHCS. MAaKCUMa/IbHO TIPUOIVDKEHO K MeCTy IPO>KMBAHMS MTALVIeHTa.

1. YcTaHOBNIeHNe KIMHNYECKOTO AMarHo3a/BepupuKanmusa B Tep-
PUTOPHATbHOM/PETMOHATPHOM LIEHTpe

ITpn nopospenmn nHa MIIC, BbIABNIE€HMM y NalMieHTa paHHUX KIINU-
Hudecknx npusHakoB MIIC, paxe npu Hammyum 1-2 «IIOfO3pUTEND-
HBIX» CHMIITOMOB B Pa3/IMYHbIX COYETAHMAX, BK/IIOYAsA 3a[EePXKKy pocTa
(pmsnyeckoro pasBuTHsA), orpybeHue 4epT NUIA, MSMEHEHUSA KOXKHOTO
HIOKPOBA U >KECTKOCTY BOJIOC, YaCTble peCcHVpPaTOpPHble MHQEKIVN U OT-
UTBI, IOPa>KeHNe I71a3, 3a/IEP>KKY IICUXOMOTOPHOTO U PE€Y€BOrO pa3BUTHS,
YMCTBEHHYIO OTCTaJIOCTh, IIOPAYKEHNA HEPBHOI M CEPHEYHO-COCYAUCTON
cucreM ¢ GOPMMPOBAHNEM ITOPOKOB, T'eIIATOCIIEHOMETA/INIO, CKEJIETHYIO
IVICIUIA3VIO ¥ Ae()OpPMAINIO OIIOPHO-ABUIATE/IBHOTO AIIIapaTa, MHOXKECT-
BEHHbIE IN30CTO3Bl, 0PpTambMonorndeckyo v JIOP-naronornio Bpauy-cre-
LVANMNICTY CIIERYET:

® HAIIPaBUTH MAIJEHTa Ha MEAMKO-TEHeTNYECKYI0 KOHCY/IbTALMI0 K
Bpavy-reHeTHUKY;

® HanpaBUTb 0Opasel] ero OMOMIOrNYecKOro Marepuana (Mo4ya u cyxue
IATHA KPOBUM) B MEAMKO-TeHETUYeCKylo nabopaTopmio, mias Omo-
XMMUYeCKOro aHanmsa Ha comepkanue Al ux ¢pakunit B Mode u
ollpefie/ieHVie aKTMBHOCTM JIM30COMHBIX (pepMeHTOB (IMApornas) B
ILITHAaX KPOBIL.

Pezuonanvnoiii yposetv

KnmHndeckyio AMarHocTuKy (MegyKo-reHeTI4ecKoe KOHCY/IbTYPOBa-
HJIe) IAlJeHTOB (ceMell) IIPOBOAAT Bpadl-TeHeTUKY BceX MeanKo-TeHe-
TUYECKVX KOHCYIbTaluii (1ieHTpoB) 1 [leprHaTaIbHBIX LIEHTPOB (TOPOf-
CKUe, pailOHHbIE, MeXXPalOHHBIE).

JIabopaTopHyI0 OMOXMMUIYECKYI0 U MOJIEKY/IAPHO-TeHETUYECKYI0 Be-
prdUKaVIO BLIIOTHAIT B HACTOsAIIee BpeMs C/IEHYIOIIVe PervioHab-
Hble 1Taboparopun:
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o [KY3 «Mepuko-reHeTM4ecKnii AMArHOCTUYECKUi 1jeHTp», CaHKT-
[TetepOypr;

e I'bY3 KJII «Oxpana 310poBbsi Matepy 1 pedeHKa» CBepAIOBCKOIL
obnactu, EkatepunoOypr;

® MOCKOBCKMII LIEeHTP HeOHaTa/lbHOro cKpmHMHra I'bY3 «Moposos-
ckas III'Kb JI3M», MockBa.

Jlewarumit Bpad MO>XeT 00paTuThcs K [JTaBHOMY BHELITaTHOMY CIIELIV-
a/IICTy JlellapTaMeHTa 3[pPaBOOXPAaHEHMs 110 MEeVIIVIHCKOJ IeHeTMKe
B cBoeM peruone (PO) u 3anmpocuts IlepedeHs yupexxeHui 3paBo-
OXpaHEHNUA PEeTMOHA, BBIIONHAKIINX KINHUKO-Ta00PATOPHYIO BepM-
¢ukanmo MIIC.

2. Bepu¢puxkamua guarnosa MIIC na6opaTopHbIMI MeTORaMM
Pezuonanvnuiii yposetv

Ha ceropgHsuHmit geHb IUIIb B HECKOTBKIX KPYIHBIX TePPUTOPHATIb-
HBIX/PerMOHaIbHBIX ME[VIKO-TeHEeTYeCKMX KOHCYIbTalMAX (LleHTpax)
€CTb BO3MOYXHOCTb IIPOBECTY JTA00OPaTOPHYI0 OMOXMMUYECKYIO U MOJie-
Ky/IApHO-TeHeTn4decKyto Bepuukanyio MIIC - sto Cankr-Iletep6ypr,
ExarepunOypr 1 Mocksa.

DeodepanvHulii yposeHb

HOpyrue tepputopyn n cyobekTsl PP 1MeI0T BO3MOKHOCTD IIPOBEC-
TV TA00PATOPHYIO OMOXMMIYECKYIO VI MOJIEKY/LIPHO-T€HETUIECKYIO Be-
pudukanyio MIIC B denepanbHbIX MEAUIVHCKIX OpraHM3anyax 2 u 3
yPOBH:, pacnonoxeHHbIX B Tomcke u Mockse. IloaToMy B Hacrosiee
BpeMs NpoBefienne nopreepxxaaoment JHK-guarnoctuku n nomck my-
taumit npu MIIC npoBoputcs QenepanbHBIMI MEIVIIVHCKYIMY OpTaHM-
3anuAMY, 0OMAfAIMMMY KINHUKO-UarHOCTUYIECKMMI Tab0OpaTOPHBI-
MU BO3MOYKHOCTSAMM U CIIELIaTMCTaMU 9KCIIEPTHOTO YPOBHH:

e OI'BHY «MI'HII», MockBa;

o OTAY «HMMUI] 3nopoBbs geteit» Munspapasa Poccun, MockBa;
e HI mepunmuckoi reHetuku Tomckoro HVIMII, Tomck.
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3. Odopmnenue KBOTHI M HANpaBAeHUs HA TOCHUTATU3ALNIO
B (peiepaTbHYI0 MEIUIINTHCKYIO OPTaHM3AIVIO

Pezuonanvnuiii yposetv

[Tocrne mabopatopuoit Bepudukaum aguarnoza MIIC 6noxummyeckumn
Y MOJIEKY/LIPHO-TEHETVYECKVIMY MeTOHaMM Ha 2 1 3 YpOBHAX OKa3aHUA
HEePBUYHON MEVIKO-CAaHUTAPHOI ITOMOIY Ha TePPUTOPMATBHOM/PErio-
HaJIbHOM YPOBHe JIeYallyil Bpad TOTOBUT NEPBUYHBIC MEAMIITHCKIIE JOKY-
MeHTBI, 0pOpMIIsieT KBOTY 11 HAIIpaB/IeHVe Ha TOCIATAIN3ALMI0 OOTBHOTO
MIIC B crenmanusupoBaHHOe OT/eneHre (defeparTbHO MeIUIIHCKON
OpraHyusanuy 3 ypoBHsI OKa3aHMs CIIe1a/TN3YPOBAHHOI MEVIIHCKOII I10-
Mouwmt Wit opOpM/IEHNA 3aKTI0YeHNA BpaueOHON KoMuccuy (KOHCHIyMa
Bpaueit) / BINICKY 113 ¢eepanbHOI (permoHaIbHOI) METUINTHCKON Op-
TaHM3ALNY 10 BOIIPOCY Ha3HAYEH TATOTeHETIIeCKOI TepPaTIViNL.

4. IlepBuyHasa rocnuranusanyusa B (egeparbHYI0 MESVIMHCKYIO
OpraHMN3anNIo

Dedepanvhvlii yposeHv

B denepanbHOil MeIMIIMHCKOM OpraHmsanum Ha 3 YPOBHE OKa3aHUA
CHIMa/IM3UPOBAHHON M BBICOKOTEXHOJIOTMYHOM — MEIMIVIHCKON  TIOMO-
my OONBHBIM YCTAHAB/MBAKOT K/IMHUKO-TabopaTopHbll amarHo3 MIIC
¢ BeprbuKaiyeil HO30/IOTMYECKOl eIMHMIbI (TuIa) OOe3HM, HPOBOJAT
oOCefioBaHMe ¥ JIeYeHMe COITIACHO KIMHMYECKUM PEKOMEH/AIAM
U CTaHJapTaM OKa3aHMsl MOMOIIY, ITPOM3BONAT pacyeT MOTPeOHOCTU MU
HasHavyaT mpenapar ¢epmeHtozamectutenbHoil Teparmvm (O3T), pemaror
BOIIPOC O 11e7IeCO00Pa3HOCTY M CPOKAaX TPAHCIVIAHTALMM T€MOIOSTIIECKUX
crBonoBbIx KieTok (TT'CK), odopwratoT 3akmodeHne BpadeOHO KOMMUCCUN
(xoHCM/MYMa Bpayeit)/ BBIVCKY U3 efiepaTbHOI MEIVUIIVIHCKOI OpraH/3aLVI:

e PIIKb ®I'bOY BO PHVIMY um. H.J. IInporosa Munsapasa Poccun,
MockBa;

o OTAY «HMMU I 3nopoBbs geteit» Munspapasa Poccun, Mockba;

o HVIKW Ilepnarpun umenn akagemuka I0.E. Benpruimesa @PI'bOY BO
PHVIMY um. H.. [Iuporosa, MockBa;

o OI'BY «HMMUIL] um. B.A. Anmasosa» Munsgpasa Poccun, CaHKT-
[TetepOypr;
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e Knmuuka Hedpomorny, BHyTPEHHUX U NPOQeCcCUOHANTbHBIX 0071e3-
Heti umenu E. M. Tapeesa 1-ro MI'MY um. VI.M. CevyenoBa, Mockaa.

['maBHbIe BHemITaTHBIE crienanucTbl Munasapasa PO mo MegnumHCKon
reHeTrke B DefepasbHBIX OKPYyrax, PyKOBOACTBO (efepanbHON Mefu-
IIMHCKOJ OpraHm3anyy o6s3aHO CIIOCOOCTBOBATb MUHUMM3AIUYU CPO-
KoB rocrintanusanyu 6onpHoro MIIC yist obecriedennsi CBoeBpeMeHHOI
IMATHOCTUKM OO/Ie3HN Ha 3Talle pPaHHUX IpOosiBIeHui, HasHadyeHnss 3T
u nposesnenusa TTKC po 2 netrnero Bospacra (MIIC IH tuma, cuagpom
[ypnep), mpoduaakTukyu HeOOpPaTMMBIX M3MEHEHWUII B I[€HTPATbHON
HEPBHOII CICTeME, COXPaHEHNA HOPMa/IbHBIX HEJIPOKOTHUTUBHBIX U VH-
TE/IEKTyaJIbHBIX (PYHKIMIL.

5. Perucrpanua manmenta B ®epgepanpHom Permcrpe m Aypure
okasaHmsa Megummuckoi nomoun. 3aaska Ha 3T

6. YrBepxaenue 3aasku Ha 3T B M3 PD. 3akynka u pacnpene-
nenne ®3T B pernons: PO

Dedepanvhvlii yposeHv

IKcnepTHasA Komuccna Munspgpasa Poccun ¢ yuyactuem Bpadeli-reHe-
TUKOB Ha OCHOBAHMM IE€PBUYHBIX MEIULVHCKUX JJOKYMEHTOB, 3aK-JII0-
4eHMs BpadeOHOI Komuccyuy (KOHCWIMYMa Bpadeit)/ BBIIMCKU 13 ¢e-
llepa/bHON (perMoHaNbHOM) MEAVIIVHCKOM OpraHM3aluyl II0 BOIPOCY
Ha3Ha4eHNA IIaTOTeHeTUYeCKOI Tepalnuy paccMaTpuBaeT 3asABKI Ha IIpe-
napatel @37, 06cyX/jaeT ¢ IJIaBHBIMY BHEIITATHBIMM CIIEIVIa/IVICTaMU
flellapTaMeHTOB 3[JpaBOOXPAaHEHMA IO MEIMLMHCKON TeHeTUKe U PYKO-
BOJUTE/ISIMM IeNIapTaMEeHTOB II0 JIEKaPCTBEHHOMY 00eCIIeueHIIO B Peru-
oHax P®, faet 3axodeHne no pacnpepnenennio norpednocty ®3T cpenn
6onpHbIX MIIC B pernonax PO.

JemaprameHT ekapcTBeHHOTO 0becreuennst Muusznpasa PO npoBoput
LeHTPa/IM30BaHHble 3aKynKu npenaparos O3T, mpoussBogut ux pacnpepe-
JIeHVe ¥ TPAHCIIOPTUPOBKY B PETMOHBI.

JlemapTaMeHThI JTeKapCTBEHHOTO obecIiedeHyst B permonax P® obec-
NeYyBAIOT pacupefeneHye 1 Beigady npernaparoB ®3T cpeny 60nMbHBIX
MIIC.
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B nacrosamee Bpema A yreepxxenua 3aasku Ha 3T pna neuenus
6onpHbIX MIIC B M3 P® Heo6X0uMO aKTyanbHOE €XKerofHoe 3aKIIio-
JyeHye BpaueOHOI KoMMccuM (KOHCMIMYMa Bpadeit) / BeIUCKa 13 depe-
pasIbHOI (perMoHanbHOI) MEAUIITHCKON OpraHM3alMu 110 BOIPOCY Ha-
3HAYEHMA IIaTOTEHETUYECKON TEPATIUIL.

7. O¢opmnenue KBorbl Ha rocnuranmsanuio B ¢enepanbHYIO
MeTUIMHCKYI0 opranmnsanyio (mannuanus ®37T, Beimonnenne
TTIKC wu omnenka ee 3¢dekTuBHOCTH, KOppeKmus U
XMpYpIU4yecKoe J1e4eHye COIYTCTBYoLIell MAaTOTOTUY OPTaHOB
u cucrem). JucnaHcepHoe HaOMIOeHNe, MOHUTOPUHI ¥
KOPpPeKIVA CONYTCTBYIOIIUX HApyIIEHMII OPraHOB M CHCTEM
6onmpHOrO0 MIIC

Pezuonanvnuiii yposeno

Ha 1 n 2 ypoBHAX OKa3aHMIO IIEPBUMYHOV MEIVIKO-CAaHMTAPHONM ITOMOLIN
6onpHOMY MIIC (pebeHKy 1 B3pOCTIoMy) OCHOBHO 3afiaderi Jieqalnero Bpa-
Ya II0C/Ie MIOTYYeH IS 3aK/II0YeH sl BpadeOHOI KoMyccyy (KOHCHIYMa Bpa-
qeit) / BBIMMCKM 113 (efiepaibHOI MEIUIIMHCKO OPTaHU3ALINY SB/ISETCS:

e perucrpanys 6onpHOro MIIC B pernonansHoM cermenTe 1 Depepab-
HOM perucTpe nanueHToB ¢ opdanubiMu 6one3nsmMu Munsgpasa PO;

e opopmenne 3asBku Ha P3T B memapTaMeHT T€KapCTBEHHOTO
obecreuennss MunsgpaBa PO (odopmnenne Bbimucku ¢ o6s3a-
TEeJIbHBIM YKa3aHMeM aKTyaTbHbIX aHTPOIIOMETPUIECKIX JaHHBIX,
pe3y/IbTaTOB I'€HETUYECKOTO JMCC/IeJOBAaHUA U aKTUBHOCTYU dep-
MeHTOB, fatbl npoBefeHus TTKC u gaHHBIX, MOATBEPKAAIOLINX
ee apdextuBHOCTD). EC/M manmeHT (3aKOHHBIN MPeJCTaBUTEND)
OTKa3bIBaeTCs OT monydeHus narorenerndyeckoit repanum (O3T u
TI'KC), oTka3 gomxeH 6bITh 0pOpM/IEH MMCbMEHHO ¥ HOTapuaJjb-
HO 3aBEPEH;

e nucraHcepHoe HabmogeHne 60nbHbIX MIIC, MOHUTOPUHT U KOppeK-
IVIs1 COITYTCTBYIONIVX [IATOTOTMYECKUX HAPYLIEHWT OPTaHOB U CUC-
TeM. MefuKo-TeHeT4eckoe KOHCY/IbTMPOBaHNUe ) IIpeHaTajIbHasa
[IMarHOCTVKA Ha 2 YPOBHE OKa3aHMsI IIEPBUYHON MeVIKO-CaHUTAPHOI
IIOMOIIY B3POCTIOMY HaCeIeHIIO;
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® opopmieHNe KBOTHI U HatipasyieHye 6ompHoro MIIC B penepanbhyto
MEIVIVHCKYI0 OPTraHM3aLNI0 3 YPOBHA /I OKa3aHMA CIelann3u-
POBaHHOII ¥ BBICOKOTE€XHOJIOTMYHOI MEAMIMHCKON ITOMOIIHN, BK/TIO-
yasa nannyanuo O3T, seinonnenne TTKC, xupyprudeckoe neyenue
COITyTCTBYIOUIMX IATONOTMYECKMX HApPYIIEHUII OPraHOB M CUCTEM
(cepaeYHO-COCYAUCTONT, HEPBHOIL, OIOPHO-ABUTATEIbHOIO AllIapaTa,
JIOP-opraHoB 1 OpraHOB 3peHMS 1 T.1.).

8. Innuanusa n koHTponb 3¢ppextusHocTr O3T. BeinonHenne
u KoHTponb 3PpPpexruBHocTN TIKC. Xupyprmyeckoe nedenmne
CONYTCTBYIOLIVIX HAPYIIEHWII OPraHOB M CHUCTeM Y GOIbHBIX
MIIC

DedepanvHoiii yposeHv

ExxeropHbie moBTopHbIe rocnutanusdanyu 6ompHbix MIIC B denepans-
HYI0 MEQVIVHCKYI0 OpraHu3anyo 3 YpOBHs OKa3aHUA CIELMaIU3UpPO-
BaHHOM ¥ BBICOKOTEXHOJIOTMYHON MEIVIMHCKON IOMOLIM IIPeRyCcMo-
TPEHBI /ISl PETYISIPHOTO 00C/IeOBAHNA U JIeUeHMs TTalIeHTOB (He pexxe
1 pa3 B rof) COITIaCHO K/IMHWYECKUM PEKOMEHJAIMAM M CTaHZApTaM
OKa3aHMs IIOMOIIY, /IS OLeHKY 9P PeKTUBHOCTY ¥ KOPPEKLUY IOTpeo-
Hoctu B mpenapatax ®3T, BbimonHeHNsT U KOHTPOssl 9P deKTUBHOCTI
TI'KC, Xupypruueckoro jie4eHns1 CONyTCTBYIOLMX HapyIlIeHUII OpPraHOB
U TKaHell, ¢ opopM/IeHNeM 3aK/TI0UeHsI BpadeOHOI KoMuccuu (KOHCH-
JMyMa Bpaderl)/BbINCKU 13 (efepaabHON MEIVIIVHCKOV OpTaHM3aIun
Y peKOMeHJallMil 1y HaOMIOfeHNs M IPOJO/DKEHVS JTe4eHNsI 110 MeCTy
JKUTENbCTBA.

Dedepanvrvie MeOUUUHCKUE OP2AHUZAUUU CO CNEUUATTUSUPOBAHHDIMU
2emamornozuveckumu omoenenusmu, svtnonnsiouwiue TIKC:
e PIIKb ®I'bOY BO PHVIMY um. H.J. IInporosa Munsapasa Poccun,
MockBa;
e HIII peTckoil OHKOIOTUY, T€éMAaTO/IOTUY Y TPAHCIUIAHTO/IOTU IMe-
Hu P. M. Top6auépoit IICTI6I'MY um. akap. V. I1. ITaBnosa, CaHKT-
[Tetep6ypr.
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Dedepanvivie MeOUUUHCKIUE OP2AHUZAUUU CO CHEUUATTUSUPOBAHHBIMU
xupypeuveckumu (opmoneouueckue U Kapouonozuyeckue) omoeneHus-
mu:

o OI'BY «HMJOWM um. I'V. Typuesa» Mmunsgpasa Poccun, CaHKT-

[TerepOypr;

e OI'bY «PHLI «BTO» um. Akag. I'A. Vinusapoa» Munszapasa Poccun,
Kypran;

e OI'BY «HMMII TO um. H.H. Ilpmopoa» Mmunsppasa Poccun,
Mockga;

e OIBY «HMMI] wum. B. A. AnmasoBa» MunsgpaBa Poccun,
Cankrt-Iletep6ypr;
e OI'bY «HHITHCCX nm. A.H. bakynesa», Mocksa.

[TpoBeneHMe KOHCYIbTAIUI CIELVANTNCTOB (efeparbHbIX MeUIVH-
CKIX OpI‘ElHI/IE}ElLU/If;[ C HpI/IMeHeHI/ICM TeleMEeOMIIMHCKIUX TeXHOJIOTUN
ITIO3BOJ/IAE€T B KOpOTKI/Ie CpOKI/I peIIII/ITI) BOHpOC n OpI‘aHI/ISOBaTb TOCIIN-
tanmusaunio 6ompHpiIx MIIC B cnenmanusmpoBaHHOE OTHAE/IEHME [iIs
CBoeBpeMeHHOI‘O XI/IpypI‘M‘IeCKOI‘O JICYCHN A.

Pezuonanvhuliii yposerv

Ecnu y 6onmproro MIIC mopTBep)k/jaeTcsi KOHTPOMMPYEMOe TedeHe
6onesun Ha pore P3T nocne apdexTnBHO BononHeHHON TTKC, mamm-
eHT MO)KeT HaO/TI0IaThbCs B PernoHaIbHbIX MEAMIIMHCKMX OPraHN3aIVAX.

B cny4yae HEBO3MOXXHOCTU JOCTUTHYTb KOHTPOIMPYEMOTO TE€YEHUA
0oe3HM jevyaInii Bpad 00g3aH peIINTh BOIPOC O OCHUTANIN3ALNA
00/1bHOTO B (pefepanbHYI0 MEAMIIVHCKYIO OPTaHM3ALMIO /IS OKAa3aHUsA
Crenaau3MpOBaHHO ¥ BBICOKOTEXHOTOTMYHOM MEJUIIMHCKOM IIOMO-
i1 Ha 3 ypOBHe.
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QepepanbHbI perncTp 60MBHBIX Op(paHHBIMI 00Te3HAMMN
" AynuT OKa3aHMA MeTUIIMHCKOI oMoy 6onmbHbIM MIIC

Perncrpanua nanuenros B defepalbHOM perucrpe No3BONAET aHa-
NU3UPOBaTh 3a00/1€BaeMOCTb U OINPENEIATh IOTPEOHOCTh B Tepaluy B
pernoHax PO.

AyIuT OKa3aHMA MEAVIIIMHCKOJ IIOMOIIY AB/IAETCA HAYYHO-TIPAKTIdeC-
KuM TpoekToM. Pabota B Ayaute xoopaunupyercas ®PIBHY «MI'HII».
HlocTyn ms paboThl B AyanTe IOTy4yaeT ITTABHBI BHEIITATHBIN CIIeIya-
mict M3 PO wmm [lemapraMeHTa 3[paBOOXpaHEHMs peruoHa IO Me-
IVMIIVIHCKOM TEHETMKe, WIeH AcCouManuy MESUIMHCKUX TEeHETHUKOB.
AHanu3 [aHHBIX AyAWTa OKasaHUs MEJUIMHCKON HOMOLIY OOIbHBIM
MIIC pmaer BO3MOXXHOCTb HAayYHOTO aHajM3a KIMHUKO-TEHETUYECKON
CTPYKTYpbI IaTojOrMy opraHoB u cucrteMm OonpHbix MIIC; mossons-
eT OLIEHUTb PaCIpPOCTPAHEHHOCTH, 3a00I€EBAEMOCTb, BBDKJMBAEMOCTD 1
cMepTHOCTD 60mbHBIX MIIC; mpoananu3upoBaTb 06beM, KayecTBO 1 10-
CTYIHOCTb MEIMIIVIHCKOM IOMOIIM B pernoHax P®; onpenennts Mapuipy-
TU3ALMIO NAlIeHTOB C MOMEHTa IIOCTAHOBKI AMaTHO3a [0 OIpefeneHns
VICXOJI0B 0O0JIe3HM; OL[EHUTD OTJa/IeHHbIe Pe3y/IbTaThl Pa3/IYHbIX BUIOB
naroreHeTn4eckoil Tepamvn (3¢dextuBHOCTD 1 6ezomacHocTh P3T n
TT'CK o xnMHM4eckuM ¥ 1abOpaTOPHBIM JAHHBIM B IIPOLiecce JHAMI-
YeCKOro HaOJIIOfIeHNs1); OLIEHUTb CBOEBPEMEHHOCTb U 3(PPeKTUBHOCTD
XMPYPIrU4eCKOrO JIEYE€HN COMYTCTBYIOUINX ITATOIOTMYECKIX HapyLIEHNI
OpPraHoOB U CUCTeM. AHa/IN3 JaHHBIX Ay/IUTa IO3BOJIAET IJTABHOMY BHeIII-
TaTHOMY crienanucty Munsgpasa PO o MeMIMHCKOI FeHETHKE U pe-
rnoHe, OefepanbHOM OKpyre 1 PD monydynTb CTaTUCTUKY OKAa3aHUS Me-
IUIIVIHCKOV IIOMOIIY KaXX/JOMY IaljeHTy (BUSUTBL, moTpebHOoCTh B O3T
U T.J1.), 6bIcTpO chopMMpOBaTH BBIMMCKM IO HalMeHTaM I opopM-
nenus 3aaBku Ha O3T B M3 PO.
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Memoouueckue pexomenOoauuu paspabomanvi u ymeepioeHvl
Axcnepmuvim cosemom om 9-10 nos6ps 2018 2. 6 pamxax O6pasosamenv-
Hoil npozpammor «Opdatnnvie 601e3Hu» 0N 8payeil PasTUUHbIX cCneyu-
anvHocmeil ¢ Uenvio panHeti OUAZHOCIMUKY, C60e6PeMEHH020 HA3HAYEHUS
namozeHemuvecxkol mepanuu u je4eHus COnymcmaeyouieli namonouu
y 6onvrvix MIIC.
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