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TepMuHBI U onIpeaeICHUS

depmMeHTHAsE 3aMeCTUTENIbHAs Tepanus — JICUEHHUE, 3aKIIoYalolleecs BO BBEIEHUHU IIperapara
(pexomOuMHaHTHAs yenoBeueckas anbda-L-uaypoHunaasza) nauueHTam ¢ HacaeACTBEHHbIM HapyIlIEHUEM

MeTadoImM3Ma.

JInzocomubie 00€3HN HAKOTIICHHS — rpyi1iia HaCJICACTBCHHBIX MOHOTCHHbBIX 3a6OHeBaHHﬁ, CBA3aHHBIX

C HapyIICHHEM (PYHKIIUH JIU30COM.

Myxkononucaxapunossl (MIIC) - rpynna HacieAcTBeHHBIX 0ojie3Hel oOMeHa BEIIECTB, CBSI3aHHBIX C
HapyuieHueM MmertabonuszMa minko3amuHorinkaHoB (I'AIY), mpuBopsiee K MOpPak€HHUIO OPTaHOB U
TkaHei. OOyCIOBIEHBI JaHHbIE 3a00JIeBaHUS MYyTalMsIMU TEHOB, KOHTPOJHPYIOUIUX MPOIEcC

BHYTPHUJIIN30COMHOI'O TUAPOJIN3a MAKPOMOJICKYIJIL.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Myxononucaxapunod 1 tuma (MIIC 1) - HacneacTBeHHass JUM30COMHas OOJE€3Hb HAKOIUICHUS,
oOycnoBnenHas aedunuToM ¢depMeHTa anbda-L-uaypoHuaa3sl W TOpOTEKaromas ¢ pPa3IudHBIMU
KJIMHHYECKUMH TIPOSIBIICHUSMU: 3aJCPKKOH pPOCTa, YMCTBEHHOW OTCTAJIOCTHIO, TIOPAKEHUEM HEPBHOU
CUCTEMBI, CEpACYHO-JICTOYHBIMHA  HApYIIEHUSMH, TeNaToCIUICHOMETalle, MHOXECTBEHHBIMHU
IM30CTO3aMH, TIOMYTHEHHEM pOTOBHIIBI. Bce BhIIENEpEUnCICHHBIE TPU3HAKA MPUBOMAT K

WHBAJIMIM3AIIAH, a TIPU TSHKEIIOM TCUSCHUN 0O0JIe3HU - K JeTalbHOMY ucxomy [1].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

[Mpuunnoit MIIC I Tuna siBisiercst MyTalus B reHe, KOAUPYIOIIEM JIU30COMHbBIA (epMeHT anbda-L-
uaypoHnuaasy. Tuil HaciemoBaHms: ayTocoMHO-perieccuBHbI. Ien IDUA, xomupyrommii anmbda-L-

UIyPOHUAA3Y JIOKAJIN30BaH B XpOMOCOMHOM obnactu 4p16.3.

W3-3a CHM)KEHHMS] AKTUBHOCTH (EpPMEHTA IPOUCXOJUT HAKOIUIEHHE pasiauuHbiX TtunoB [Al' u
pa3BUBaeTCs coMaTuueckas MaHudecTalnus B BUIE JIMLIEBOro JucMopdu3Ma, rernaTocinjieHoMeranu,
NIOpa)KEHUsS CEpJlla, JbIXaTeIbHOM CHCTEMBI, N3MEHEHUN CKEJIeTa, HEBPOJIOTMUECKOW CHMIITOMAaTHKH,
reMaTolIorMueckre U opraibmorioruueckre usmenenus. Bapuadensnocts MIIC onpenensiercst Tumnom
HaKarjauBaeMoro cyoctpara mpu Hemoctarounoit aerpaganuu Al mpu MIIC I tuna mpoucxoaut
HaKOIUIGHHE TemapaHcyibdpara u naepmarancyinbdara. Jepunur anbda-L-unypoHunassl Moxer
IPUBECTH K Pa3BUTHUIO Pa3INYHbIX (EHOTUIIOB OO0se3HU, OOYyCIOBIMBAas OTIMYUSA B TSKECTH

CUMITTOMATUKH. Beiiensror Tpu kmnHndeckux ¢enoruna [3,4,5]:
-curapom ['yprep (mykononucaxapuao3 I H - Tsokenas hopma),
-cuaapoM llleite (mykomonucaxapumos I S - nerkas gpopma)

-cunapom ['ypnep-1lleiie (mykononucaxapuno3 I H/S-npomexyrounas ¢popma)



1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Myxkononucaxapuo3 | Tuna — 3to maHsTHUYeckoe 3a0oyieBaHue, ero yacrora cocraniser 1:100 000
HOBOpOXJeHHBIX. [IpubnusurensHo 50%-80% manueHToB MMEIOT TshKenylo Qopmy 3a0oieBaHUs.
MIIC I H/S cunapom I'ypnep-Illeiie BcTpedaercs ¢ nomyasuuonHoi gactotoid 1:100 000 - 1:500 000
HoBOpoxkeHHbIX; MIIC I S cunnpom Ileiie - 1:500 000 HOBOpOXKIAEHHBIX [6,7]. OgHAKO, HYKHO
YUHUTBIBATh, UTO CYLIECTBYET OIpEeICHHAs MOTPEUTHOCTh B OI[EHKE PacHpOCTPAHEHHOCTH PA3IMUHbIX

¢dbeHoTunoB 3ab0IeBaHMs, YTO MOXKET OBITh CBSI3aHO C 0OJIE€ YaCTHIM BBISBJICHHEM UMEHHO TSKEIBIX
dbopm MIIC 1.



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUI HIH COCTOSTHH) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

Comnacio MKB10, 3aboneBanue oTHocuTcs K kiaccy IV, Oone3HsSIM 3HAOKPUHHON CHUCTEMBI,

paccTpoNCTBY MUTAHUS M HapylIeHHI0 oOMeHa BeniecT, E76.0 - Mykononucaxapuos | Turna.



1.5 Knaccudukanust 3a001eBaHust MM COCTOTHHSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

B cootBercTBHE C IIG(I)I/IHI/ITOM/OTCYTCTBI/IGM JIN30COMHBIX (bepMeHTOB, COOTBCTCTBYIOIIMM I'CHHBIM

nedeKkTam u THKECTU KIIMHUYECKOW cuMnTomMaruky, Beiesstor 11 tunoB MIIC (mpunoxenue A3.2).



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNINbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

B nacrosimee Bpems MIIC I paccmarpuBaercst kak 3a0oiieBaHHE ¢ KOHTMHYYMOM KIMHMYECKHUX
(eHOTUIIOB, PA3NMYAIOIIUXCS MO BO3pAcTy MaHU(ECTalUH, TSHKECTH KIMHUYECKUX MPOSBICHUN U

CKOpPOCTH IpOrpeccupoBaHus 3a00JI€eBaHNs y TAalIMEHTOB [ 1-5].

Takum o0Opa3oM, JOBOJBHO YCIOBHO BBIJCISIOT TsoKENMyto GopMy 3aboneBanus (cuuapom [yprep), ¢
MaHudecTanmeii Ha TEpPBOM TOAY JKHU3HH, C TIPOTPECCHPYIONIEH  Kapauo-pecrnuparopHOn
HEJOCTATOYHOCTBIO W SIPKO BBIPAXKEHHONW HEBPOJOTMYECKOM CUMIITOMATHKOW; W MSTKYH0 (QopMmy
(cunnpomsl ['yprnep-llleite u llleite), mpu KOTOpo cUMNTOMBI MOSBISAIOTCA B Bo3pacte 4-10 ser u
00JI€3Hb MEMJICHHO MPOTPECCUPYET, MPH ATOM HEKOTOPHIC MAIMEHTHI JOKHBAIOT 10 B3POCIIOTO

BO3pacTa.

C yueroM TpPaJUMLIKUOHHO UCHONB3YEeMOM Kiaccu(UKaIMM, HUXKE MPUBEACHBI XapaKTEpHbIE

kimanYeckre npusHaku s MIIC 1 paznuaabix Gopm.
Myxkonoaucaxapuaos tTam I S - 1erkas ¢popma
Cunonumsl: cuaapom Illeiie, MIIC I S - nerkas gopma.

OcHOBHBIE KIIMHUYECKHE TMPOSABICHUA: OrpyOJIeHHEe YepT Jula, TYTONOJBUKHOCTh CYCTaBOB,

MHO>KE€CTBEHHBIN JU30CTO3, TIOMYTHEHUE POTOBHUIIHI [3,4].

Buemnunii Bun. IlepBble npusHaku 3a0onieBaHus NOSBISIIOTCS B Bo3pacte 3-8 et IlamumeHTs
TUIEPCTEHUYECKOTO TEJIOCIOKEHUS C CHJIBHO pa3BUTOW MYCKYJIaTypoH, YepThl Jula Trpyosie,
XapaKTepeH MIUPOKUM POT C MyXJIBIMH TyOamu, HIDKHsS mporHatus. [locTemeHHO pa3BuBaeTcs
OrpaHUYEHHE JIBUJKEHUN B CYCTaBaX BEPXHUX KOHEYHOCTEH, a TaKKe TyTOMOABUKHOCTb, BOSHUKILUE U
MPOTPECCUPYIOLME KOHTPAKTyphl CycTaBoB KucTeil. Hambonee BbIpa)KEHHBIMU BCE€ CHMITOMBI
OOJIE3HN CTAHOBATCS K MEPHUONIY IIOJIOBOIO cO3peBaHUs. BO3MOXXHO MOBBIIEHHOE OBOJIOCEHUE,

KOpPOTKas 1mes.

KoctHas cucrema: moxeT oTmeuaeTcs HeOousblas 3ajep’kka pocTta. MHOXKECTBEHHBIM IU30CTO3:
JUCIUTa3usl JIMIIEBOTO dYepera; IJIOCKas MEPEeHOCHIIa, MIMPOKO paCcCTaBICHHBIC Ia3a, YTOJIICHHBIC
ryObl, TUNOIJIA3UPOBaHHAS HIDKHSISL YEIIOCTh, MAKPOIJIOCCUSI M TUIEPIUIAa3Usl I€CEH, KOPOTKas Ies,
cru0arenbHble KOHTPAKTYPhl U TYTOMOJABUKHOCTH KOHEYHOCTEH, C BO3PACTOM NPUCOCAUHSETCS
O0JIE3HEHHOCTh CYCTaBOB PyK M CTOMN, C (POPMUPOBAHHEM «KOTTHUCTOW JambD» M TIOJIOH CTOIIBI,
BaJIbIyCHOM JedopMaleil KOJeHHBIX CycTaBOB. Hepenko pasBHBaeTcs TYHHENIbHBI CHHAPOM
KapnajabHOTO KaHaja, KOTOPBIM, HapsAly C TYyromoABUKHOCTbIO, IPUBOJUT K OTpaHUYCHHIO (PyHKUIHUU

BEPXHUX KOHEUYHOCTEU.

OpFaHBI ABIXaHUWA: YaCTbIC PCCIHUPATOPHBIC 3a00jIeBaHus B BUJIC PHUHHUTOB, OTHTOB. Bo3moxHO

pa3BUTHE OOCTPYKTUBHBIX 3a00J€BaHUMN AbIXaTE€IbHBIX MyTEH, CHHIPOM OOCTPYKTUBHOTO allHO? CHA.

Opras 3peHus: OTMEUYAETCsl paHHEe HEPaBHOMEPHOE MTOMYTHEHHE POTOBUIILL. B nanpHeiem, 00bdHO

nociie 30 JICT, Pa3BUBACTCs IJIaAyKOMa, ITUTMCHTHAas ,Z[I/ICTpO(i)I/I}I CCTUYATKH. PCI[KO - OTCK JHCKa



3PpUTCIBHOTI'O HEPBA.
HGHTpaJ'IBHaSI HCPBHAA CUCTCMaA: IICUXOMOTOPHOC PAa3BUTUC 3aMCIJICHHOC.

KpanunoBepreOpanbHbiii cTeHO3 pa3BuBaeTcss y mnanueHtoB ¢ MIIC BcienctBue rumnoria3zuu
3yooBugHOTO OTpocTka C2  MO3BOHKA, aTJIAHTOAKCHAJIBHOM  HECTAOWJIBHOCTH,  OTJIOKECHHS
MYKOTIOJIUCAXapUJI0B B TBEPAOH MO3TOBOM 000J0YKEe W 3agHEl TMPOMOIBHOM CBSA3KE, YTO B
JaJbHEUIIEM MPUBOJUT K KOMIIPECCUOHHOW MHEJIONAaTUX Ha 3TOM YPOBHE, U KaK CJIEICTBUE, PA3BUTHIO
OyJIbOAapHBIX HAPYIIEHUH, IEHTPAIbHON JbIXaTeIbHON HEAO0CTATOYHOCTH. CUMIITOMBI MOTYT BKJIIOUATh
HapyIIeHUE TOXOJKH, MBIIICYHYIO CIa00CTh, HEYKIIOKECTh MPU COXPAHHBIX MOTOPHBIX HaBBIKAX W

TUC(HYHKITAIO MOYEBOTO ITy3bIPS.

KapnianbHblii TYHHEIBHBINA CUHIPOM — YacTasi HEMpOIaTus CIaBJICHHs Y MMAlIMEHTOB B BO3pacTe OT 5 110
10 nmer u B3pochbix. Ilpu OTCYyTCTBUM JIEYEHUSI MOXKET MPUBECTH K HEOOpPaTUMOW KOHTPaKType
JTUCTATBHBIX MEX(aJTaHTOBBIX CYCTaBOB, a TakKKe K HApYHICHUIO WM TOTEPE YYBCTBUTEIBHOCTU
NEepBBIX TpeX MNaliblieB M Tape3y MbII TeHapa. K coxalleHuio, ManueHThl PEelKo COOOLIAIOT O

00JIeBBIX OIIYIICHUX, TOKA HE MPOUCXOIUT NoTepsi QYHKIUH.

CGpI[G‘IHO-COCYIII/ICTaH CUCTEMA:. XAapaKTCpHbI HEAOCTATOYHOCTDH W/UIN CTEHO3 KJIallaHOB cepama

(MUTpPAJILHOTO, A0PTAJIBHOTO, TPUKYCIHUIAJILHOTO U JIETOUHOTO).

}KCJ'IYI[O‘-IHO—KI/ILHGLIHELSI CUCTEMA: OTMCYAIOTCA IMAaXOBO-MOIIOHOYHBIC M IMYIIOYHBLIC I'PBIKHM, HEYACTO —

TeNnaToCIUICHOMET AU, B PAHHEM BO3pacTe -Iuapesl.
Myxkononucaxapuao3 tun I H/S - npomexyrounas ¢gopma
Cunonumsl: Cunnpom ['ypnep-1ieiie.

OcHOBHEBIE KIIMHUYE€CKHUE IMPU3HAKU: JIULIEBHBIC I[I/ICMOp(l)I/II/I, TYTOIIOABH>KHOCTD CyCTaBOB,

HU3KOPOCIOCTh, TOMYTHEHUE POTOBUIHI [1, 2, 5,7].

BHemHuid BWI: TNEpBBIC CHMIITOMBI OOJIC3HHM TMOSBISIOTCS K BO3pacTy 3-5 JieT. XapaKTepHBHI:
ckadonedanus, makpouedanus, 3amaBiias MEPEHOCHUIA, MyXJble TyObl, TTOMyTHEHHE POTOBHIIBI,

MUKPOTHAaTUA, yMCpeHHBII;'I TUIICPTPUXO3, YTOJIIICHHUC KOKHBIX ITOKPOBOB.

KocTHas cuctema: Ha mepBOM TOy KMU3HH POCT B MpeAeiax HOPMBI, 3aT€M TEMIIbl POCTa CHIKAIOTCH,
00yCJIOBIHMBAsT HU3KOPOCIOCTh. TenocinomkeHne TucnponopioHagbHoe. MHOXKECTBEHHBIH AU30CTO3,
ckadouedanusa, makpouedanus. Banbrycusle neopmainuu rojeHeil HE3HAYUTENbHO BBIPAKEHHBI.
YMepeHHO orpaHuyeHa MOJBMKHOCTh B CYCTaBax, OMPEAEIAIOTCS AU30CTO3bl, 00UKO0Opa3Has TpyaHast
KJIeTKa, KH(POCKOINO03, TUIICPIIOPI03.

Oprasbl ObIXaHMS: 4YacThle pecnupaTopHble 3a00JIeBaHMsI B BUIE PUHUTOB, OTUTOB, TrUNEPTpOduUs

HEOHBIX MUHAANMUH. BO3MOXHO pa3BUTHE OOCTPYKIIMNA JbIXaTEIbHBIX MMyTEH, CTEHO3 TOPTaHHU.

Opras 3peHus: IOMyTHEHHE POTOBUIIBI.



[lenTpanbHas HEpBHAs CHCTEMA: OTMEYAETCS 3aJEPKKA TEMIIOB ICUXOPEYEBOTO PA3BUTHS, IO3KE
nosiBisieTcss TiryOokass jaemeHius. KpaHuoBepTeOpaibHBIM CTEHO3 M MHUEJONATHs pa3BUBACTCS Y
napeHtoB ¢ MIIC  BcrnenctBue  rumoruiasuu  3yooBHOHOTO  oTpoctka (C2  MO3BOHKA,
aTJIAaHTOAKCHAJIBHOW HECTaOWIbHOCTH, oTIokeHuss ['Al° B TBepaoll MO3roBoiM OOOJIOUKE W 3aJHCH
MIPOJIOJIBLHOM CBSI3KE, UTO B JAJbHEUIIIEM MPUBOAUT K KOMIIPECCUOHHOMW MHUEJIONATHU HA 3TOM YPOBHE,
U Kak CIIEACTBUE, Pa3BUTHIO OyJIbOapHBIX HAPYLIECHUH, HEHTPAIbHON JIbIXaTeIbHONW HEIOCTATOYHOCTH.
CuMnTOMBI MOTYT BKJIIOYATh HAPYIICHHUE TOXOJIKH, MBIIICUHYIO CIAa00CTh, HEYKIIOXKECTh MpHU
COXPAaHHBIX MOTOPHBIX HaBbIKaX M AUCHYHKIIUIO MOYEBOTO My3bIpsi. TYHHENbHBIA CUHIPOM - CUHIPOM
3aMsICTHOTO  KaHaya, cooOmiaromascs ruapouedanus. XapakTepHO pa3BUTHE NaXUMEHUHTUTA B

LICHHOM OTACIIC, IPUBOAAIICTO K CAABJIICHUIO CIIMHHOT'O MO3Ta U HOCJIe,Z[YIOLHGI)’I MHCJIOIIaTHUH.

Cepneuno-cocyaucras cucrema: CepliedHO-COCYAMCTas CHCTEMa: XapaKTepHbl HEJOCTATOYHOCTH M/
WIM CTEHO3 KJIAllaHOB cepaua (MUTPaTIbHOTO, a0PTAJIbHOTIO, TPUKYCIUIAIBHOTO W JIETOYHOTO).
Bo3MOXHBI HapylIeHUsI pUTMa U NMPOBOAUMOCTH, PEIKO- KapAMOMHONATH BO3MOKHO apTepuajbHas

TUIIEPTEH3HUS.
JKenynouHo-KuIIeuHast CUCTEMA: FENaTOCIUIEHOMETAJINSL, ITAXOBO-MOILIOHOYHBIE U ITyTIOYHBIE TPBIKHU.

Kak u mnpu OONBIIMHCTBE PELECCUBHBIX OoJie3HEW KIMHUYECKHH MOIUMOp(GU3M OIpenesieTcs
OCTaTOYHOM AaKTUBHOCTHIO (PEPMEHTOB M BIMSET Ha TSOHKECTh TEUEHUsT W Bo3pacT Jebrora. B
3aBUCUMOCTH OT BO3pacTa Je0roTa T€ WM WHbIC KIMHUYECKUE MPOSBICHUS MOTYT UMETh PAa3IHMYHYIO
CTENEHb BBIPAXXEHHOCTU. BripakeHHOCTh KiMHMYeckuXx mnposinennit MIIC I B pa3Hom Bo3pacte

MokeT BapbupoBarh ([Ipunoxkenue A3.3).
Myxkonoaucaxapuaos I H - taxkenas ¢popma
Cunonumsl: cunapom 'ypnep, Ilpaynanepa-I'ypiep cunapom.

OCHOBHBIE KIMHUYECKHE TPOSBICHUS: 3aJ€pKKa TCUXOMOTOPHOTO Ppa3BUTHS, YMCTBEHHas
OTCTaJI0CTh, TPYObIE YEPTHI JIMIIA, IIOPOKH KJIAIIAaHOB CEP/LA, IOMyTHEHHE POTOBUIIBI, 3aJIEP/KKa pOCTa,

TYTONOJBH>)KHOCTB CycTaBoB [1-3].

VY mamueHToB ¢ cuHApoMOM [ypiep mepBbie KIMHUYECKHE MPU3HAKK 3a00JIEBaHMsI MOSBISIOTCS Ha
NEPBOM IOy KU3HU. B psne ciiydaeB, yxe ¢ poKAEHUS HAOMIOAAIOTCS HE3HAYUTENIbHOE YBEIMUYEHUE
MEYEHU, IIyTIOYHBIE WM TaXOBO-MOLIOHOYHBIEC TPbIKU. XapaKTEPHbIC U3MEHEHUS YEPT JIULA 10 TUITY
«Tapromyin3mMa CTAaHOBATCS OYEBUIAHBIMU K KOHILY TIEPBOTO rofa KU3HU. J[pyrumu Hanbosee 4acTbIMu
MaHU(PECTHBIMU CHUMITOMAMHU SIBIISIOTCS TYTONOABM)KHOCTh MEJIKMX U KPYIHBIX CYCTaBOB, KH(}O3
MOSICHUYHOTO OTJeJIa TO3BOHOYHUKA (TMOSICHUYHBIM «TUOYC»), XPOHUYECKHE OTHUTBI M YacTble
nH(peKkmoHHble 3a00JIeBaHMsI BEPXHUX JAbIXarelabHBIX myTe. [lo Mepe mporpeccupoBaHus
3a00JIeBaHMsI TIPUCOCAUHSIIOTCS CHUMITOMBI, CBHAECTEIBCTBYIONINE O BOBJICYCHHHM B TATOJOTHYECKUN
polLecc BHYTPEHHUX OPraHOB, CEPACYHO-JIETOYHOW, LEHTpalIbHOW U mNepudepuyeckol HepBHOU

CHCTCM.

BeIIYHII/IMI/I HEBPOJIOTUYICCKUMHU CUMIITOMAMU SABJIAIOTCA CHUIKCHHUC HWHTCIIJICKTA, 3aJICPIKKa PCUCBOTO

Pa3sBUTHA, UBMCHCHUA MBIIMICYHOT'O TOHYCA, CYyXOKHUJIbHBIX pC(I)JICKCOB, MMOopaKCHUs YCPCITHBIX HCPBOB,



CMelIaHHas ¥ HEHUpPOCEHCOpHas TyroyxocTb. Yacto HabirOmaeTcs MpOrpeccUpyrolnee MOMYTHEHHE
poroBuilsl. [lareHTsl moru6aroT 00BIYHO B Bo3pacTe 10 10 JIeT OT 0OCTPYKIIMH JABIXaTeIbHBIX ITyTeH,

pecMpaToOpHBIX UHDEKIIUMA, CEPACTHON HETOCTATOUHOCTH.

Buemnuii BuA. Y HOBOPOXIAEHHOTO XapaKTEPHBIX MPOSABICHUN HE OTMEYAIOT, CUMIITOMAaTHKa 4Yallle
BCErO pa3BUBAETCS Ha MEPBOM rofy (c 2 MecsleB, MHOTJA - MO3Ke). XapaKTepHbl UBMEHEHUS YepT
WA M0 THUITy «TaproMIN3May, KOTOpPhIE CTAHOBSITCS OYEBUIAHBIMU K KOHILy MEPBOTO TO/a >KU3HU:
0oJbIIIast TOJIOBA, BRICTYMHAIONIUE JIOOHBIC OYTphl, IIMPOKKE CKYJIbI, 3amaBIias MEPeHOCHIIa, KOPOTKHE
HOCOBBIE€ XOJIbl C BBIBEPHYTBIMH KHAPYKU HO3APSMHU, HOIYOTKPBITHIM POT, OONBIION SI3bIK, TOJICTHIE
ry0bl. XapakTepHa 3a/iepkka (MaKCUMAaJIbHBIN pOCT cOcTaBigeT okoyo 110 cMm), KOTOpPbIN MOTHOCTHIO
ocTaHaBiuBaeTcs K 2-5 romam. [Ipm HHU3KOM pocTe y JAeTel OTMeYaeTcs AMCTIPONOPIIMOHAIBHOE

TCJIOCIIOKCHUC, KOPOTKAA 1ICH.

KoctHas cucrema: Co CTOpOHBI KOCTHO-cycTaBHOM cucrembl mpu MIIC [  BeisiBasiercs
MHOKECTBEHHAs] CUMITOMAaTHKa. Y BCEX MalUEeHTOB (OPMUPYETCS TYTOMOJABMIKHOCTH BCEX TPYIII
CYCTaBOB, B pe3yJibTare KOHTPAKTyp MeK(aJaHTOBBIX CYCTaBOB U YKOpoueHHs (ajaHr, oOpa3yroTcs
nedopmanuu kuctedl mo tumy "kortuctod nambl". Ta3o0enpeHHble cycTaBbl CHOPMHPOBAHBI
HETMpaBUJIbHO, TOJIOBKU OCAPEHHBIX KOCTEH MaJIeHbKHE, YIUIONMIEHHBIE U y3ypHUPOBAHHbBIC, XapaKTepHa
coxa valgum. [TonB3nomHeie KOCTH MpUOOpPeTaoT ' TpeyroibHyto" nedopmanunto. PeHTreHonornueckue
U3MEHEHHUs, BUAUMBbIE TIpu cuHApome ['yprep, onmchbiBalOTCS KaKk MHOXXECTBEHHBIM Au30CTO3. s
JUIMHHBIX TPyO4aThIX KOCTEH XapaKTEepHO pacHIMpeHue auadu30B, PEHTTCHOJIOTMYECKH HEMPaBUILHO
nposBIstomuecs Metadussl u snudussl. Kirounibl ykopoueHsl, yTomiieHbl. Pebpa onuckiBaroTcst Kak
«BeCII000pa3HbIey, UX BepTeOpasibHble KOHIIBI CYKEHbI, a CTEpHAJIbHBIC - YTONIIEHBl U PACIIHPEHBI.
QdanaHru KUCTeM M CTON YKOPOYEHbI, UMEIOT TpamnelueBUAHYI0 GOpMy U pacliupeHHble Tuadu3bl.
dopmupyroTcs TIaTUCTOHAWIUSA, Kudo3, Kudockonnos. [103BOHKM pacuiMpeHbl B TOMEPEUYHHKE,
BbICOTAa WX yMEHblIeHa. B yudactkax, rae cdopmMupoBaH Ku(PO3 WIH KU(OCKOINO3, BBISIBICHO

HEJ0pa3BUTHE MONEPEYHBIX OTPOCTKOB MMO3BOHKOB MJIM UX "s13bIK0OOpa3Has" nedopmarius.

entpanbHas HepBHasi cucteMa. [Iporpeccupyronme NCUXUYECKHE PACCTPOIMCTBA XapaKTEpHbI IS
cunapoma [ypnep, B To BpeMms kak npu mMsrkux ¢Gopmax MIIC I (cunapomsr ['ypaep-Lleite u leiie)
MHTEJUIEKT TMAalMeHTOB NPAKTUYECKH HE CTpajaeT WIM HaOIIOJAloTCA JIETKUE KOTHUTHBHBIC
HapyueHus. [IcMXoMOTOpHOE pa3BUTHE TpPU CUHIpoMe [ypiep HIOET ¢ 3aMETHBIM BO3PACTHBIM
OTCTABAaHUEM U JIOCTUTAeT MAaKCHMAaJIbHOTO Pa3BUTHsI Ha ypPOBHE 2-4 JIET, 3aT€M OCTAHABJIMBAETCS U
NEPEXOAUT (BMECTE C MOTOPHBIM Pa3BUTHEM) B CTAJUI0 perpecca, JOCTUTasl MOJHOM JIEMEHLIMH.
OpHako cHCTEeMAaTUYECKHE 3aHSTHs, HANpPaBICHHbIE Ha pPa3BUTUE KOTHUTHBHBIX (DYHKIIHM,
CHOCOOCTBYIOT OoJiee JIMTENBHOMY COXPAaHEHHUIO HHTeliekTa. [loBeneHuecke HapyleHus: perpecc
KOTHUTUBHBIX (YHKIMI Hapsay ¢ TOKENIOM noTeped cilyxa, HEIOCTaTKOM CHA, BbI3BAHHBIM
OOCTPYKTHBHBIM arHO3, OKa3bIBalOT CYLIECTBEHHOE BIUsIHME Ha MoBejaeHue pedenka. Ilo mepe
HapacTaHUsi KOTHUTHMBHOTO Je(UINTa K THUNEPAKTUBHOCTH W arpeCCHUBHOCTH MPHUCOCTUHSIOTCS
ayTUCTUYECKHE 4epThl. MeauKkaMeHTO3Hasl Tepanusi, HalpaBiICHHAs Ha KOHTPOJb Pa3pyLIUTEIbHOTO
noBeneHus, 4acto ObiBaeT HeapdexkruBHOU. IIporpeccupyromas cooOmaromascs ruapouedamus
ABIIAETCS HabOJIee YacThIM CUMIITOMOM CUHApoMa ['yprep u peako BcTpedaeTcs nmpu MIrkux gopmax
MIIC I tunma (cungpomax ['ypnep-Ileiie u Illeiie). [Ipu cmaaBieHun CIIMHHOTO MO3Ta, BBI3BAHHOTO

YTOJIIICHUEM €TO 000JIOYEK WJIM HECTAOMJIBHOCTBIO AaTJaHTOAKCHAJBLHOIO CyCTaBa, OTMCYAIOT:



HapyIICHUE TOXOJKH, MBIIIEUHYIO C1ab0CTh, HEYKITIOKECTh MPU COXPAHHBIX MOTOPHBIX HAaBBIKAX U
Tuc(yHKIMI0 ModeBOro my3sips. [Ipu Tspkénoit popme 3aboneBaHUsl 4YaCTO HAONIIONAIOTCSA CYJOPOTH,
4TO TpeOyeT NMPOBEACHUS OLIEHKU HEBPOJOTUYECKOTO CTaTyca. Y MAIMEHTOB CO CIa00 BBIPAXKEHHBIMU
KIIMHUYECKUMU TIPU3HAKAMU CYJOPOXKHBIM CHHAPOM BCTpEYaeTcss HAMHOro pexe. [IporpeccupoBanue
3a00JIeBaHMS CONIPOBOXKIAETCS T€HEPATN30BaHHBIMY TOHUKO-KJIOHMUYECKUMU MAPOKCU3MAMHU, KOTOPbIE
OOBIYHO XOPOLIO MOAJAIOTCSI MOHOTEpAMKU MPOTHUBOIMWICITUYECKUMH Mpenaparamu. KapnaibHbli
TYHHEJIBHBI CHHJIPOM — YacTas HeHpomaTHs COABJICHHs y MAalUEeHTOB B Bo3pacte oT 5 mo 10 ner u
B3pOCIbIX. [IpM OTCYyTCTBHM JIEUEHHS] MOXET MPUBECTH K HEOOPATUMON KOHTPAKTYpE IUCTAIBHBIX
Mex(aJaHTOBbIX CYCTaBOB, a TAaKX€ K HApPyUIEHUIO WJIM NOTEPE UyBCTBUTEIBHOCTH MEPBBIX TPEX
najbpleB M Tmape3dy Mol TeHapa. K coxkaleHdio, TanueHThl PEeaKo COOOIIAloT O OOJEeBbIX

OIIYIICHUSIX, TTIOKA HE MPOUCXOTUT ToTepsi QYHKIUH.

Cepneuno-cocynucras cucrema: BenencrBue omnoxkenus I'AlT ¢ panHero Bo3pacra KiamaHsl cepata
YTOJIIAOTCS,, BO3HUKAET PErypruranus, aubo cTeHo3. B psae ciaydaeB BO3MOXKHO (OpPMUPOBAHUE
TUIEPTPOPUN MBIIICYHOW TKAHU CEepAlla, YMEHbBIIICHNE €€ dJTACTUYHOCTH, HAPYIICHUE TPOBOIMMOCTH,

NOpaXEHUE KOPOHAPHBIX apTEepUid.

Yame BcTpeuyaeTcsl MAToJIOTHs KianmaHoB cepiaua (HEeAOCTAaTOYHOCTh W/WJIM CTEHO3 MUTPAJIbHOTO,
A0OpTaJIbHOI0, TPUKYCIHUJAJIBLHOIO W JIETOYHOIO KJanaHoB). MIMeeT MecTo mopaxeHue KOPOHAPHBIX
cocynoB. MarucrtpanbsHbie cocyasl y manueHToB ¢ MIIC MoryT uMeTh yTONILEHHBIE CTEHKH, HO IpU
3TOM OBITH CYKEHHBIMU WJIH JUJIAaTUPOBAaHHBIMU. B CBsI3U ¢ cykeHHMEM apTepuil, y TaKUX IMalUEeHTOB
MOSIBJISIIOTCSL.  KIIMHUYECKW BBIpOKEHHAsh apTepualibHas THUIePTeH3UsA. BO3MOXHO pacmupeHue
BOCXOJSIIE YacTH AaOpThbl, M 3HAYUTEJIbHOE YMEHBIIEHHE 3JIACTUYHOCTU CTEHOK aopthl. Ilpu
KapauoMuonaruu (MHQUIBTPATUBHON) BBIABIAETCS THIEPTPOPUS MHOKApAA WM JuilaTalus Kamep
cepana. lMmeer Mecrto HapylleHHE puUTMa M NPOBOAMMOCTH cepiaua. TedeHue cepaeuHoM
HepocrarouHocty (CH) mpu MIIC mmeer mporpeccupyromuii xapakrep. TpyIHOCTH JUAarHOCTHKHU
3TOrO COCTOSIHUS CBSA3aHbl C HECHIEU(PUUHOCTHIO KIMHUYECKOW CUMIITOMATUKH, OTCYTCTBUEM Kayoo,

XapaKTEepHBIX MPU3HAKOB HAPYIICHHS KPOBOOOPAIIIEHUSI HA pAaHHUX JTalax €€ pa3BUTHS.

OpFaHBI ABbIXaHH:A: 9aCThIC PCCIIMPATOPHLBIC 3a00JIeBaHUs B BHUJIC PUHUTOB, OTUTOB. Haxomnenue I'AI' B
MUHIOAJIWHAX, HAATOPTAHHUKC, a TAKIKC B TPAaXCeC IMPUBOJUT K YTOJIIICHUIO U CYKXCHHUIO AbIXATCIbHBIX

MyTeH U Pa3BUTHIO OOCTPYKTHUBHOTO AIHO?.
Opransl 3peHus: IOMyTHEHNE U IUTMEHTHAS JAET€HEPalys pOrOBUIbI, [JIAYKOMA.

XKemynouHo-kuIieyHasi CucTeMa: renaTocIyieHOMeraus, uapesi B paHHEM BO3pacTe, MynoyHas W/ uin

ImaxoBas I'pbIXKH.

Ha NO3AHUX CTAIUAX Y I[GTGfI BBIABJIAIOT TYT'OYXOCTb, CHMKCHUC 3PCHUA U YMCTBCHHYIO OTCTAJIOCTD.



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

HMuarno3z MIIC tun [ ycranaBiuBaeTcs Ha OCHOBAHUM COBOKYIMHOCTH: aHAMHECTHUYECKHX JIaHHBIX,
KJIMHUYECKUX  JaHHBIX, pPE3ylIbTaToB J1a0OpPATOPHOIO  UCCIENOBaHUS  (OMOXMMHYECKOTO U

MOJIEKYJISIPHO-T€HETUYECKOTO aHAIN3a).

Hugpepenyuanvuan ouacnocmuxa nposooumcs c opyeumu munamu MIIC, arvgha-manno3uoosom,
NO30HUMU  hopmamu  2aH2IUO3UO0308,  MYKOIUNUOO30M, HEUHMEKYUOHHbIMU — NOAUAPMPUMAMU,

snuguzapuvimu oucnaazuimu [5, 7].

Illayuenmam ¢ ycmanosenennvim ouacrnozom MIIC I nposooumcs ounamuueckoe nHabntoodenue (cpeoHss

yacmoma nposedeHUst KOHCYIbmayull u 06ciedosanus npeocmasiena 6 Ipunoscenuu A3.4).



2.1 /Kaa100bI 1 aHAMHE3

IIpu cbope anamueza u 24#anob pekoMeHO08aHO 0Opamums 6HUMAHUE HA Ccledyloujue Hcaioowvl u

aHamHecmu4eckue coobimusi:

o OMALOUJEHHBIU CeMEUHbIl AHAMHe3 (CXOOHble CUMNMOMbL Y POOHBIX Opamves u cecmep npooarod,
OIUBKOPOOCMBEHHBIU OPAK),;

o HU3KUU pOCm,

e ocpyoOnenue yepm auya;

e yacmovle pecnupamopHvle 3a001e6aHusl,

e CHUDICEHUe ClyXa;

* CHUDICEHUE 3PeHUsl;

o MHOJCECMBEHHbIL  0u30cmo3  (Oepopmayuu  yepena, 2pyoOHOU  KIemKuU, NO360HOYHUKA,
KOHeuHocmell);

e Hapyuienue OCaHKu - Kugo3s, cKonuo3,

o peyuousupyrowue epuloicu (dauje 08yCmopoHuue);

o NOMYMHEHUE PO2OBUYbL,

o yXyOuileHue NepeHoCUMOCMU PUULECKUX HASPY30K;

e crnabocmb 6 KOHEYHOCMAX,

o MY20N00BUINCHOCTb 8 CYCMABAX,

o MPYOHOCMU NOObEMA U3 NOJIONHCEHUSL CUOSL U NEMHCA;

* U3MEHEHUe NOXOOKU,

* HEN0BKOCHb MENIKOU MOMOPUKU,

e Hapyuienue KOHMpO/s 3a (PYHKYUAMU MA308bIX OP2AHO8,

e anHo3 80 CHe.

e JKanobuvl u anammes makice ONUCAHbI 6p(130€]l€ (KJIUHUYECKAA KapmuHay.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

[Ipu ocMoTpe HEOOXONMMO 0OpaTUTh BHUMaHUE Ha OCHOBHbIE KinHU4Yeckue mposisienus MIIC I:

o 2pybvie uepmul TUYa,

* HU3KOPOCAOCMb,

o MY20N00BUICHOCTb C)YCMABOS,

* NOMYMHEHUE PO2OBUYDL,

* 2enamomeanus;

* CHleHOMe2anus,

e NAX080-MOWIOHOYHbLE U NYNOYHbBIE 2PbIXCU (08YCMOPOHHUE).

o cepoeunbvie uymbl

I1o0pobHO OaHHble PuU3UKATLHO20 00CIE008AHUS ONUCAHBL 8 PA30ele KKIUHUYECKAs. KADMUHAY.



2.3 JIabopaTopHbIie JMATHOCTHYECKHE MCCJIeI0BAHUS

OcHosHovle nabopamopublie Memoovl noomeepcoenus ouaecrnoza MIICI exnouaiom onpedenenue
akmusHocmu epmenma anvgha-L-uoyponuoaswl, KoauuecmeeHHwvlli u Kauecmeenuwlii ananuz Al
MOYU U MoneKyIspHo-2enemudeckue uccieoosanus 2ena IDUA. [lannvie ucciedosanus npogoosamcs 6

CneyualusupoOBarHblX CEHEMUYECKUX Jza60pam0puﬂx.

e PexomeHnayercs c 1e/1b10 MOATBEPKICHUS AMarHo3a u ycranosiaenus tuna MIIC Bcem nanueHTam
ONpe/ieICHUE YPOBHS MIMKO3aMUHOITIMKAHOB MOYM (KOMIUIEKC HCCIIEIOBAHUN ISl JUATHOCTUKU

Mykononucaxapuao3a tui I) [7, 8].
YpoBensb yoeauteabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KomMeHTapuii: dannvlii mecm s615emcs OOHUM U3 NEPBbIX NOOMBEPHCOAIOUWUX OUOXUMUYECKUX
mecmog ons MIIC I muna. Ilpu konuwecmseennom ananuze vlasisaiom nogviuieHue konyenmpayuu [ AI
c Mmouou, npu npogedenuu onekmpogopesa [TAI' (Dnexmpoghopemuyeckoe ucciredosarue
2NIUKO3AMUHOSTIUKAHO8 MOYU) - NOBBIULEHHYIO IKCKPEYUI0 0epMaAmancyib@ama u 2enapancyib@ama c
mouou. Imu usmenenus naobmooaromes makxce npu MIIC 11, VII munos. Yposenv TAl" sensaemcs
so3pacm-3asucumvim napamempom. Taxowce npu neexoti popme MIIC I konyenmpayus 1Al 6 moue

Mooicem Oblmb TUULL HE3HAYUMETIbHO NOGbIULCHA.

Uccneoosanue nposooumcs 6 OuHAMU4eckoM HAOI00eHUU NAYUSHMAM, NONYYAIOUUM (HepMEeHMHYIO
3amecmumenvHyio mepanuro ¢ wacmomou He pedce 1 pasa 6 6 mecsayes, nayueHmam , He

nonyuarouwum pepmeHmuyIo 3amMecmumensHylo mepanuio - He pedce 1 pasa 6 200.

e PexomeHmoBaHo BceM mnanMeHTaMm sl noatrBepxkaeHus guarHoza MIIC 1 onpenenenue
akTUBHOCTU anb(da-L-uaypoHunassl B KynbType (uOpoOmIacToB, M30JIMPOBAHHBIX JICHKOLIUTOB,
a1n00 B MATHAX KPOBH, BBICYHIEHHBIX Ha (uibrpoBanbHON Oymare (puubtp Ne 903) (komruiekc

WCCIeOBaHUM JUIsl AMArHOCTUKYA MyKomoyimcaxapuaosa tui I) [2,7,8].
YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

KomMmenTapuu: noxazamenu sensaromes ochoguviMu aabopamopuvimu kpumepuimu MIIC I muna. ¥V

nayuenmos ¢ MIIC I muna onpedensiemcst chudicenue akmueHocmu anb@a-L-udyponuoasoi.

e PexomeHnayercst BceM MalMeHTaM CO CHHYKEHHOM aKTHBHOCTHIO (pepMeHTa anbda-L-uaypoHuaassl
C IENbI0 TOATBEPKACHHUS JMAarHO3a Ha MOJICKYJSIPHO-TEHETUYECKOM YPOBHE TIPOBEICHUE

uccnenoBanus reva /IDUA [9, 10].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb J0CTOBEPHOCTH A0KA3aTENbCTB — 4).

KomMmenTapuu: mecm Heobxooum 015 eepugpukayuu 0OuacHo3ad HaA MONEKYIAPHO-2eHemudecKom
yposHe. Buviasnenue cemetinou mymayuu 2ena IDUA Oenaem 603modcHbiM — 0Ocnedosamue
pPOOCMBEHHUKO8 npobanda, a makyice nposedeHue npeHamaibHou U NpeumMniaHmayuoHHOU
ouaznocmuku. bonvwuncmeo mymayuii y nayuenmog ¢ MIIC I mozym b6vime 6bifgnensvl ¢ HOMOUbIO

CEKBEHUPOBAHUA no C3H2€py 6Cex IK30HO6 U npujiecaroyux K HUM YUACMKO6 UHMPOHO6 2€Hd, HO 6



HebObUIOM npoyenme ciyyaee Mymayuiro ¢ npuMenenuem CmaHOapmezx Memoooe O6HapnyCMMb HeE

yoaemcsi.

B coomeemcmeuu c¢ Ilpukazom Munzopasa Poccuu om 13 oxkmsaopa 2017 2 Ne 804u «O6
VMBEpIHCOeHUU HOMEHKAAMYPbl MeOUYUHCKUX Ycaye» Hazeanue ycayeu: Komnaexc ucciedosanuii 0s

OUa2HOCMUKU MyKonoaucaxapuoosa mun 1

o Pexomenayercst Bcem mamuentamM ¢ MIIC [ mpoBeneHmne aHanmm3a KpOBH OMOXMMHYECKOTO
OOLIETEPaNeBTUYECKOT0  JUIsl ONpeleieHus] (PyHKIMOHAJIbHOTO COCTOSIHUS TI€YEHHU, KOTOpas
ABIIE€TCS OAHUM U3 opraHoB-muiieneut npu MIIC (onpenensitor anannnamunoTpancdepasy (AJIT),
acnapraramuHoTpancdepazy (ACT), oOmmii 1 npsMol OMIUPYOUH, XOIECTEPUH, TPUTITUIICPHUIbI.
[27,45].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — ).
KomMenTapuu: ucciedosanue nposooumcs ne pexce 1 paza 6 6 mecayes

o Pexomenayercsi Bcem nanueraTam ¢ MIIC I mpoBenenue o01ero (KIMHAYECKOTO) aHAIM3a KPOBHU
(OOt (KTMHUYECKHU) aHallu3 KPOBH Pa3BEPHYTHIM) M7 OIICHKA OCHOBHBIX IapaMeTpoOB

KPOBETBOPEHHUSI U BBISBIICHUS BOBMOXXHBIX MHPEKIIMOHHBIX ITpolieccos [27].
YpoBenb yoeaurteabHOCTH pekoMeHaaunu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 5).

KoMmMmeHnTapuu: 6 cas3u ¢ blcokum puckom pazeumusi UHMepKyppeHmHuIX UHGDeKyull, acCnupayuoHHoU
nnesmonuu y nayuenmos ¢ MIIC pexomenoyemcs npogederue 0aHH020 UCCe008anUsl He pedxce 4 pa3 6

200.

e Pexomenayercs Bcem maruentam ¢ MIIC I nmpoBenenue o61iero aHanusza MOYHM HE pexe 2 pa3 B

TOJI JJIs1 OIIEHKH COCTOSIHUSI MOYEBBIBOJIAIIMX MyTeH U novek [1, 2, 5].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb J0CTOBEPHOCTH A0KA3aTENbCTB — S).

KomMmeHnTapuu: 6 cea3u ¢ 8b1cokuM puckom pazeumusi UHMepKypPPEeHMHbIX UHGEeKYUll y NayueHmaos ¢

MIIC pexomendyemcs nposedenue 0aHn020 UCCIe008anus He pedce 2 pas & 200.

e Pexomennyercs Bcem mnaunumeHtam ¢ MIIC [ mnpoBeneHwe uCCIEIOBaHUS KOAryJIOrpamMMbl
(AKTMBHpPOBaHHOE YaCTHYHOE TpOMOOIUIaCTUHOBOE Bpemsi OmnpenesneHne MNpoTPOMOMHOBOTO
(TpoMOOIIIaCTUHOBOIO) BpeMeHH B KpoBHU, OrmpeaeneHrne TPOMOMHOBOIO BpPEMEHU B KpOBH,
UccnenoBanue ypoBHs QuOpuHOoreHa B kpoBu, OmnpezaeneHrue KOHIEHTpauuu J[-aumepa B KpOBH)
JUTSL OIICHKHA COCTOSHUSI CHCTEMBl KOArylisllMM ¥ CBOEBPEMEHHON MNPOPUIAKTUKUA Pa3BUTHUS

Tpom0O030B [28].
YpoBenb yoeaureabHocTu pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJLCTB — 4).

o KommeHnTapum: vacmoma uccneoosanus, 6 cpeowem, I p 6 200, npu Heobxooumocmu — dauje

(nepeo Kaxcovim onepamusHbiM GMeuameibCmeadm,).



o Pexkomenpayercs Bcem mamuentam ¢ MIIC I mpoBeaenue MccnenoBanust ypoBHsi N-TepMHUHAIBHOTO
¢parmMenTa Harpuilypernueckoro mnponentuaa Mo3roBoro (NT-proBNP) B  kpoBu s
CBOEBPEMEHHOM JAMArHOCTUKH CEPIEYHON HEOCTATOYHOCTH, NU(PPEepeHIINaTIbHON TUArHOCTUKHU C
OJIBIIIIKOM, BBI3BAHHOW PECHUPATOPHBIMU MpOOIEeMaMu, HJisi PEIICHHsS BOMPOCOB O crapte/
KOPPEKIMU KapMOTPOIHON Tepanuu [28].

VYposenb yoenurenbHOCTH pekoMeHanuu C (ypOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4).



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

e Pexomenayercs nanuentam ¢ MIIC I npoBeaeHre MarHuTHO-pE30HAHCHON ToMorpaduu OpraHoB
OpIOIIHON TOJOCTH W/WIM KOMIIBIOTEPHON TOMOrpaduu OpraHOB OpPIOLIHOW TMOJOCTH W/WIU
yabTpa3BykoBoro ucciuenoBanusi (Y3M) opranoB OpromHOM mojocTH  (YABTPa3BYKOBOE
HCCJIEIOBAaHUE OpraHoB OpIOUIHOM MOJIOCTU (KOMIUIEKCHOE), YIBTpPa3ByKOBOE HCCIEIOBAHUE
MEUYECHH, YIIBTPa3ByKOBOE MCCIIEIOBAHUE CEIE3€HKH) C IEIbI0 BBISBICHUS YBEIMYEHUN Pa3MEPOB
TEYEHU U cesie3eHku [1].

YpoBeHnnb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb J0CTOBEPHOCTH A0KA3aTENbCTB — S).

KOMMCHTapI/lI/IZ BbIAGNIAIOMCA YMEPEHHASA 2cenamomezaiusd Uuiu cenanmocnieHomezaiusl. Ha ¢0H€

mepanuu pasmepsvl NeYeHU U CeNIe3EHKU YMERbUAIONICAL.

Buvibop memooa uccnedosanus — no UHOUBUOYAIbHLIM HNOKA3AHUAM UCX00SI U3 B03MONCHOCHEL
nayuenma u KiuHu4ecko nompeornocmu. Ilpu neobxooumocmu npumeHsiemcs. aHecme3uoil02ULecKoe

nocobue. Yacmoma, 6 cpeonem, 1 pa3z 6 200.

o PexoMeHayeTcsi ¢ LEIbIO BBISIBICHUS MHOXECTBEHHOro au3octo3a BceM nauueHtam ¢ MIIC 1
IIPOBEJICHNE PEHTIEeHOTrpapuu MEHHOTO, IPYJIHOIO U MOSCHUYHOTO OT/JENa MO3BOHOYHUKA, a TaKXKe

peHTreHorpaduu BepxXHUX U HUKHUX KOHeUHocTel [1, 2, 5].
YpoBenn yoenureabHOcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KomMeHnTapuu: guia61s110mes Mmuodicecmeaentvle OU30Ccmo3vl ckagoyepanus, 2unoniaszus 3y008U0OH020
ompocmka C2-no3eouka, 00pcontomodOanvhulil Kugos 6 pezyivmame NAAMUCHOHOUIUU, NOSCHUYHBLU
eunepiop0o3. Onpeodensiomces wupoxue peopa, KOpomkue U302Hymole KA4uybl, 2UNONIA3USL 20T080K
njeyesvlx Kocmel U 8apycHas oOegopmayus niedeguvlx KOCmeU 6 NPOKCUMAIbHLIX O0mOendax,
oucmanvHvle Muhuzvl Kocmetl npeonieusbs CKoueHbvl opye Kk opyey. 3adepoicka ghopmuposarnus soep
oxocmerneHus. Ilacmuvie Kocmu Kucmei YKOPOUEHbl U CYHCEHbl — «3A0CMPEHBLY 8 NPOKCUMATbHBIX
omoenax, «CKOUWEHHOCMbY BEPNMIYICHLIX BNAOUH, O0ehopMUposanHble, YNIOULEeHHble 20N06KU

beoperHbIX Kocmell U 8albeyCHas 0eghopmayust ueex beoOpeHHbIX Kocmell.
Yacmoma npogedenusi ucciedosanutl — e pexce 1 paza 6 200.

o Pexomenayercst Bcem manuentam ¢ MIIC 1 mposenenue snexkrponeiipomuorpadpun (OHMI)
(Onexrponelipomuorpadusi CTUMYJISIIUOHHASL OTHOTO HEpBa, DIEKTPOMUOTpadusi CTUMYJISALUOHHAS
CPEIMHHOTO HEpBa, JNEeKTpoMuorpadus Uronbdaras), A OLEHKH (YHKIUOHAIBHOIO COCTOSHUS

MBIIIEYHbIX TKAHEW, HEPBOB M HEPBHO-MBILLIEYHOU nepenaud [1, 2, 5].
YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

Kommentapuu: cmumynayuonnas IHMI' nozeonsem onpederums coasieHue CpeOUHHO20 Hepsd

oasice 00 NOSABIeHUS. CUMNIOMOS8 U OONIHCHA npoeodumbc;z, Haduras ¢ eozpacma 4-5 nem eorcecoono.



o PexomennoBana KOHCYJIbTAIUs Bpaya-0TOPUHOIAPUHIOIOTa u Bpaua-cypjaoJsora-
OTOPUHOJIAPUHIOJIOra, ITpoBesieHne aynuomeTpun BceM nanuentaM ¢ MIIC I ¢ nenbio BbISIBIEHUS
tyroyxoctd (TonanmpHas ayauomerpusi, PeueBas aymuomerpus, MWrpoBas ayauomerpus,
Peructpanusi BbI3BaHHBIX aKyCTHYECKHX OTBETOB MO3ra Ha MOCTOSHHBIE MOIYJTHUPOBAHHBIC TOHBI
(ASSR Tecrt)), PHAOCKONHS HOCOTJIOTKH Y TOPTAHU JIJIsi OLIEHKH CTENEHU TUNepTpodun aJeHON 0B
U MUHAQIMH (DHOOCKONHMYEcKash SHJOHA3ajbHAs pPEBU3UA IMOJIOCTH HOCA, HOCOIIOTKH,
OnudapuHTOIAPUHTOCKONNS, ONU(APUHTOCKOTHS BUIAeOdHA0oCKonmdeckas) [1, 2, 5]. Tlpm
MOJO3PEHUN Ha CHIDKEHUE CJyXa HEO0OXOIMMO MPOBENCHHE OTOAKYCTUYECKON AMHUCCUU (TIpH
OTCYTCTBUU dKccynatuBHoro oturta) (MccriemoBanue BBI3BaHHOM OTOAKyCTHUECKOM SMHUCCHUH,

HccnenoBanne 0ToaKyCTHUECKONM YMUCCUU Ha YAaCTOTE MPOIYKTA UCKAKECHHUS).
YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KommenTapuu: myeoyxocms pasHoii cmeneHu  8blpAdCeHHOCMU XapakmepHa Ol  OAHHO20
3abonesanus. Oua modcem ObIMb KOHOYKMUBHOU UIU HEUPOCEHCOPHOU UMU HOCUMb CMEULAHHbLLL
xapakmep. Pannee 6visgienue my2oyxocmu no3601sem YIVHUUMb KA4eCmeo HCU3HU NAYyUeHmOoas,

obecneuumov um ayquiee ooujeHue u ooyuenue.

Ayouomempuro credyem npogooums He pexce 1 paza 6 200. Yacmoma ocmanvbHulX UCCIE008aAHULL

onpeoensiemcs UHOUBUOYATbHO.

o PexomengoBano mpoBeneHue wucciaenaoBanus (yHkuum BHemrHero nabixanus (®BJl) metomom
cnupomerpun BceM mnaruerntam ¢ MIIC I, cnocoOHBIM BBIOTHUTH TPeOyeMbId AbIXaTEIbHBIHI
MaHEBp JJisi OLEHKH dS(PPEKTUBHOCTH MPOBOAUMON TEpanuu, KOHTPOJS 3a COCTOSHHUEM

OpOHXOJIETOYHOU CHCTEMBI (B cpemHeM, 1p/6 mec). [1, 2, 5].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

Kommentapuu: 6 coomsemcmesuu ¢ Ilpuxazom Munzopasea Poccuu 13 oxmsops 2017 e No 8041 om
«O06 ymeepoicOeHUU HOMEHKIAmypbvl MeOUYUHCKUx ycayey: Hcecnedosanue HecnposoyuposanHvix
obIXamenbHblX 00beMo8 u nomokos, Hccrnedosanue OvixamenbHbIX 00bEM08 ¢ NPUMEHEHUEM

JEKAPCMEBEHHbLX npenapamaoe.

o PexomengoBano nposeaeHue IlpunenbHON peHTreHorpaguu OpraHoB TPYJHOM KIETKU BCEM
nanueHtaM ¢ MIIC I ¢ nenbio oueHku aedopManuii rpyaIHON KIETKM M W3MEHEHHM JIETOYHOU
TKaHu [29].

Yposennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTEAbCTB — ).

KOMMeHTapl/lI/IZ npu Haauduu ayckKyjaibmanueHblx UBMEHEHUL 8 J1e2KUX MAKHCe czze@yem paccmompems
npoee()eHue OAHHO20 UCCIEO00B8AHUSL 8 C8A3U C BO3IMONCHOCHIBIO paseumusl NHEEMOHUU Y NAYUEHMOE C

MIICI. Kpamnocmo ucciedosanus onpeoensiemcs uHOusudyaivHo, 8 cpeornem, 1 p/2 2ooa

o PexomengoBano mnposeneHue snekTpodHuedanorpapum  (O3I7) Bcem mammentam ¢ MIIC 1 ¢

LIEJIbI0 CBOEBPEMEHHOIO BBISIBJIEHUS SIIMAKTUBHOCTH, HA3HAYEHUs U Koppekuuu tepanuu [30].



YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

KomMmenTapuii: xax Haubonee unH@opmamueuyro mMemoouxy OAHHO2O0 UCCIe008aHUs Cledyem

8b1OUPAMb ANLEKMPOIHY ehanocpauio ¢ 6UOeoOMOHUMOPUHSOM.
HUccneoosarnue cnedyem nposooums exnce200HO Npu OMCymcmesuu npoOmu8onoKa3aHull.

o PexoMeHa0BaHO MTPOBEICHNE MTOIMCOMHOTPApUN/KapAUPECTTUPATOPHOTO MOHUTOPHHTA MAIIICHTaM

MIIC I ¢ nono3penriemM Wiu MOATBEPKAEHHBIM JIMarHO30M CHUHJIpOMa OOCTPYKTUBHOTO artHO? CHa
[1,2,5].

YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KomMeHnTapuu: 011 ouacHocmuxu 0OCMPYKMUBHO20 ANHOI CHA NPOBOOUMCS NOIUCOMHOSDAPUS/
KapouopecnupamopHulil. MOHUMOPUHE, KOMOPAs NO380JSEn Onpedeiums Xapaxkmep OblXamenbHbIX
HapyweHutl (UCKIoUUmMb YEeHMpAlbHblll 2eHe3, C653b ¢ eunepmpoueli adeHoudo08, CepoeyHol
He0OCmamo4HOCMvlo  UIU  KOMAWIEKC NpPUyYuH), NAMONO2UI  CePOeyHO-COCYOUCTNOU  CUCMEMDL.
Hccnedosanue nposooumcs ne pexce 1 pasza 6 200.

B coomeemcmeuu c Ilpuxazom Munzopasea Poccuu 13 oxmaops 2017 2 Ne 804n om «O6
YMEepHcOeHUU HOMEHKIAMypbl MEOUYUHCKUX YCay2y Hem ycayeu «llonucomnocpagduay, 6 cesazu ¢ yem
B03MOJCHO UCNONb306aAHUE Habopa ycaye:  DnekmposHyeganozpagus ¢ 6UO0eOMOHUMOPUHSOM,
CymouHnoe MoHumopupoganue apmepuanbHo2o o0aeéieHus, Pecucmpayus snexmpokapouoespammol,
Monumopupoeanue  snekmpokapouocpaguueckux Oaunnvlx, Xoameposckoe MOHUMOPUPOBAHUE
cepoeunozo pumma, Pacwugposka, onucanue u unHmepnpemayus 31eKmMpoKapouUocpapuiecKux
OanHblx, Onekmpomuozpagus HAKONCHAS (00HA anamomMuyeckas 30Ha), IDNeKmpookyiopagus,

Onpeoenenue napyuaibHo2o 0agieHus KUCI0po0a 8 MASKUX MKAHAX (OKCUMemPpUsL)).

o PexomenngoBano nposenenue DKI, 9xo0-KI, xonrepoBckoro monutopupoBanust IKI' u cyrouHoro
MOHUTOPHUPOBAHUS apTepUabHOTIO AaBieHus BceMm namueHtaMm ¢ MIIC I ang oneHku cocTosiHus
cepaua [31].

YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KomMmentapuu: pecynaprnoe nposedenue IKI, Oxo-KI, xonmeposckoco monumopuposanus KT,
CYMOYHO020 MOHUMOPUPOBAHUS APMEPUATbHO2O OAdB/leHUs HeoOX00UMO nayueHmam ¢ OaHHOU
namonoauet, max Kax ¢ paHHe20 803pacma y HUX OMmMeyaomcs cepoeuHo-cocyoucmie HapyuleHus.

Yacmoma uccnedosanuti, 6 cpeonem, ne pexce 1 pasa 6 200.

B coomeemcmeuu ¢ Ilpukazom Munzopasa Poccuu 13 oxmsaops 2017 2 Ne  804u om «O6
VYMBEPHCOEHUU HOMEHKAAMYpbl MeOUyuHckux ycayey: Cymouynoe MOHUMOPUPOSAHUe apmepuaibHo20
oasnenus, Pecucmpayusa snexmpoxkapouocpammol, Monumopupoeanue 31eKmpoKapouocpapuuecKux
oanHbvlx, Xonmeposckoe MoHUmMoOpuposauue cepoeuno2o pumma, Pacwugposka, onucanue u

unmepnpemayus 31eKmpoxapouocpaghuyeckux OaHHuiXx,



o PexomenmoBano Bcem mamumeHtam ¢ MIIC 1 mpoBeneHne KOMIBIOTEPHON ToMOTpaduu WIH
MarHuTHO-pe3oHaHcHOM Tomorpaduu (MPT) rogoBHOro Mo3ra u menHOro otjesna N03BOHOYHUKA C

IIETBI0 BBISBJICHUS KOMITPECCHH CITMHHOTO MO3Ta U ruapolnedannu, B cpeadem, 1 p/2 rona [1].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KommenTapuu: Hecmabunvnocms amiaumoakcuaibHo20 COUJIeHeHUs: Modcem Oblmb 8blAGNeHa Npu
pernmeenocpaguu  welno2o omoend HNO360HOYHUKA C (DYHKYUOHATbHLIMU NpoOAMU, OOHAKO Oisl
HOOMBEPIHCOEeHUSI KOMNPECCUU CHUHHO20 MO32d 8Cledcmeue YmonweHus e2o0 000104eK U
dopmupyrowuxcs anomanuii no3eonkos mpebyemcs npogseoenue MPT u/unu KT. B coomeemcmeuu c
IIpukazom Munzopasa Poccuu 13 oxmsbps 2017 2 No 804n om «O6 ymeepowcoenuu HOMEeHKIAmMypbl
meouyunckux yenyey. KT (MPT) weiinoco omodena no3eonounuxa: MaeHumno-pe3onancHas

momoepagus weu, Cnupanohas KOMRbIOMepHas momozpaghus uieu.

e PexomengoBano nanuentam ¢ MIIC [ mpoBeneHune HMcCCienOBaHUS MEPEAHEr0 CErMEHTa Iiia3a
METOI0M OOKOBOTO OCBEIICHHS, U3MEPEHHE BHYTpUIIIa3Horo aasieHus (OdTaabMOTOHOMETpUS) U
olleHKa cocTosiHus masHoro aHa (Odranbmockonusi, OcMmoTp nepudepuu MIAa3HOrO JHA C
WCIIOTh30BAaHUEM TpeX3epKaabHONW JuH3BI [onbamana, buomukpodororpadus masHoro mHa C
UCIOJIb30BaHUEM (YHIYC-KaMepbl) C LENbI0 BBISBICHHUS IVIAYyKOMbI, U3MEHEHHS MPO3PAauHOCTH

IJIa3HBIX CPENl U COCTOSIHUS ceTyaTku [1].
YpoBenn yoenureabHOCTH pekoMeHAanuu C (YPOBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).
Kommentapuu: Kpamnocmo uccieoosanuti, 6 cpeorem, 1 p/eoo.

Y nayuenmos ¢ MIIC I ommeuaemcs pannee nepagHomepHoe NoOMymHeHue po2osuybvl. B oanvuetiuiem
passueaemcs 21aykomd, nuemenmuas oucmpogus cemuamku. Peoxo - omex oucka spumenvroco

Hepeéa.

e PexomengoBano Bcem mammentam ¢ MIIC 1 tuma nmpoBenenue 6 MUHYTHOTO TeCTa XOIbOBI
(6MTX) mpu AMarHOCTUKE UM ¢ MOMEHTA BO3MO)KHOCTH MAIlMeHTa K BBIMOJIHEHHUIO TECTA C LIEJIbIO
OLICHKU (DPU3MYECKON BBIHOCIMBOCTH TMAI[MEHTOB, B TOM 4YHCIe, HAa (DOHE Tepamuu JIapOHHUIA30U.

[32].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 5).

Kommentapuu: Tecm 6-munymuoti xo0b0bl s6715€mcsi OOHUM U3 Haubonee npocmuix U OOCHYNHbIX 8
MUPOBOU NPAKMUKE CNOCOO08 OYEHKU BbIHOCIUBOCMU U PYHKYUOHATLHBIX 803MONCHOCMEL NAYUEHMO8
¢ Kapouono2udeckol u 1e204HOl NAMONOSUAMU, A MAKICE BbIAGIEeHUS MAKOBbIX, 8 MOM YUcie U y
Ooemeil. Jlucmanyuio, npoudenuyo 6 meuerue 6 mun (6MTX), uszmepsirom 6 mempax, oyeHusaom 6
ounamuke Munumym 1 pasz 6 200. u CcpasHusarOm ¢ OAHHLIMU NPeobIOYUie20 UCCTe008aAHUS.

Ilpunoscenue A3.5.

Hccnedosanue cnedyem nposooums ne pedce I paza 6 6 mecsayes npu yCio8uu G03MONCHOCMU

6blNOJIHEHUA NAYUEHNTOM.



e PexomengoBano mamuentaMm ¢ MIIC 1 koHTposnb MHUHEpPaJbHOW IUIOTHOCTH — KOCTEH
(PEHTreHOACHCUTOMETPHS) MpPU MEPBUYHOM JUArHOCTUKE U B IMpoOLlEcCCe JUHAMUYECKOTO

HabOmoneHus [33].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeNbCTB — 4).

KOMMeHTapI/II/IZ 00KA3aMenbHblX OAHHbIX N0 ONMUMANLHOU Yacmome npoeedemm UCCe008aHUs Hem,

nposooumcsi, 8 cpeonem,l pas 6 1-2 2o0a.



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

He Tpebyrorcs



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Jleuenne MIIC tun [ BKiIrO4aeT kak naroreHerndeckoe jgeuenne HaszHadenue O3T, Tak u npoBeaeHue
cuMnTomaruyecko rtepanuu. Benenue mamumentroB ¢ MIIC  tum 1 MPEAnoJIaraet
MYJIBTUAUCUUIUIMHAPHBIA TMMOJX0A C YYacTHEM Bpada-meauarpa, Bpada-HEBpPOJOra, Bpadya-reHEeTHKa,
Bpada-o(TaIpbMOJIOTa, Bpada-KapauoJiora/Bpada- JIETCKOTO KapHuoJora, Bpadya-ImyJIbMOHOJIOTa, BpaJa-
Cyp10J10Ta-0TOPUHOIAPUHTOJIOT A, Bpaya-OTOPHUHOJIAPUHTOJIOTA, Bpada-Xupypra/Bpada-aeTcKoro
XUpypra, Bpaya-4earOCTHO-JIMUIEBOIO XHUPypra, Bpava-HEUpOXUpypra, Bpada-pu3noTEpaneBTa,
MEJIMIIMHCKOTO TICHUXOJIora M Bpadyed JPYrux CHelualibHOCTEW, UMEIONIUX OMNBIT B JICYEHUU STOTO

pEeAKoro 3a00eBaHus.

3.1 I1aToreHeTn4YecKoOe JJCUCHHE

o PexomengoBaHo npoBeneHue pepMeHTHON 3aMectutenbHoil Tepanuu (O3T) Bcem mammeHTaM C
yctaHoBieHHbIM guarHosoM MIIC 1 ¢ menpro 3amenyieHus: mporpeccupoBaHMs 3a00JIeBaHMS,
YMEHBIICHUS] pa3MEpoOB INEUYEHU U CEJIE3€HKH, YIydlleHHs (QYyHKUUU cepAlla, CHYXKEHUsI YpOBHS

skckperupyeMmbix Al [11-14, 17].
YpoBeHb yOequTEJIbHOCTH peKOMEHAAIMU A (YPOBEHb JO0CTOBEPHOCTH J0KA3aTeJNbCTB — 1).

KommenTapuu: Ilpenaparom ans ®3T sasnsercs maponmpaza** (kom ATX A16ABO05). B 1 wmn
pactBopa coaepxkutcsa 100 EJl (mpubnusurensno 0,58 Mr) paponugassl. ITo pekoMOMHaHTHas (popma
yenoBeueckoil  anbga-L-uaypoHuaasel,  NPOU3BOAMMAS ~ C  HCIOJIB30BAaHUEM  TEXHOJIOTHH
pexomOunanTHo JIHK B kierounoit kynbrype kurtaiickux xomsukoB. D3T mnpegHazHaueHa s
BOCCTAHOBJICHUS YPOBHsI (D€pPMEHTHOM aKTUBHOCTHU, TOCTATOYHOTO JJIsi TUAPOIN3a HaKorIeHHBIX [AT
U JUId TpefoTBpalleHUs] UX JAajbHeimero HakorieHus. [locne BBeneHust napoHugasa™* ObIcTpo
BBIBOJIUTCSI U3 CUCTEMHOIO KPOBOTOKA M IOIVIOIIAETCS KJIETKaMH, MOCTyNas B MX JIM30COMBI YEPE3
MaHHO030-0-(ocarHbie penenTtopbl. PekOMeHIOBaHHBIM pEXUM JO3UPOBAHUA: €KEHEACIbHOE
BBeneHue B no3e 100 EJI/xr B Bune B/B uHdy3uu. HauanpHas CKOpOCTh BBEIEHUS, COCTABISAIOMAs 2
EJl/kr/4, mpu Xopolieil MepeHOCUMOCTH MOXKET TMOCTENEHHO YBEIMYMBAThCS Kaxiable 15 MuH,
MakcumaiabHo 10 43 EJl/kr/a. Bech HeoOxomumbiii o0BbeM pacTBopa JIOJDKEH OBITh BBEACH

MpUOIU3UTEIRHO B TeueHue 3—4 4. [12, 13].

Cnenyer oOpaililaTh BHUMaHUE Ha COOJIIOJEHUE MHTEPBAJIOB MEXIY HUH(PY3USIMU U HEIOMYCTUMOCTH
MIEPEPHIBOB B TEPAIMU, T.K. HAPYLICHUE PEKHUMA JICYEHUSI CONPOBOXKIAAETCS MMOTCHIIMAIBHBIM PUCKOM

YXyIUIEHUsI COCTOSTHUA MalMeHTa u nporpeccupoBanusi cumnromoB MIIC 1.

BBenenne ocyuiectpisiercs yepe3 nepudepruyeckuil BEHO3HbIM KaTeTep (Karetep nepudepuyeckuii)
WM 4epe3 MopT-cuctemMy (MmopT WHEGY3MOHHBIN/MHBEKIIMOHHBINA, HMIUIAHTUPYEMBIH®**), KkoTOpBIE

YCTaHABIMBAIOTCA  CONIACHO  METOAMYECKMM  pykoBoAcTBaM  «Benosnwii  npoctym, 2019



(https://msestra.ru/download/file.php?id=4763) ¢ wucmnonb30BaHKEM HEOOXOAUMBIX JICKAPCTBEHHBIX
cpencts. [lopr-cuctemsl ycranaBnuBaroTcsi cortacHO Pacnopsbkenuto IlpaButenscrBa Poccuiickoi
Oeneparuu ot 31.12.2018 Ne  3053-p «OO06 yTBepKIeHUU TIEPEYHS MEIMIIMHCKUX W3JCTUH,
MMIUTAaHTHPYEMBIX B OPraHU3M YEJIOBEKa MPU OKa3aHUH MEIUIIMHCKOM MTOMOIIN B paMKaX MPOTrpaMMBbl
TOCyJapCTBEHHBIX TapaHTUH OECIUIATHOTO OKa3aHWs TpakIaHaM MEIUIIMHCKON TIOMOIIM, a TaKXkKe
MepevHsl MEIUIMHCKUX W3JENIUN, OTIYCKAaeMbIX I10 pelentaM Ha MEIUIUHCKUE W3ACIHS TIpU

IIPEIOCTABICHUU HA00pa COLUATIBHBIX YCIIyT».
Jleuenue nposooumcs npu 0mcymcmeuu npomueonoKa3aHull.
TpaHcIaHTAIMSA TeMONOITHYECKUX CTBOJIOBBIX KJIETOK

o PexoMeHI0BaHO TPOBEICHUE TPAHCIUIAHTALMUU TE€MOIMOATHYECKUX CTBOJOBBIX KieTok (TI'CK)
nanuentaMm ¢ MIIC 1H o moctmxkenust Bo3pacta 2,5 IeT NpU HOPMAJBHBIX WU CyOHOPMaTbHBIX
nokazarensax pazsutus (DQ>70) [11,16].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTENbCTB — S).

Kommenmapuu: nyuwue pezyromamosl nomyyenvl npu UCNOIb308AHUU CMBOTIO08bIX KIEMOK KOCMHO20
mozea HLA-coemecmumulx poOcmeeHHbIX OOHOPO8 UMU CMBON08bIX KIEMOK HNYNOBUHHOU KpOBU
poocmeentvlx 0oHopos. TI'CK eedem Kk ymeHbuleHUO pasmepos nedeHu U Cele3eHKu, VIyYUuleHUIO
@yHxyull ovixamenvhotl u cepoeuno—cocyoucmou cucmem. Ilposeoenue TI'CK 6 pannem 6ospacme
noseosnsem uzdexcamv HApPYWEeHUll KOSHUMUBHbIX yHkyull. Ilpempancnianmayuonuas mepanus
00NJICHA  001a0amb  8bIPAJICEHHOU  UMMYHOCYnpeccuel. B nocneonee epemsa  yeeruuunacs
gviorcusaemocms nayuenmos nocie TI'CK, xoms puck yeposvl Ons drcusnu oemeti COXPAHAEMICS
evicokum. Pempocnexmuenviii ananuz nokasaun, umo evidxcueaemocmv nayuenmos nocie TI'CK
cocmasnsiem 85%. Knunuueckasn agpgpexkmusnocmo TI'CK 3a6ucum om eo3pacma pebenka na MomeHm
onepamuHO20 MeulamenbCmed, CImeneHy Mmaxicecmu KIUHUYecKux HapyueHuu, 0CoOenHo COCMOsHUSL
cepOeyHo-cocyOucmoll U HepeHOl CUCmeM, a Maxdce Mmuna OOHOpA U BO3MONCHOCU OOCMUYb
CMAaOUIbHOU NPUMCUBAEMOCMU MPAHCHAAHmMama 6e3 pazeumusi peakyuu MmpaHcniaumama npomue

xosauna. Haunywwuil kiunuueckuil ucxoo Habnrooancs y oemeul 6 gospacme 00 2,5 nem ¢ DQ>70).

OOnum  u3  Haubonee  3HAUUMBIX  IPGexmos  mpancniaHmayuu  A61Aemcsi  COXpaHeHue
UHMENLEeKMYAIbHO20 pA36UMUsl  0emell, UMEIOWUX MANCENblll 2eHOMUN, ACCOYUUPOBAHMBIU C
Cepbe3HbIMU YMCMEEHHbIMU paccmpoticmeamu. 1lomymuenue po2osuybl ymeHbuiaemcest MeoeHHo, npu
9MoM He ucuezaem NOIHOCMbIO, CHOPMUPOBAHHbIE USMEHEHUs CKellemd, O0COOEHHO NO360HOYHO20

cmonba, makoice He KyRUpyomcsi 8 NOJIHOM obveme.
PekomenioBaHo neueHue nereit, kotopeie rotoBsaTesa K TT'CK o cxeme
1. lo nepecanku 12 Henens u niociie nepecaaku He menee 15-17 nenens npoogurcss O3T.

2. IIpoAomKUTENEHOCTD MEpe EPECAAKON Tepanusi MOXKET ObITh Kopoue 12 Helenb U 3TO 3aBUCUT OT

O6HIGI‘O COCTOAHUS IMAIMCHTA, HAJIMYUA IMOAXOLANICTO JOHOPA.



3. IlpopgomxutensHocts ®3T mocne TpaHCIUIAaHTAIMU 3aBUCUT OT ypoBHS ['Al, akTMBHOCTH
(pepmenTa anbda-L-uaypoHunasbl, COCTOSHUS AbIXaTEIbHOM, CEPIEYHO - COCYAMCTOW CHCTEM,

o011ero cocTosiHusl peOeHKa, BOCCTAHOBJICHUS TeMaToJI0rnYecKux napametpos [11,16].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeNbCTB — 4).

Kommenmapuu: Pewenus o evioope neuenus onsi nayuenma c¢ MIIC I Oondxxcna npunumamo
MYTbMUOUCYUNTUHAPHASL KOMAHOA. B smy epynny nomumo épaua Kypamopa u y3Kux Cneyuaiucmos
(6paua-nesponoeca, 6paua-Kapouon02a/8pava 0emcKko20 Kapouoio2d, 8paya-omopuHoIapuH2oLocd,
8paua-mpasmamonoza-opmoneoa u O0pyaux) OOJHCHbL 6X00UMb UMeruwue Oonvlm padbomovl ¢
nayuenmamu MIIC epau ¢ onvimom pabomuvl no nepecaoxke KOCMHO20 M032a (ecau obcyxcoaemcs
nayuenmsl ¢ cunopomom Iypnepa) u meouyunckuti ncuxonoe. Meouyunckuii ncuxonoe 00nHCeH umenms
onvim mecmupoganus oemeti ¢ MIIC IH yuumvieams msscenoe comamuieckoe cocmosinue pebenka,
HapyuwieHue Ccayxa U 3peHus, my20nodsudcHocms 6 cycmasax u m.o. [emu c¢ MIIC [ c

npoepeccupyrowum nopadicenuem L{HC ( DQ <70) pedice nonyuaiom noiv3y om mpaHcnianmayuu.

Bce nayuenmuor ¢ MIIC I mocym nonyyume @3T, mak kax 25mo yayywum comMamudeckue CUMnmoMbl
3abonesanus. Idpgpexkmusnocmo D3T 6ospacmaem npu ycroeuu mepanuu 8 paHHeM B03pdacme.
llayuenmoi, komopwvim naanupyemcs nposeoenue TI'CK, npeosapumenbro 00ndCHbL NOTYYUMb KYPC
@3T, nockonvky smo yayuywiaem Kiunuyeckoe cocmosanue nayuenma. TI'CK npumensemcs 0ns

nayuenmos 6 gospacme 00 2,5 nem.

TTCK y nayuenmoe ¢ cunopomom I ypnepa bonee ycnewina, eciu 8bINOIHAEMC HA PAHHEL CMaouu, U

00JIICHA npoeodumbc;z, KakK moJlbKO comamu4ecKoe CoOCnmoAHUue no3eoiun npoeecmu npouedypy

YV e3pocrvix nayuenmos ¢ MIIC I, komopvim 6 Oemckom eo3pacme 6Ovinia npouszeedena 11CK,
HeoOXo0uMo NpouU3BOOUMsb  NEPUOOUHECKVIO  KAUHUYECKYIO OYEHKY  KIUHUYECKUX CUMNIOMOS,
Konmponuposams ypoeenv 1Al 6 moue u me pedice 00HO20 paza 6 200 OYeHUBAMb AKMUBHOCHLb
Gepmenma anvgha-L-uoyponudasvl. B cuyuae npoepeccuposanus cumnmomos, yeenudenuu A" 6

Moue, CHUMCeHUsI aKMUsHOCmu pepmenma, Heobxooumo paccmompems nasnadenue P37,

Y nmaunmentoB ¢ MIIC I, xoropbim Obuia mnpousBeaeHa TI'CK, Heo0XoqumMo NpPOBOAUTH
NEPUOANYECKYI0 KIMHMYECKYH) OLEHKY KJIMHUYECKHX CHMMIITOMOB, KOHTPOJHMPOBATH YPOBEHb
I'AT' B Mo4e u He peske 2 pa3a B IoJl OCHUBATh AKTUBHOCTH epMeHnTa anbda-L-uaypoHunaassl.
B cayyae mporpeccHpoBaHusi CHMIITOMOB, yBeiau4YeHusi ypoBHss A’ B Moue, CHMKeHUSI

aKTUBHOCTH (pepMeHTa anbda-L-uaypoHuaaspl, He00X0AMMO paccMoTpeTh Ha3HaYeHne D3T.

3.2 CumMnoToMaTH4YecKoe JeYeHue

o PexoMeHI0BaHO TPOBEICHUE MEIUKAMEHTO3HON IIPEeMEIMKAIIMK  IPH IOSBICHHH TOOOYHBIX
AJUIEPTUYCCKUX PeaKIuil ¢ mocheayromeld nadysueid mapoauaaser** [18]. Ilpuaoxkenue A3.6 u
Ipuaoxenne A3.7

YpoBeHnb yoenutreabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH A0KA3aTeNbCTB — 5).



KommenTapuu: V nayuenmos ¢ MIIC, nonyuarowux @37, kax u npu 6/6 gederuu 106020 Opy2020
benkogoeo mpenapama, Mo2ym pazeumvbcsi NOOOYHblE peakyuu (IUXopaoxa, 03H0O, peoma,
KPAnueHuya, msaxcenvle peakyull 2unepuy8cmeumenbHOCmuy aulepeuyeckoeo muna), npoucxooaujue
UIU 80 8pemMs UHEY3UU Ul 8 meuenue OHs nposedenus ungyzuu. Ilpu nosenenuu nobouHsbIX peaxyuil
80 8pems/nocie uH@y3uu pekomeHoyemcs coomeemcmayruee ieueHue, npu Komopom Heooxooumo
C1e008amv COBPEMEHHbLIM CMAHOAPMAM  OKA3AHUS MEOUYUHCKOU NOMOWU (AGHMUSUCMAMUHHbLE
npenapamsl CUCMEMHO20 Oelicmaus, uoynpogen™™ wunu napayemamon™®*, ropmuxocmepouoHvle

npenapamsl CUCMEMHO20 Oeticmeusi (npedHu3onon™* unu dexcamemason™*)).

o Pexomenpyercst nanuentam ¢ MIIC [ koHCynbpranuu cieayronmx CenuaiucToB He pexe 1 pasza B
6 MecdleB WM 4Yaule I[Py HAJIWYUMU [IOKa3aHW: BpPauOM-OTOPUHOJIAPUHIOJIOIOM, BpavuoOM-

HeBposiorom [1, 2, 5, 14, 18].
YpoBeHnb yoenuteabHOCTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 5).

o Pexomenayercs nauuentam ¢ MIIC [ koHcynbpTanuu cieayronmx CrenualIncToB He pexe 1 pasa B
6 MecsleB WIM 4Yalle TMpyd HAJIMYUKA TOKa3aHWM: BpauoM-KapAHOJIOroM/BpauoM-/I1€TCKUM

KapJIMOJI0TOM, BpadyoMm-opronienom. [1, 2, 5, 14, 18].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

o Pexomenayercss mamumentam ¢ MIIC [ koHcymbranus BpaduoM-XUPYProMm/BpadyoM-IETCKUM

XUPYyprom (IIpy HAJIMYKUK MATOJIOTUH, TPEOYIOIIEeH XUpypruyeckoro BMemarenscraa) [1,2,5,14,18].
YpoBenb yoeaurteabHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB — 5).

e Pexomenayercs mnamuentam c¢ MIIC [ koHcynabranms BpauoM-IyJIbMOHOJIOIOM (IIPU HAJIWYUU

MaTOJIOTHH CO CTOPOHBI JAbIXaTeabHOM cuctemsl) [1, 2,5,14,18].
YpoBenn yoenureabHOCcTH pekoMeraanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

o JleyeHne xpoHudeckux 3aboneBaHUl (MOBEICHUYECKUX HAPYHICHHH, O(TaIbMOIOTHYECKUX
HapyIlICHW, OpPTONEAUYECKON  MAaTOJIOTMH, CyIOpOKHOro  cuHiapoma, Al, cepaeuHoi
HEJOCTATOYHOCTH, PELUAUBUPYIOLIUX OTUTOB, YACTBIX PECIUPATOPHBIX 3a00JI€BaHUM U 1p.) Y
naupeHToB ¢ MIIC 1 pexkoMeHAOBaHO MPOBOAWTH C YYETOM JECUCTBYIOIIMX KIMHUYECKUX
pEeKOMEeHJalui, MPUHUMAasi BO BHHUMAaHUE PE3YJIbTAThl KOMIUIEKCHOM OLIEHKHM CO CTOPOHBI BCEX

OpraHOB M CUCTEM M MEPCOHAIM3UPOBAHHBIE 1eu nanuenTa [1,2,5,14,18,34].
YpoBeHb yoenutreabHOCTH pekoMeHaaluu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — ).

KommenTapmii: Jleuenue nosedenueckux HapyuleHuil HPOBOOUMCS BPAYOM-HEBPON020M, OObIYHO

UCNOJIb3YIOMCA ceoamueHvie cpedcmea, AHKCUOIUMUKU U ()pyeue.

Buvibop npenapama, 0o3uposka, OIuUmMenbHOCMb Kypca Onpeodensaiomcs uHoueudyanvro. Havunarom
npuem OaHHbIX NPenapamos noo MuamenbHbIM 6pa4eOHbIM KOHMPOTLEM 8 YCI08UAX KPY2lOCYIMOYHO20

/ Onesnoeo cmayuonapa [1,2,5,14,18, 34].



e [Ipu odTanbMOIOTHYECKUX HAPYIIEHUSAX PEKOMEHIYETCS MPOBOIWTH JICUCHHUE IO IOKA3aHHIM,
non0op Tepanuu OCYIIECTBISATh Ha OCHOBAaHUM PEKOMEHIAIMN MO JICYCHUIO COOTBETCTBYIOIIUX
Hozousoruit [1,2,5,14,18].

YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

e PexkomeHIyeTCsl B KaueCTBE OPTONEANYECKON KOPPEKIIMN HAPYLIEHUS OCAaHKH, KOHTPAKTYp CyCTaBOB
C HCMOJb30BAHUEM HEXUPYPTHUECKUX METOAOB MPHUMEHATh (U3HONPOLEAYPl H JIe4eOHYIO
(GU3KyIBTYypy, HCIIOJIB30BaTh OpTONEenUYecKre ycTporcTa. Ilo mMmoka3aHMsIM OCYLIECTBIATH
XUPYPrUYECKOE JICUCHHE CHUHIPOMA KapIajbHOIO KaHaja, MPOBOAUTH JHAONPOTE3UPOBAHUE
Ta300€JPEHHOr0 WJIK KOJIEHHOTO CYCTaBa, KOPPUTHPYIOLIUE OCTEOTOMHUH JUIsl MCHPABICHUS OCH

koHeuyHocrei [1,2,5,14,18].
YpoBeHnnb yoenutreabHOCTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB — ).

e PexoMeHI0BaHO MPH PELUIUBUPYIONINX OTHTAX, YaCThIX PECHUPATOPHBIX 3a00JIEBAHUAX BEPXHUX
JIBIXaTeNIbHBIX MyTeH MPOBOAUTH CUMIITOMATUYECKYI0, aHTUOAKTEPHAIbHYIO T€pPANUIo, IPU OTUTaX

HE IPUMEHSTh TAaKTUKY «HAOMIONATh U KIaTh» [2, 35].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4).

e V¥V nanuentoB ¢ MIIC npu Hanmuyuy 3MUANENTUYECKUX TPUCTYIIOB PEKOMEHI0BAHO UCIIOJIb30BAHUE

MpenapaToB M CXEM JICUCHHS], HA OCHOBAaHWU PEKOMEHIAIMHI 110 JieueHuto >nuiencui [1,2,5,14,18].
YpoBenb yoeaurteabHOCTH pekoMeHaaunu C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

° PGKOMGHIIOBaHO y4acCTHuc MYHBTHI[HCHHHHHHapHOfI KOMaHAbI B BCACHHUHU CGpI[G‘-IHOﬁ

HenocrarouHocTH y manmentoB ¢ MIIC 1[1,2,5,14,18].
YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

e Ilpu neuenun aprepuanbHOil runeproHuu y nanueHToB ¢ MIIC I pekomeHI0BaHO Ha3HAYEHUE
AHTUTUIEPTEH3UBHOM TEpaMM B COOTBETCTBUM C KIMHUYECKHMMHU PEKOMEHJALMSAMH  I10

aprepuasibHOM runeprensuu [1,2,5,14,18].
YpoBeHb yoenutTeabHOCTH pekoMeHaanuu C (YpoBeHb I0CTOBEPHOCTH J0KA3aTeNbCTB — 5).

o Pexomenpyercst naruentam ¢ MIIC I ¢ HapyleHUsIME MOTOPHUKH KETYAOYHO-KUIIEYHOTO TPAKTa
(3armopamu) HCIOJIB30BAaHUE CIA0MTEIBHBIX IPENaparoB B COOTBETCTBHU C PEKOMEHAAIUSMH II0
3amopam [36].

YpoBenb yoenuTeabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB 5)

o Pexomenayercss marmentam ¢ MIIC I npu xpoHnueckoil Helponarumueckod OOIM Ha3HAUCHUE
IpenaparoB, BO3ACHCTBYIOLIMX HA LIEHTPAJIbHbIE MEXaHU3Mbl (POPMUPOBAHUS XPOHUUECKON OOJH:
MPOTUBOAMMWIICITHUECKUE TpenaparaMbl (7103a MOAOUpaeTCsl WHIUBUIYAIbHO), aHTUACTIPECCAHTOB
[37].



YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YPOBeHb J0CTOBEPHOCTH J0KA3aTENbCTB S)

KommenTapuu: Ilonosxxcumensrnoco agppexma hapmaxomepanuu xpoHuyeckou 601U y nayueHmos ¢
MIIC mooicHo Oobumbvcsi npu  yuéme NPUHUMAEMbIX NAYUESHMOM NpPenapamos u pe2yisipHoM
MoHumopumnee 6ezonacnocmu nedenus. Ilpu nevenuu 6OGoneeoeo cuHopoma y nayueHma ciedyem

UCNONB306AMb HAUMEHEe UHEA3UBHDLI CNOCOO.

3.3 Xupypruuyeckoe jJedeHue

Xupypruueckoe JjedeHue mnauueHtoB ¢ MIIC [ cnemyer mnpoBoauTh Ipu  ydacTuu
MYJIBTUJIMCUMITIMHAPHOW  KOMaHAbl B COOTBETCTBUM C  JACHCTBYIOIIMMU  KIMHUYECKUMU

PEKOMEHTALIASIMH.

e PexomeHayercsl manyeHTaM ¢ COXpPaHHBIM MHTEIUIEKTOM U HapylleHueM (YHKIMH KUCTeH WU C
HapyILICHUEM HEPBHOM IMPOBOAMMOCTH M0 pe3yaprataM DHMI onepanus 1eKoMIpeccud HEPBHBIX
ctBoyioB (HeBponu3 u gexommpeccust HepBa, Pacceuenue craek u JEKOMIIPECCHs CTBOJIOB HEPBHBIX

CIUIETeHHUI ), KOTOpasi MPUBOIUT K OBICTPOMY CTOMKOMY yiydiieHuto pyukumu [1, 2, 14, 19-22].
YpoBenb yoeaurTeabHOCTH pekoMeHaannu C (YypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 4)

KomMeHTapuu: uacmoma peyuousos KapnaibHO20 MYHHEIbHO20 CUHOPOMA ) NAYUEHMO8 C
paznuunoimu munamu MIIC neuzsecmmua. Ilockonbky nosmophas Kommnpeccusi MeOuaHHo20 Heped
gcneocmeue  pyoyesamus Ui OMAOJNCEHUS  2NUKO3AMUHOSIUKAHO8 — BO3MOJICHA,  HeoOX00UMO

npooondicams HabwodeHue.

o Pexomenayercsi mamuentam ¢ MIIC 1 Tuma mnpum coobmiaromiericss ruaponedaiud ¢
MPOTPECCUPYIONMINM YBEIIMUCHHEM JKEIIYIOYKOB 10 JaHHbIM MPT w/unmm moarBepxaéHHBIM
MOBBIIICHUEM JaBJICHHS IepeOpo-crnuHanbHOM xkuakoctu Oonee 250-300 cm BomHOTO CcTONOA

BEHTPHUKYJIO-IIEPUTOHEAIBHOE IIyHTUpOoBaHue [ 1, 2, 14, 19-22].
YpoBens yoenureabHOCcTH pekoMeHaannu C (YPOBeHb J0CTOBEPHOCTH J0KA3aTENbCTB 4)

o PexoMeHZOBAaHO  TPOBEACHUE  XUPYPIHUYECKOTO  BMEIIATENbCTBA  JUJI  MALMEHTOB  C
JIMarHOCTUPOBAHHBIM CTEHO30M LIEWHOIO OT/EJIA - JEKOMIIPECCUU CIIMHHOTO Mo3ra (Jlexomnpeccus

MMO3BOHOYHOTO KaHaJla MUKPOXMPYPrUuyecKas), YTO MMEET pellarollee 3Ha4eHUE B YCTPAHCHUU
crenosa [1, 2, 14, 19-22].

YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH A0KA3aTENbCTB — 4).

KommenTapuu: coasnenue cnunno2o mosea npueooum K HeoOpAMuMbIM — HE8POI02ULECKUM
HapyuwleHusmM, onepayuio ciedyem paccmampusams oaxce y NAYUEeHmMos 0e3 He8poI02udecKkoul
CUMNMOMAMUKU, eCNIU CASUMMAlbHbll Ouamemp NO380HOYHO20 KAHALA cyxiceH Oonee yem Ha 50%.
Xupypeuueckoe emeulamenbcmeo OO0NNHCHO BbINOAHAMBCA PAHbUWE PA3BUMUSL  HEBPOIOCUYECKUX

NposI6IeHULL.



o PexomeHnayercsi IpoBeeHUE XUPYPTUUSCKOM 3aMEHBbI Ta300€PEHHOTO WJIM KOJEHHOTO CYCTaBa,
KOPPUTHUPYIOIIUE OCTEOTOMUHU KOCTEH KOHEYHOCTEH MpHU BBIPAKECHHOM HApYIICHUU (QYHKIIUU
KOHEYHOCTH OOYCJIOBJICHHOW nedopmanueid wWiaum apTpo3oM, MpH OTCYTCTBHH d(ddekra oT
KOHCepBaTUBHOU Tepanuu [ 1, 2, 14,20,22].

Yposenn yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 4).

e PexkomengoBano namuentam ¢ MIIC I tuna paccMOTpeTh, IPU HAJIMYMU MOKa3aHUM, TPOBEICHUE
AneHOnI3KTOMUN (AIEHOUIIKTOMUM C UCHIOJIb30BAHUEM BHJIEOIHAOCKONMYECKUX TEXHOJIOTHIT) 1/
i Tonsmmkromun (TOH3WIIIKTOMUN € UCTIONIB30BAHUEM BUCOIHI0CKOMMUECKUX TEXHOIOTUI) C

LEJBI0 YIYYIIEHUS MPOXOJUMOCTH bIXaTeNIbHbIX IyTel [1, 38].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 5).

Kommenrtapuii: dannvie emewamenvcmea npumensiomcs y nayuenmos ¢ MIIC I muna, xax u 6
ooweti NOnYIAYUU, C CUHOPOMOM OOCMPYKMUBHO20 HOYHO2SO ANHOE, IKCCYOAMUBHBIM OMUMOM,
3ampyoHeHueM HOCOB8020 ObIXAHUS U PeYUOUBUPYIOWUMU UHDEKYUAMU BEPXHUX ObIXAMETbHIX Nymell.
IIpu smom Heobxooumo yuumwigamos, umo npu MIIC I muna Xxupypeuueckoe emeuiamenbCcmeo
mpebyemcs uawe, yem cpeou ooviunvix oemei. lIlayuenmam ¢ MIIC I muna credyem evioupamo
MAKCUMANbHO waosawue u 3ggdekmuenvle Memoouxu, omoasams NpPeonoymeHue 3HOO0CKONUYECKUM

emewamenvcmeam [39,40,41].

e Bcem nmammentam ¢ MIIC I pexomenayercst npoBefieHre 6-TH MUHYTHOTO TecCTa C XOAbOOW Jist

OLIEHKHU BbIHOCIUBOCTU (KOHTPOIIb 3 dextuBHOoCTH D3T) (Ilpunoxenue A3.5) [1, 2, 14,17].

YpoBennb yoeaureabHOCTH pekoMeHaanuu C (YPoOBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —5).



4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

Cneunduueckorr peabunuranuu nauuentam ¢ MIIC 1 ne tpelyerca. B kpyr peabuinTaninoOHHBIX
meporpusatuii marperTam ¢ MIIC I MoryT ObITh BKITIOYEHBI 3aHATHSA C MEIUIIMHCKUM IICUXOJIOTOM,
OTIbIX B CIECHUAJIU3UPOBAHHBIX CAHATOPUAX, a TAKXKE COLMAJbHAsA aJanTalus C Yy4acTHEM
CHEIUATNCTOB U COIMANbHBIX PAOOTHUKOB, Kypchl Maccaxka. Crienuduueckue MeToibl peaduinTaluuu

IIpHu HAJTUINHN OCJI0KHECHUM YKa3aHbl B COOTBETCTBYIOIIUX pa3aciiax.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

o PexomeHnayercsi KOHCYJIbTAIMs Bpauya-reHeTUKA mocie ycTtaHoBieHus nauarHo3za MIIC I nanueHty
WM ero OQUIUAIBHBIM TIPEACTABUTENSAM, C IEIbI0 Pa3bICHCHWM TE€HETHYECKOTO PHCKa,

00CyXI€HUSI BOBMOXXHOCTEH NMPEeHATATbHON U NMPEUMIUIAHTAI[MOHHON TMarHOCTHKY [2, 6].
YpoBenb yoeaurteabHOCTH pekoMeHaaunu C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5).

Kommentapuii: Cembsam ¢ nayuenmamu pexomernoyemcs MeouKko-eeHemuyeckoe KOHCYIbMUpo8anue ¢
yenvio onpeoenenuss 2eHemuveckoeo pucka. Kax u npu Opyeux aymocommo-peyeccuenvix
3aboneeanuax, npu MIIC mun I 0na Kaxcooii 0epeMeHHOCMU DPUCK POXCOeHUA pedeHKa
cocmasnsiem 25%. B cemvsx, e0e ecmv pedenox ¢ MIIC I, 603moocno npogedenue npenamaibHou u
NPeUMNIAHMAYUOHHOU  OUACHOCMUKU. {11 3mo2o pooumensim HeobX00UMo 00pamumscs 6

cneyuanusupoearmble ouazHocmu4ecKue Jza60pam0puu u MeduuuHCKue ueHnmpol.

IIpenamanvhas OuacHocmuka npoBOOUMCS MONEKYIAPHO-2EHeMUYECKUMU UTU  OUOXUMUYECKUMU
memooamu, nymem uccieoosanus /J[HK, evioenennou uz buonmama eopcun xopuona va 9-11 nedene
bepemennocmu u/unu Kiemox amHUuomu4eckou sxcuoxkocmu Ha 16-18 nedene bepemennocmu, niooHou

kposu Ha 20-22 nedene bepemenHocmu.

5.1 Ilpenaranbuas quarmocruxka MIIC 1

o Pexomenayercsi TpoBeIeHHWE TpEHATATbHOM JAMATHOCTUKH I JII0OOW  Mochemyromen
OEpEMEHHOCTH B CEMbSX, OTATOIICHHBIX XOTs Obl ogHuM ciydaemM MIIC I, HO B ciiydae nerkux
dhopm 00s1€3HH, pEIICHUE O €€ MPOBEACHUHU JOJDKHO OBITh MPHUHSTO MOCIIE MOAPOOHOTO 00CYKIACHUS

C cembeid Bcex puckos [1,2].

YpoBenb yoenurteabHOCTH pekoMeHAannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 5).

5.2. JlucnancepHoe HAOJIIOAEeHUE

IIposooumcs pecynsapnoe ounamuueckoe Haomooenue (Ilpunosxcenue A3.4)



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

6.1 Ilokazanus Qs rOCHIMTAJIU3ANUN B METULUMHCKYI OPraHU3alMI0

6.1.1 IMoxa3anus A1 NJIAHOBOM IrOCIUTAJIN3ANN:

MPOBEJCHNUE AUATHOCTUKH U JIeUEHHUsI, TPEOYIOINX KPYTJIOCYTOYHOTO MEIUIIMHCKOTO HAOIIOICHHS;
COCTOSIHME, TpeOyIollee aKTHBHOTO JIEYCHHS WU KPYIIIOCYTOYHOTO MEIUIIMHCKOTO HaOIIOIeHHUs
(TppDKEeceueHre, ONEepaTHBHOE JICUCHUE TIOPAKEHUS CYCTaBOB, IT03BOHOYHHKA, CKOJHO3,
aJICHOOKTOMUS, TOH3WLIDKTOMUS, HEUPOXUPYpPrHUECKas JIEKOMIPECCHS CHUHAPOMA 3aIsCTHOTO
KaHaja, YCTAHOBKAa TPAHCTUMIIAHUYECKOTO JpEeHa)ka IpH CPEeIHEM OTHUTEe, XHUpyprudeckas
KOPPEKLHU MMaToJI0TUu cepiedHo - cocyauctoit cucremsl (CCC) u npyrue);

COCTOsSIHHE, TpeOyrolee MPOBEIACHHUS BBICOKOTEXHOJOTUYHBIX METOMOB JICUCHHS (B TOM YHCIIE,
koHTpOJTb 3 PexTuBHOCTH TT'CK);

OTCYTCTBUE BO3MOXHOCTH obOecneueHus @O3T B aMOynaTOpHBIX U CTalMOHAPO3aMEIIAIOMINX
YCIIOBUSIX;

HEOOXOAMMOCTh TPOBEICHUS PA3IUYHBIX BUIOB DKCICPTH3 WM OOCIICAOBAaHUS B MEIUIIMHCKOM
OpraHu3allud TMpPH HEBO3MOXKHOCTH MPOBEAEHUS MX B aMOYJaTOPHBIX YCIOBUSX, TPeOyOIIuX

JTMHAMHUYECKOTO HAOMI0eHUs (B TOM YHcie opopMieHre 3aKiTtoueHns PeaepabHOr0 KOHCUIINyMa).

6.1.2 IloxazaHus 1jid SKCTPEHHON rOCHUTAJIN3ALMHI:

OCTpBIC 3a00JICBAHUS;

000CTpEeHHS XPOHUYECKUX OOJIC3HEH;

OTpaBJICHUS W TpPaBMbI, COCTOSIHHS, TPEOYyIOIIMEe WHTCHCHUBHOW TEpalud W TEpeBoaa B
peaHUMAIlMOHHBIC OTJICJCHUS WM OTJCJICHUS WHTEHCHUBHOW Tepamuu (B TOM YHCJIE TOOOYHBIC
peakIMM, MPOHUCXOISININE B IMporecce WHPY3UU WIK B TeUCHHUE JIHSA npoBeacHus uHPy3un D3T,
IIEPBUKAIBHBIN CTEHO3 C KOMIIPECCUEH CIIMHHOTO MO3ra M JPyTHe YrpOKAIOIINE >KH3HH OCTPhIC
COCTOSIHHUSA), @ TaK)Ke KPYITIOCYTOYHOTO MEIUIIMHCKOTO HAOIOACHUS W MPOBEICHUS CICIHATBHBIX

BUJIOB OOCJIEIOBAHUS U JICUEHU.

6.2 Iloka3aHusi K BbINUCKE MANMEHTA U3 MeIUIMHCKOM OpPraHu3aunm:

OTCYTCTBHE yTPO3bI KU3HH MMAIIMCHTA,
OTCYTCTBHE yIrPO3bI PA3BUTHS OCIIOKHECHUM, TPEOYIOIIMX HEOTI0KHOTO JICUCHHUS,

CTAOMJIM3AIMsl COCTOSHHUS M OCHOBHBIX KJIMHHKO-T1a00PaTOPHBIX IOKa3aTeJIeld IMaToJOrHYeCKOTo
npoIecca o OCHOBHOMY 3a00JICBAHHMIO;

OTCYTCTBHE HEOOXOAUMOCTH B TIOCTOSHHOM BpadeOHOM U KPYIJIOCYTOYHOM MEAUITMHCKOM
HaOJIIOICHUH TI0O OCHOBHOMY 3a00JI€BaHHMIO;

HEOOXOJMMOCTH TEepeBojJia TMalMeHTa B JAPYTyH OOJBHUIYY WM YYPEKJICHUE COIUATBHOTO

obecrneueHus.



7. JlonmoiHuTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSIHMA)

[Ipu mpoBeaeHNM Hapko3a W HMHTYOAIIMM HEOOXOAMMO IOMHHUTH O BBICOKOM PHCKE KOMIIPECCHH
CIIMHHOTO MO3Ta BCJIEICTBUE HECTAOMIBHOCTH aTJIaHTOAKCHAIhHOTO cycTaBa. KopoTkas e,
OrpaHUYEHHUE MOJBWKHOCTH HW)KHEH 4YENIOCTH, YBEIWYEHHE $A3bIKa, BbIPAXKEHHAs TUNEpTpodus
aJICHOUJIOB M MUHJAIMH CO3AA0T MpoOJeMbl MpHU MPOBEICHUU AHECTE3UOJIOTMYECKOrO MOCcoOus,
MOATOMY IPEANOYTEHUE CIAEAYET OTJaBaTh MECTHOMY WJIM PeTHOHAIBHOMY o0e30onuBanuio. [lanuent
NIPEIBAPUTEIHHO KOHCYJIBTHPYETCS BPa4OM-KapAHOJIOrOM/BPauoM JETCKHM KapAHOJIOTOM, BPadOM-
OTOPUHOJIAPUHTOJIOTOM, BpPauOM-aHECTE3HOI0TOM-PEAHUMATOIIOTOM, BpPauOM-HEBPOJIOTOM.
OO0s13aTeNIbHO TIPOBEICHHUE TOJTHOTO KapAUOJIOTMYECKOTO 00CHe0BaHus, MOIMCOMHOTpadun (s
BBISIBJICHUS] CTETICHM JBIXaTeNbHBIX HAPYIICHH), TP HEOOXOIUMOCTH - YHAOCKOMUU HOCOITIOTKH U
KOMITBIOTEPHOM Tomorpaguu Jerkux. OnepaTuBHOE BMELIATENbCTBO C aHECTE3UEH HEeoOXOAMMO
MPOBOJIUTHh B KPYITHBIX MEIMUIIMHCKUX LEHTPAx, UMEIOIINUX OTJACICHUE PEaHUMAllMM U WHTCHCUBHOMU
teparuu (OPUT), Tak kak wHTyOaus W TMOCHEIyIomas SKCTyOalus y TaKuX MalueHTOB MOXKET

BbI3BaTh 3aTpyaHeHus [1-3].



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepuun kayecrBa YpoBeHb YpoBeHb
y6eautenbHoCTH AOCTOBEPHOCTH
pekoMeHaaumm AOKa3aTenbCTB

1 BbinonHeHo onpeneneHue ypoBHA u crnekTtpa FAC mMoun (npu C 5

NnoCTaHOBKEe AMarHo3a)

2 BbinonHeHO onpeaeneHve akTMBHOCTM anbda L naypoHuaassl B C 4

nenkouuTax nepudepruyeckor KpoBu UM NATHaX BbICYyLUEHHOMN

KPOBW  WU/MAN  MONEKYNSIPHO-reHeTu4yeckoe  uccnegoBaHue
(BbiIsBNeHMe MyTaumn B reHe IDUA,) (npu nocTaHOBKe

AnarHosa)
3 BbINOMIHEHO Ha3HaueHWe hepMeEHTHOW 3aMeCcTUTENbHOM Tepanum A 1
C nNpuMeHeHneM napoHuzasbl B gose 100 EA/kr B Buze B/B

VIHCbYBVIVI €XEeHEOENBbHO NpPpU OTCYTCTBUA ﬂpOTVIBOFIOKaBaHVIVI

BbinofIHEHO onpeaeneHne rANKO3aMUHOIIMKAHOB Mo4yn  (He C 5
pexe 1 pas3a B 6 MecsueB, NauuMeHTam , He MoJsyyvarlwmm
(hepMeHTHY0 3aMeCcTUTEeNbHYD Tepanuio - He pexe 1 pasa B
roa)

5 BbinonHeHbl 2KI, 2x0-KI, XonTepOBCKOE MOHUTOpUPOBaHUE C 5
OKI 1 cyToyHOEe MOHUTOPMPOBaHWE apTepuasibHOro AaBleHUS
(ecnn He NpoBOAMAOCHL NpeAallecTByoWme 12 Mecsaues)

BbiNONHEHO onpegeneHne pa3MepoB MEYEeHU U Cene3eHKU Mo C 5
OAHHbIM  YNbTPa3BYKOBOr0 uMccnegoBaHus (M/Mam  MarHUTHO-
pe30HaHCHOM ToMorpadum opraHoB OpKOLWHOM MOAOCTU U/UAn
KOMMbIOTEPHON TOMOrpadun opraHos OpOLWHON NONOCTM) (ecnun
He NpoBOAWIOCE NocneaHne 12 Mecsues)

7 BbinonHeHa anekTposHuedanorpadus (ecnm He NpoBOAMIOCH B C 5
nocnegHue 12 mecsiues)

8 BbinonHeHa peHTreHorpadus OpraHoB rpyaHOM kneTtku (ecnm C 5
He npoBoAmMnacek nocnegHve 24 mecsiua)

9 BbinosiHeHa MarHUTHO-pe30HaHCHass ToMorpadus  LWEeNHOro C 5
oTAena No3BOHOYHMKA (€CnM He NMPOBOAMIIOCL B nocneaHue 24
mecsua)

10 BbinosHeHa KoMMbkoTepHass ToMorpaduss WAM  MarHUTHO- C 5
pe30oHaHcHas ToMorpadusa rofioBHOro Mo3ra (ecnu  He
NpoBOAMOCHL B NocneaHne 24 mMecsua)

BbinosiHeEHO oOnpeAeneHne CKOPOCTM HEepPBHOW MNPOBOAMMOCTU C 5
anekTpoHenpommnorpacdum (3HMI) (ecnu He NpPoBOAMNOCH
nocnegHue 12 mecsues)

11

BbinonHeHo onpepeneHve dyHKUMM BHELWHEro AbixaHusa (ecnu C 5
He npoBOAWMOCH nocnegHne 6 MecsueB) npu  OTCYTCTBUM
npoTUBOMNOKa3aHUM

12

BbinonHeHa NOMMCOMHOrpadus/KapamopecnnpaTtopHbIi C 5
13 MOHWUTOPUHI  naumeHtam MIMC I ¢ nopo3peHveM  Uan
NoATBEPXAEHHbBIM ANArHO30M CUHAPOMa OB6CTPYKTMBHOIO arnHo3
CHa (ecnun He npoBoAmaack nocnegHne 12 mecsaues)

BbinonHeHa peHTreHorpadus WenHoro, rpyaHoro 7 Cc 5
NOSAICHNYHOrO OTAEeNa NO3BOHOYHMKA, @ TakXe peHTreHorpadus
BEPXHUX W HWKHUX KOHEeYHoCTeh (ecnn He npoBoAnIach
nocnegHue 12 mecsiues)

14

15 BbinonHeHa ayamMomeTpus (ecnv He nposoauiack nocnegHue 12 C 5
MecsaueB)

BbinosnHeHa KOHCYyNbTauus Bpa4yoM-odpTanbMo0roM n C 5
16 nccrnenoBaHusl nepeiHero cerMeHTa rfasa MeToAoM 60KOBOro
OCBELLEHUS, U3MEepeHne BHYTPUINIa3HOro AABJIEHMS M OLEHKa
COCTOSIHWUS TNa3HOro AHa C LUenbl BbIABNEHUS T/1layKOMbl,
M3MEHEeHWs MPO3PAYHOCTM Ia3HbIX Cpea U COCTOSIHUS CeTYaTKM
(Ap®  HanuumMm natonorMm 3peHuns) (ecnnm He npoBoAMNAacb
nocnegHue 12 mec.)

BbinonHeHa KOHCYNbTaums BpPa4YOM-TreHEeTUKOM npun C 5
YCTaHOBJIEHMW AMarHosa v Mnpv naaHMpoBaHUM HepeMeHHOCTU B
cembe

17




Ne Kputepuun kayecrBa YpoBeHb YpoBeHb
y6eautenbHocTH AOCTOBEPHOCTHU
pekoMeHpaaumn AOKa3aTenbCcTB
18 BbinonHeHa KOHCYy/bTauns BpPa4YOM-KapAnosioroM/Bpayom- C 5
AETCKUM  KapAMONIOrOM MpU  HanuyuMu natonornm CepheyHo-
COCYANCTOM CUCTEMbI (eCNM HEe NpoBOAMNACh nocneaHue 6 mec.)

19 BbinoNHEeHa KOHCyNbTauus BpayoM-O0TOPUHOMAPUHIONOroM (Npu C 5
HaNNM4YnKM NaTosormMm Co CTOpoHbl JIOP-opraHoB u/vnuv BepXHUX
AbIXaTesNbHbIX NyTen) (ecnn He NpoBoAMICSA nocnegHue 6 mec.)

20 BbiNOAHEHA KOHCY/bTauMs BpPayYoOM-HEBPOJSIOFOM MPU Hannyum C 5
naTosIorMN CO CTOPOHbI LIEHTPasIbHOW HEPBHOM CUCTEMbI (ecnu
He npoBoamaca nocnegHve 6 mec.)

21 BbinonHeHa KOHCynbTauWsi BpayoM-TPaBMaTO/I0roOM-0pTONeAoM C 5
npy HanAMyuuM NaTonorMM CO CTOPOHbI OMOPHO-ABUraTeNbHOro
annapata (ecnm He npoBoAMnack nocnegHune 6 mMec.)

22 BbinonHeHa KOHCyNbTauuMsi BpayoM-XMpyprom/BpayvyomM-geTCKUM C 5
XUpyprom (npwm HanmMumm naTonoruu, Tpebytowen
XWPYPruyecKkoro BMeLlaTenbCTBa)

23 BbinosiHeHa ~ KOHCynbTauus  BPAYoOM-MysIbMOHONOMOM  (Mpw C 5
HaSM4YMKM NaToNOrMM CO CTOPOHbI AbIXaTe/IbHOW CUCTEMbI)

24 BbinosiHeH 6-TM  MUHYTHbIXW TecT C Xxoabbol (ecnn He C 5
npoBoAMSICS nocnenHne6 Mec.) npu OTCYTCTBUU
NpoTMBOMNOKa3aHui

25 BbinosiHeH aHanus KpoBU 6roxmMmnyecknin C 5
obweTtepanesTuyecknin  (anaHMHaMmMHoTpaHcdepasa  (AJIT),
acnaptatamMmHoTpaHcdepasza (ACT), obwuhm wmn  nNpsMon
6unupybuH, xonectepuH, Tpurnuuepuabl) (ecnn He NpoBoAMICS
B NpejlecTsytowme 6 mecsues)

26 BbinosiHeH o6bwmnii (KNMHUYECKUIA) aHanuM3 KPOBU pPa3BEpPHYTbIN C 5
(ecnun He npoBoAMACA B NpealwecTBylowme 3 mecaua)

27 BbinonHeH o6wum aHanuMs Moum (ecim He MpoBOAMICS B C 5

npealwecTsytowme 6 Mmecsua)

28 MpoBEeAEHO XWMPYPruyYecKoro BMeLaTenbCcTBa Afd MauueHToB C C 5

ANarHoCTMpoBaHHbIM CTEHO30M LenHoro oTaenNna -
AEKOMMNpecCnmn CNMHHOro Mo3ra
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IIpuaoxkenue Al. CocraB padoued rpynnsl mno
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

Baiinakoa Tanuna BukrTopoBHa- k.0.H.,, BeAylmUMid HAyYHBI COTPYIHUK Jaboparopuu
HacleAcTBeHHbIX Oone3Helt oomena ®I'BHY "Meauko-reHeTHueCcKii HayYHBIN LIEHTP UM. aKaJeMHKa

H.I1.boukosa".

BapanoB Ajexkcanap AuekcanapoBud- akaa. PAH, npodeccop, a1.M.H.; modeTHbIN npe3uaeHT Coro3a
neauarpoB Poccun, coBetnuk pykooautesnss HUW neauarpum u oxpansl 310poBbs aereit [IKb PAH,

IJIaBHBIM BHEIITATHBIN crielMaInucT neauarp Munsapasa Poccun.

BaxnoBa Hpuna BenumammnHoBHa- a.M.H., mpodeccop, 3aBemyromas kKadeapoil TroCHUTaIbHOU
neauarpuu Ileauarpuyeckoro daxynsrera @®I'bOY BO VYpanbckuil ['ocygapcTBeHHbIN MEAUIIMHCKUAN

YHUBEPCUTET

Bamakman3ze Haro J/I:kymOGepoBHa- 1.M.H., nomeHT Kadenpwsl (axynsrerckoii menuarpuun [1D
OI'bOY BO PHUMY wmmenn H.U. IIuporoa M3 P®, MHCcTUTYT menuarpuur U OXpaHbl 340POBbs
nereit [IKb PAH.

BockoooeBa Ejena IOpbeBHa - K.M.H., B.H.C. JJa0OpaTOpuM HACJIEJCTBEHHBIX OoJe3Hel oOMeHa

OI'BHY "Menuko-reHeTu4eCcKuil Hay4HbI [EeHTp" .

3axapoBa Exarepuna IOpbeBHa -1.M.H., 3aBeayromias jJaboparopueil HaCJIEeICTBEHHBIX Ooie3Hen

oomena ®I'BHY "Menuko-renernueckuii HaydHbli HeHTp uM. akagemuka H.I1.boukosa.

Ky3enkoBa Jlvogmuia MuxaiisioBaa- 1.M.H., PI'AY «HMMUL] 3n0poBbs aeteit» Munzapasa Poccun,
npodeccop kadeapsl neauatpun u gaerckoi pesmaroiorun ®IAOY BO Ilepsbiii MockoBckuit
rOCy/1apCTBEHHBIM MeIUIHUHCKUNA yHUBepcuTeT uM. M1.M. CeuenoBa MuHHUCTEPCTBA 3APABOOXPAHEHUS

Poccuiickoit ®enepannu (CeueHOBCKUI YHUBEPCUTET)

Kyues Cepreit UBanoBuu - wi.-kopp PAMH, n.m.H., nupekrop @I'bHY "Menuko-renetnyeckuit
Hay4yHbId HeHTp uM. akagemuka H.IT.boukoBa ", IIpe3uneHt Accouuanuy MEIUIIMHCKUX T€HETUKOB
(AMI).

Jlapuonosa Banentuna Unbuanuyna- 1.M.H., PI'bHY "UHCTUTYT SKCIEpUMEHTaIbHON MEIULIUHBI.

Jlooskanua3ze Tuna BHUKTOpOBHA- K.M.H., 3aBEIyIOIIas JHEBHBIM CTAallUOHAPOM U OTACICHUEM
nairaruBHor MeauuuHbl I'bY3 "I'Kb Ne 64 JI3M".

MuxaiisioBa Jlwoammia KoHcTaHTMHOBHA - A.M.H.,, Tpodeccop, ydeHwlid cekperapp DPI'BY
"HanmoHanbHbIM MEIUIIMHCKUNA MCCIIEI0BATEILCKUI LIEHTP TPaBMATOJIOTUM U opTonenuu umenn H.H.
[Ipuoposa" M3 PO.

MuxaiisioBa CBeriana BurtanbeBHa -1.M.H., 3aBenytomas otaeneHuemM DOI'BY  «Poccuiickas

Herckasa Knunnueckas bonsauna» M3 PO.



Moucees Cepreii BajneHTHHOBHY- 1.M.H., 3aBey 0NN Kadeapoil BHYTPEHHHX, TPO(HECCHOHATBHBIX
ooneszneir u pesmaronorun GIAOY BO Ilepseiii MI'MY um. U.M. CeuenoBa (CeueHOBCKUM

yauBepcuret) M3 PO.

Hazapenko Jlwoamuiaa IlaBaoBHa- n1. M. H., mpodeccop 3aciayxeHHbId Bpad PD,, pykoBoauTENb

naboparopun HacneacTBeHHoM nartonorun HUM menuuunckoit renetuku Tomckoro HUMIL PAH.

HamaszoBa-bapanoBa Jleiina CeiimypoBha- akaa. PAH, mpodeccop, a.m.H., mpe3uaeHt Coroza
nenuatpoB Poccum; mact-npesunent EPA/UNEPSA; pykxoBomutens HUU nemmarpum u oxpaHsl
3nopoBbs getedt LIKb PAH, 3aBenyromas xadenpoii (akylbTeTCKOM Meauarpuud NeAHUaTpudYecKoro
dakynerera ®I'BOY BO «PHUMY um. H.U. Iluporosa» Munsnpasa Poccun, TaBHbIN BHEIITATHBINA

JICTCKUM CIEIUAJIMCT I10 HpO(bHH&KTH‘ICCKOIZ MCAHUIIMHC MI/IH3I[p3.Ba Poccumn.

Huxutun Cepreii CepreeBuy - 1.M.H., ipodeccop, npeacenarensb «OOmecTBa CrenuanIucToB 1Mo

HCPBHO-MbLIIIICYHBIM 3a00JICBaAaHUSIMY.

IHeuarnukoBa Haraabs JleonmmoBua - pykoBogutenb lLleHTpa opdaHHBIX U JPYrUX penKux

3aboneBannii ['bY3 «Mopo3oBckast neTckas ropojckas KImHngeckast oonpHuma J[3My».

HonsxoBa Ouabra AJiekcaHAPOBHA- JeTckuili opronen, Tpasmarosnior PI'bY  «HannonanbHbIN
MEIULIUHCKANA MCCIIEI0BATENbCKUI UEHTP TpaBMarosioruu u oproneauu umenn H.H. IIpuoposa" M3
PO.

CemsiukuHa AJsuia HukoaeBHa- O.M.H.,, TH.C. OTICICHMSA KIMHHUYECKOM TreHeTuku POI'BY

«Mockoscknii HUM nequarpun u nerckon xupyprun Munsapasa Poccun.

Ynanosa OQOuabra BacmiabeBHa- k.M.H., OO0 «Menuko-renetuueckuii 1eHTp «leHOM»,
npeacenaresns Hwxeropoackoro ornenenus POMI, pykoBoautens LleHTpa MEIMIIMHCKON T€HETHKH
OI'bOY BO «I[ITUMVY» Munsnpasa Poccun, r. Huxuuii Horopon.

ABTOpBI TOATBEPKAAIOT OTCYTCTBUE (PUHAHCOBOM NONACPKKHU/KOH(PIUKTa HHTEPECOB, KOTOPBIM

HE00X0IMMO 00HAPO0BATh.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Hacrosimue pexoMeHmanuu NpeIHa3HAuYeHbl ISl NMPUMEHEHUS MEIWLMHCKUMHU OpPraHU3aLUsIMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX M MYHUIMIAIBHBIX OPraHoOB YIPABIICHUS
3paBOOXPAaHEHUEM, CUCTEM 00sI3aTEIBHOTO M TOOPOBOJBLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYyTUMU
MEAUIMHCKAMU OPraHU3alMUSIMHU  Pa3JIMYHBIX OPraHU3aLMOHHO-NIPABOBBIX (OPM JESATEIBHOCTH,

HANPAaBIICHHOW HA OKa3aHUE MEIUIUHCKOU MOMOUIH.

MYKOHOJII/ICElxapI/IIIOSI)I OTHOCATCA K PCAKHM HACICACTBCHHBIM 3360H6B3HI/IHM, YTO MHCKIIIO4YAacT
BO3MOXHOCTb IIPOBCACHUSA OOJIBIITNX KOTOPTHBIX W PAHIOMU3HUPOBAHHBIX KOHTPOJIHWPOBAHHBIX
I/ICCHeI[OBaHI/Iﬁ U 1 CO3JaHHA IIPOTOKOJIIOB MJHUArHOCTUKM MW TCPANMHU HCIOJBb3YIOTCA JIMIIb

TCMATHYCCKHEC UCCIICIOBAHUSA SKCIICPTOB, OHY6J'II/IKOB8,HHBIC B IIOCJICAHUEC ABa ACCATUIICTHA.

OI_[eHKa Kay€CTBa O0Ka3aTrCJbCTB W CHJIIbI peKOMeHI[aI_[I/Iﬁ MNPUMCHCHUA MCOWIMHCKUX TEXHOJIOTUM

MPOBOAMIIACH B COOTBETCTBUU C YHU(DHUIIMPOBAHHOM IIKAIOHN, MPUBEIEHHOMN B Tabmuax 1-3.

LeseBast ayTuTOPUS JAHHbIX KJINHUYECKUX PEKOMEH/TAIlHii:

. Bpauu o6meii BpaueOHOM MpaKkTUKH (CEMEHBIC Bpayun);
. Bpauu- nenguarper;

. Bpaun-repanesTsl;

. Bpauu-reneruku;

. Bpaun-naboparopHble T€HETUKH;

. Bpaun-xapauonoru;

. Bpaun-nerckue kapInoaory;
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. Bpauu- HeBponoruy;

O
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. Bpaun - nerckue xupypru
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. Bpauu - pentrenonoru;
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. Bpauu ¢hyHKIIMOHAIBHOM TMarHOCTUKY;
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. MeaunuHcKue NCuxojory;
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. CtynenTtsl MenuiuHckux BY308B;
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. OGyuarouuecs B OpJIMHaType.

Taomuma 1. Illxkama omenkm ypoBHEH moctoBepHOCTH mokaszarenbceTB (Y/J]) s meromos

JUAarsoCTHUKH (III/IaFHOCTI/I‘-IeCKI/IX BMCHI&TGJ'II)CTB)



yaa PacwudcdpoBka

1 CucrtemaTnyeckme 0630pbl WUCCNEAOBaHWM C KOHTposieM pedepeHCHbIM MeToAOM WM  CUCTeMaTMyeckui o0630p
paHAOMU3NPOBAHHbBIX KJIMHUYECKUX UCCef0BaHN C MPUMEHEHMEM MeTa-aHanm3a

2 OTaenbHbIE NccnefoBaHUs C KOHTPOEM pe('bepeHCHblM METOAOM UNN OTAENbHbIE PAHAOMU3UPOBAHHbIE KJIMHNYECKNE
nccnegoBaHna U cuctemaTnyeckune O630pb| nccnepoBaHnii noboro An3anHa, 3a UCKNKYEHMEM paHAOMU3IUNPOBAHHbIX
KIMNMHNUYECKUX nccnegosaHnm, C npuMeHEHNEM MeTa-aHann3a

3 NccnepoBaHmsa 6e3 nocnenoBaTenbHOro KOHTPOSA pecbepeHCHblM METoOA0M WM mnccnegosaHMa C pecbepeHCHblM
MEeToA0M, He 4BNdLWwMMcAa HelaBUCMMbIM OT wmccnegyemoro Metoga WM HeEpPaHAOMU3NPOBAHHbIE CpaBHWUTEJNIbHbIE
nccnenoBaHusd, B TOM YMCne KOropTHble nccnegoBaHuns

4 HecpaBHUTENbHbIE NCCNEAOBaHUA, ONMCAaHUE KIMHUYECKOro Crly4vas

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUSA WU MHEHMe SKCnepToB

Tabamoma 2. Ilkama OLEHKM ypOBHEW JA0cTOBepHOCTH jokazarenbeTB (YJI) mis meromoB

NpoQUIaKTUKHY, Je4eHus MU peadunutanuu (mpouiakTUYecKuX, Je4eOHbIX, PeadMIMTAIIMOHHBIX

BMEILIATEIbCTB)
yan Pacwuudposka
1 Cucrtematmyeckuin 063op PKU ¢ npmeHeHneMm meTa-aHanmsa
2 OtaenbHble PKU 1 cuctematmyeckme 0630pbl uccnenoBaHun nwoboro amsariHa, 3a ucknaodeHnem PKW, ¢ npuMmeHeHunem

MeTa-aHannsa

3 HepaHaoMU3MpOBaHHbIE CPABHUTESIbHbIE MCCIEA0BAHMUS, B T.4. KOrOPTHbIE UCCNEN0BaHNS

4 HecpaBHWUTENbHbIE WCCNENOBaHNSA, OMUCAHWE KMHUYECKOro C/yyasl WM Cepuu CJlyuyaeB, MCCNeNO0BaHus «cyyai-
KOHTPOJIb»

5 MimeeTca nuwb 060CHOBaHWE MexaHu3Ma [AENCTBUS BMewaTenbcTBa (AOKAMHUYECKME WUCCEeA0BaHUS) WM MHeHue
3KCMepToB

Ta6aumuna 3. Illkana oneHku ypoBHEH yoOemuTenbHOCTH pekoMeHmanuid (YYP) mns meromnos
npo(UIAKTUKY, [UAarHOCTHKH, JIEYEHUS U peadunurtauuu (MpouiIakTUYECKHX, AMArHOCTUYECKHUX,

ne4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIHCTB)

YYP PacwudpoBka

A CunbHas pekomeHzauusa (Bce paccMaTpuBaeMble KpUTepun apheKTUBHOCTM (MCXOAbI) SBASIOTCS BaXXHbIMU, BCE
NCCNefoBaHMs MMEKT BbICOKOE MWW YAOBNETBOPUTENIbHOE METOAO0/IOMMYECKOe KauyecTBO, WX BbIBOAbl MO
WHTEPECYIOLMM UCXOAaM SBASIOTCA COrNacoBaHHbIMM)

B YcnoBHas pekoMeHaaums (He BCe paccMaTpyBaeMble KpUTepun ahheKTUBHOCTU (MCXOAbl) SBASIOTCS BaXHbIMMU,
He BCE WCCNefoBaHUS WMMEKT BbICOKOE WAW YAOBNETBOPUTENIbHOE METOAO0SIOMMYECKOE KAvyecTBO W/UN KX
BbIBO/bI MO MHTEPECYIOLMM UCXOAaM HE ABSTCS COrNacoBaHHbIMM)

@ Cnabasi pekoMeHAaums (OTCYTCTBME A0KA3aTebCTB HAANeXallero Kayectsa (BCe paccMaTpuBaeMble KpUTepum
3hdEKTUBHOCTU (MCXOAbl) ABMAOTCS HEBaXHbIMW, BCE WCCNEAOBAHWS WMEKT HU3KOEe MEeToAoSIorMyeckoe
KauyecTBO M UX BbiBOAbI MO MHTEPECYIOWMUM UCXOAAM HE ABAOTCS COrNTacoBaHHbIMMN)

IKOHOMMYECKHMId AHAJIU3:
AHanu3 CTOMMOCTH HE MPOBOJAWIICS U MyOIUKALKMU MO (papMaKOAIKOHOMUKE HE aHAIM3UPOBAIIUCH.
MeToa BaJauan3auMu peKOMEeHAAUM:

o BHewmHss dKcniepTHas OLICHKA;

e BHyTpeHHss dKCIIepTHAs OLIEHKA.

Onucanue MeTo1a BAJINAN3ANUN PEKOMEHIALMM:



Hacrosmue pexoMeHmanuu B TMpEABAPUTEIBHON BEepCHU OBUIM PEICH3UPOBAHBI HE3aBUCHMBIMH
AKCHEPTAMH, KOTOPBIX MOMPOCUIIA TPOKOMMEHTUPOBATh MPEXKIAE BCETO TO, HACKOJIBKO MHTEPIIPETALUS

JIOKAQ3aTeNbCTB, JICKAIMX B OCHOBE PEKOMEH AN, TOCTYITHA ISl IOHUMAHUSL.

[TonyyeHsl KOMMEHTapUM CO CTOPOHBI Bpadyeil IMEPBUYHOIO 3BEHA B OTHOIIEHUM JIOXOAYUBOCTH
U3JIOKEHUS PEKOMEHJAIMi M KX OLEHKH BaXXHOCTH pPEKOMEHJAIMil Kak pabodyero MHCTPyMEHTa

IIOBCEHEBHOM ITPAKTUKHU.

HpC,Z[BapI/ITSHBHaﬂ BCpCHUs OblJIa TaKKe HalpaBJicHa PCLOCH3CHTY, HC HMCIOIIEMY MCIHUIHMHCKOI'O

O6p330BaHI/I$I, AJI1 TTIOJTYUYCHUA KOMMCHTAPUCB C TOUKHU 3PCHUSA MCPCIICKTHUB ITALIUCHTOB.

KomMeHnTapuu, mnoiydeHHbIE OT SKCHEPTOB, THIATEIBHO CHUCTEMATU3UPOBAIUCH M OOCYXKIAIHUCh
npejceaareneM U ujaeHamu padodeit rpynmnbsl. Kaxxapiii myHKT 00Cy»k1acsi, 1 BHOCUMbIE B PE3yJIbTaTe
9TOr0 M3MEHEHHUS B PEKOMEHJALMHU PErucCTpUpOBanuCh. Ecin ke M3MEHEHUs HE BHOCWIIHCH, TO

PETUCTPUPOBATUCH IPUYUHBI OTKa3a OT BHECEHHS U3MEHECHUM.
Koncynbranust M 3KCrepTHas OLEHKA:

HpOGKT pCKOMeHI[aHI/Iﬁ OBLI PCOCH3UPOBAH HE3aBUCUMBIMU JSKCIICPTaMH, KOTOPBIX IOMPOCUIN
IMPOKOMMCHTHUPOBATD, IMPCIKAC BCCTO, AOXOAYHUBOCTb U TOYHOCTDb MHTCPIIPECTAINN I[OKaBaTGHBHOfI 6213]31,

JIe)KalIe B OCHOBE PEKOMEH AN,
PaGouas rpynmna:

JUisi  OKOHUATENbHOW pENaKIMUd M KOHTPOJS KadyecTBa PEKOMEHJAlUU ObUTM  MOBTOPHO
IpOaHaTU3UPOBAHBI YJeHAMU pabodeil rpyIbl, KOTOPHIE MIPHIILIN K 3aKII0YEHHUI0, YTO BCE 3aMEUaHUs
Y KOMMEHTapHH SKCIIEPTOB MPUHATH BO BHUMAHUE, PUCK CUCTEMATHUYECKUX OMIMOOK MpH pa3padoTke

pEKOMEHJALMI CBEJIEH K MUHUMYMY.
IMopsiiok 00HOBJICHNSI KIMHUYECKUX PEKOMEH/ 1Al M.

Mexanu3m OOHOBIICHHUS KIMHMUYECKUX PEKOMEHJAIMN MpeIycMarTpuBaeT HUX CHCTEMAaTHYECKYIO
aKTyallM3alio0 — HE peXe 4YeM OJWH pa3 B TPHU TO/Aa, a TaKXKEe MPHU TMOSBICHUH HOBBIX JAaHHBIX C
NO3ULMU JIOKA3aTeJIbHOM MEIMUMHBI 110 BOMNPOCAM JUArHOCTUKH, JE€YEHUs, NpO(UIAKTUKH U
peadbmIuTaly KOHKPETHBIX 3a00J€BaHUM, HAIMYUU O0OOCHOBAHHBIX JIOMOJHEHUM/3aMeUaHnuil K paHee

yTBepxAEHHBIM KP, HO He vamie 1 pa3a B 6 mecsues.



Ipuaoxkenue A3. CripaBouyHble MaTepPHAJIbI,

BKJII0YAsl COOTBETCTBHE MOKA3AHNN K MPUMEHEHUIO U

l.

9.

10.

11.

12.

MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

IIpusoxkenue A3.1 HopmaruBHbBIE JOKYMEHTbI, HCII0JIb30BAHHBIEC IIPH
MOATOTOBKE KJINHUYECKUX PEKOMEHAAIMH

[Ipukaz MunuctepcTBa 3apaBooxpaneHuss P® "OO6 yreepxkaeHun I[lopsnka oka3aHus

MEIUITTHCKOM TOMOIIY OOJBHBIM C BPOXKJICHHBIMH U (WJIH) HACJICICTBEHHBIMU 3200JICBAHUSIMU" OT
15 nosiOpst 2012 . N 917n).

. [Ipukaz MuHHUCTEPCTBA 3IPAaBOOXPAHEHUS U colaibHOro pazBuTusi PO ot 16 anpens 2012 . N

366H "O06 ytBepxaenun [lopsnka okazanus neguarpudeckor nomouu"

. [Ipuka3z Munznpasa Poccun ot 11.10.2018 Ne 694n CranmapTt nepBUYHONW MEIUKO-CAHUTAPHOMN

MOMOIIH IETAM MpHU MyKomnonucaxapunose | Tuna (pepmenTHas 3aMecTUTENbHAS Tepamus)

. I[Ipukaz MunzgpaBa Poccuu ot 11.10.2018 Ne 696n  Crangapt cnenuain3upoOBaHHOU

MG,Z[I/ILII/IHCKOﬁ nmoMomu ACTAM IIPHU MYKOIIOJIMCAXapruao3¢ I tuna (,Z[HaFHOCTHKa N WMHUIHanus

(bepMEeHTHOI 3aMECTUTEIHHON TEeparmm)

. CTaHmapt crenuaau3upoBaHHON MEAUIIMHCKON MOMOIIM JETSIM NpU MyKonojiucaxapuaose I tuna

(dbepmenTHas 3amectutenbHas Tepanus) [Ipukas Munznpasa Poccun ot 11.10.2018 N 6951

. Unopmanus o nexkapcTBeHHbIX Mpenaparax: [ocynapcTBeHHBIN peecTp JIEKapCTBEHHBIX CPEICTB:

https://grls.rosminzdrav.ru

. ®enepanbHbiii 3ak0H 0T 21 HOAOps 2011 . Ne 323-D3 «O6 ocHOBax OXpaHBI 30POBBS TPAKIAH B

Poccuiickoit @eaepanuu» (Cobpanue 3akoHonarenbctBa Poccuiickoit @eneparu, 2011 1., Ne 48,
CT. 6724);

. MexxnyHapoaHas kiaccudukamus 00JIe3HEH, TpaBM U COCTOSHHUM, BIUSIOMMX Ha 370poBbe (MKbB

—10);

[Tpukaz M3 P® ot 20 nexabpst 2012r. Ne 11831 «OO0 yTBep>KI€HUU HOMEHKIIATYPhl JOJIKHOCTEH
MEIUIIMHCKUX Pa0OTHUKOB U (hapMaIeBTUUECKUX PAOOTHUKOBY.

[Ipukaz M3 P® ot 23 wmtona 2010 . Ne 541n. Enunbpiii kBaduUKaIMOHHBIN CIPaBOYHUK
JOJDKHOCTEM  PYKOBOJIMTENEH, CIEUMAIMCTOB M CIyXKalux, pasaen KsanupukanuoHHbIe
XapaKTePUCTUKU JTOJKHOCTEHN pabOTHUKOB B c(pepe 3paBOOXpaHEHUS.

OenepanbHblii 3akoH OT 25.12.2018 Ne 489 489-®3 «O BHeceHuu u3MeHeHUU B cTatbio 40
®enepanpHoro 3akoHa "OO 00s3aTeNbHOM MEIULMHCKOM CcTpaxoBaHuu B Poccuiickoit
Oenepanun" n denepanbubiii 3akoH "OO OCHOBaxX OXpaHbl 340pPOBBS TpaxaaH B Poccuiickoi
®Oenepauun” MO0 BOMPOCAM KIMHUYECKUX PEKOMEH AN,

[Ipukaz MunzapaBa Poccum Ne 103H ot 28.02.2019 1. «O0 yTBEep)XKICHHHM TOpPSIAKA U CPOKOB
pa3pabOTKM KIMHMYECKUX PEKOMEHJALUW, UX IepecMOTpa, TUIIOBOM (OpPMbI KIMHUYECKUX
pEeKOMEeHJaluii U TPEOOBAaHUN K UX CTPYKTYpE, COCTaBy U Hay4YHOH 000CHOBAaHHOCTH BKIIIOUAEMOM

B KIIMHUYCCKHUC PCKOMCHIAINN I/IH(bOpMaHI/II/I».



13. [Ipukaz Munzapasa Poccun ot 13.10.2017 N 804n "OO yTBepKIECHHUH HOMEHKIATYPHI
MEJIUIIUHCKUX yCIyT".

14. [Ipukaz MwunHuctepcTBa Tpyaa M comuaidbHOM 3ammtel PO or 27 asrycra 2019 . 585H «O
KIaccu(UKausaXx W KPUTEPUSIX, HCIOJIBb3YEeMbIX TMPU OCYIIECTBICHUH MEIUKO-COIUATIBLHOM
AKCHEPTU3bl TpakaaH (eAepatbHBIMU TOCYIaPCTBEHHBIMH YUPEKICHUSIMH MEIUKO-COLUaIbHON
DKCIIEPTU3BDY;

15. IIpuka3z MunuctepctBa 3apaBooxpanenus PO ot 14 suBaps 2019 r. Ne 4u
«O0 yTBEepXKIEHUU TIOpSAIKAa HA3HAYCHHS JIEKAPCTBEHHBIX IMpenaparoB, (OpM pelenTypHbIX
OJJaHKOB Ha JIEKAPCTBEHHBIE IpenapaThl, Mopsiika o(pOpMIIEHHs yKa3aHHBIX OJJAHKOB, UX ydeTa U
XpaHEHUS»

16. IIpukaz MuUHHCTEPCTBO 31PaBOOXPAHEHUS U COLMAIbHOTO pa3Butus Poccuiickoit @enepaunn «O
MOPSAJIKE NPUMEHEHHUsI JIEKAPCTBEHHBIX CPENCTB y OOJBHBIX MO JKU3HEHHBIM IOKa3aHUSIM» OT 9
aBrycra 2005 . Ne 494

17. Uadopmanmonnoe nucbMo Mun3apaBa Poccuu 1Mo BO3MOXKHOCTHU 3aKYIKH JIEKapCTBEHHOTO

nmpenapara mo ToproBomy HamMeHoBaHuio (https://www.rosminzdrav.ru/news/2019/12/18/13043-

minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-

OcHOBHBIE HOPMATHBHO-IIPABOBbIE AKTHI, PeryJIHpPYyOLINe OKa3aHue
NAJUIMATUBHON MeIMIMHCKOH MOMOIIU

l. ®denepanpHblii 3akoH "O BHeceHUU n3MeHeHul B DenepanbHblil 3akoH "O0 0CHOBaX OXpaHbI
310poBbs TpaxkaaH B Pocculickoit denepanuu" 1o BorpocaM OKa3zaHUs NAJJIMATUBHONW MEIUIIUHCKOM
nomornru" ot 06.03.2019 Ne 18-D3.

2. [Ipuka3 Munszapasa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEPKJICHUU TOJIOKEHHUS 00 OpraHu3alii OKa3aHus NaNIMaTUBHON MEIUIIMHCKON TTOMOIIH, BKJIIOYAs
MOPSJIOK B3aUMOJICHCTBUS MEIUIIMHCKUX OpraHU3alldii, OpraHU3allid COIMATBHOTO OOCITYKUBAHUS U
OOILIECTBEHHBIX OOBEAMHEHUM, WHBIX HEKOMMEPUECKHX OpraHu3aluii, OCYIIECTBISIOIINUX CBOIO

JESITENBHOCTD B C(hepe OXPaHbI 310POBbS.

3. [Ipuka3z MunznpaBa Poccun No 348u ot 31 mas 2019 roma «O0 yTBEp)KIEHHM MEpeyHs
MEAMIMHCKUAX W3AENuM, TNpeAHa3HAYCHHbIX [UIsl TOAJEpKaHHMs OPraHoB M CHUCTEM OpraHu3Ma

YCJIIOBCKA, IMMPCAOCTABIIACMBIX I UCIIOJIB30BaAHUS HA JOMY».

4. [Tpuka3z MunszapaBa Poccun Ne 5051 ot 10 urons 2019 roga «O6 yrBepxaenuun Ilopsiaka
nepenayv OT MEIUIMHCKOM OpraHu3allyiy MalueHTy (ero 3aKOHHOMY IMPEICTaBUTEIN0) MEIULUMHCKUX
W3JIEIHi, TpeAHa3HAYCHHBIX JIJIS oJAepKaHusl (QyHKIIUN OPraHOB U CUCTEM OpraHU3Ma YellOBeKa, IS

HCIIOJIb30BaHU HAa TOMY TP OKa3aHUU MaJlJIMaTUBHOMN MC}IHHHHCKOﬁ IIOMOIIIN» .

5. [Tpukaz M3 PO Ne 831 ot 3 oktsi0pst 2019 roga «O0 yTBep>KIeHUU BETOMCTBEHHOU 11€J1€BOM

IporpamMmabI «Pa3BuTHe cucTeMbl OKa3aHUs MalIuaTUBHOM MCI[I/IHHHCKOﬁ IIOMOIIIN» .


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

IHpuaoxenue A3.2 Knaccupukanusa MyKoOnoJanucaxapua03oB.

Knaccudukanms Mmykononucaxapuaosos. [7]

MMC Moatun CuHApOM leH depMeHTHbIN gedekT JNokyc OMIM
I MMNCIH l'ypnep IDUA Oedbvunt anbda-L- 4p16.3 607014
naypoHunaassl
MAOC 1 l'ypnep-Lerie 607015
H/S
MMCIS Lerie 607016
II MIC II XaHTepa IDS Oedvumt  mnaypoHat-2- Xq28 309900
cynbdaTasbl
I1I MMC CaHdununno 252900
IIIA SGSH Oedvunt renapaH-N- 17925.3
cynbdaTasbl
MMNC NAGLU Oedvunt N-auetun-a-D- 17g21.2 252920
II1B rNOKO3aMUHMAA3bI
Oedvunt N-auetun-a-
rAtoKO3aMUHMAA3bI
MIMC HGSNAT Oedvunt renapaH-a- 8p11.21 252930
IIIC rIOKO3aMUHUA N-
aueTunTpaHcdepasbl
MMNC GNS Oedvunt N- 12g14 252940
IIID aueTUIrIioKo3aMnNH-6-
cynbdaTasbl
v MMNC Mopkno GALNS Oedvunt 16g24/3 253000
IVA ranakro3aMmmnH-6-
cynbdaTasbl
MMNC GLB1 Oedvunt B- 3p21.33 253010
IVB rasiakTo3naasbl
VI MMC VI MapoTo-Jlamu ARSB Oedvunt N- 5gq14.1 253200
aueTuiranakTo3aMuH-4-
cynbdaTasbl
VII MMNC VII Cnas GUSB Oedvunt B- 7q21.11 253220
rAIOKYPOHMAA3bI
IX MIMC IX HenocTtaToyHOCTb HYAL1 Oedvunt 3p21.31 601492
rmanypoHuaasbl rmanypoHuaasbl

IIpuioxkenue A3.3 BroipaxkeHHOCTHh KAMHUYeckuX mnposiBjaenuit MIIC 1 B
pa3HoM Bo3pacrte

BripaxkeHHocTh KnuHMYeckux nposisiiennii MIIC I B pasHom Bo3pacte

Cucrema CuMnTOM Oetn Moapoctkn/
B3poC/ible
CepaedHo-cocyaucTas Kapavomunonatusa + ++
YTonuweHne CTBOPOK KlanaHos +++ +++
LHC HapylueHue noseneHus ++ ++
LlepBukanbHasa Mmmenonatms ++ +++




'mapouedanus ++ ++
3ajepXKa UM OTCTaBaHuMe B +++ ++
pa3BuTumn
Cynoporu + 4+
HapylweHune rnotaHus + +
MuweBapuTenbHas Onapes + +
cucteMa
[enaTocnneHomeranus +++ +++
OpraH cnyxa [MoTepsa cnyxa ++ ++
Peunansupyrowmnii cpegHmi ++ ++
oTuT
OpraH 3peHus Ouctpodus ceTuatkm + +
MoMyTHeHune porosuubl + +++
CkeneTtHo- HecTtabunbHocTb aTtnaHTo- + +
MbllleYyHas OKLMMNUTANIbHOIO COY/IEHEHUS
TyYHHENbHbIN KapnanbHbIl ++ ++
CUHAPOM
py6bie yepThbl NMnLa +++ ++
Oucnnasua TbC ++ ++
MHOXeCTBEHHbI AU30CTO3 + +
pbbkKn +++ ++
KOHTpakTypbl CycTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[bixaTenbHas O6CTpYKTUBHOE anHoO3 BO CHe +++ +++
PectpukTnBHoe  3abonesaHue + +
nerknx
O6cTpyKuma BEPXHUX +++ +++
AblXaTeNbHbIX NyTen
Cneuvanb- [JepmaTtaH cynbdat B Mo4e ™" ™"
Hble nabopaTopHble
TecTbl
[enapaH cynbdaT B Moue ™ ™
MaoypoHunaasa W Wl
Obwwme FAl B Mo4e M ™

Ipuaoxenue A3.4 Yacrora nposenenusi oocienosanusi y nauueaTos ¢ MIIC 1
THNA

WccneposaHus [MepBoHayanbHas Kaxable Kaxxable Kaxxable 12 OauH pa3s
oLeHKa 3 mec 6 Mec Mec B 2 roga
Mpuem Bpava-reHeTuka X X

MoaTBep)>xaeHme amarHosa X



AHaMHe3 60n1e3Hu

KnuHuueckmi 0oCMOTPp
Bpaua-neguarpa

Pocr, BeC, OKPY>XHOCTb
ros1oBbl

BbIHOCNMBOCTb (6-Tn
MUHYTHBIN TeCT X0Ab6bI)?

OcMOTp Bpava-HeBposnora

OcmMmoTp Bpada-xupypra/
Bpa4a-AeTCcKoro xupypra

KomnbloTepHass  Tomorpadus
mnn MPT ronoBHoOro mMo3sra

KorHutnpHoe TecTMpoBaHue

(DQ/1Q)?

2OnekTpoaHuedanorpamMmMa

CkopocCTb HepBHOM
nposoagmMocTtu/ DMl

OcmoTp Bpauva-
OTOpPUHOJIapUHrosiora

OcmMmoTp cypaonora-
OTOpPMHONIApPUHroJsiora

AyannomeTtpus

OcmoTp Bpaua-
ocdTanbmonora

OcTpoTa 3peHus

OCMOTp rnasHoro gHa

MccnenosaHue porosuubl

OcmMmoTp Bpaua-
nysbMOHoOJIOra
oBA (nccnepoBaHune

HEeCrnpoBOLMPOBAHHbIX
06beMOB 1 MOTOKOB)

WUccnepoBaHune CcHa/
nosimcoMHorpadus
KapanopecnupaTopHbIii
MOHWUTOPUHI

OcmMmoTp Bpauva-
KapawvoJsiora/Bpaua-

AETCKOro kapauosora

DneKkTpokapavorpamma

Dxokapauorpadus

OcmoTp Bpaua-
TpaBMaToJiora-oproneaa

PeHTreHorpadus ckeneta

Y3U opraHos 6ptoLHOM
nonoctn; ob6beM ceneseHku,
nevyeHu

OcmoTp Bpaua-
dusmnorepanesTa




Mpuem Bpaua no neyebHoOMn X X
cbuskynbType

OcmMmoTp Bpada- X X
cromartonora/Bpada-
AETCKOoro cromarosiora

JNa6opaTtopHblie

uccnenosaHunA

Onpepenexne ' Al B Moye X X
AHanus KpoBM X X
Buoxmmunueckni

obLeTepaneBTUYECKNI

(anaHnHaMuHoTpaHchepasa

(ANT),

acnapTataMmHoTpaHcdepasa

(ACT), obwuii wn npsMmon

6mMnnpybuH, XONecTepuH,

TpUrnnuepuabl)

' Jlns mereit crapine 5 et; paccTOSHUE, MPOMACHHOE 38 6 MUHYT (IIPEIMOUTHTEIBHBIM SBIACTCS TOT
KE TPOMEXKYTOK BPEMEHHM, YTO MU B MPEAbIAYLIMX TECTax J3TOro MalMeHTa); YHUCIO CTYyNeHeM,
MPOMAEHHBIX BBEpX 3a 3 MHUHYTHL. OreHuBaroTcsa mokasarenu carypauuun SpO2, Y/, YCC mo mu
HocJie Harpy3KH.

2. DQ nmu Kosdpdurment ymcrBennoro passutusi (KYP) - croco6 cpaBHEHHS HHTEIUICKTYalbHOTO
Pa3BUTHS, CBOMCTBEHHOTO TaHHOMY BO3pacTy (YMCTBEHHBIX CITIOCOOHOCTEN peOeHKa MO OTHOIICHHUIO K

€r0 CBEPCTHHUKAM), C XPOHOJIOTUYECKUM BO3PACTOM ((PaKTHUECKHM BO3PACTOM PEOCHKA).

KVYP paccuntbiBaercs 1€I€HUEM MHTEILIEKTYaJbHOIO BO3PACTa HA XPOHOJIOTMYECKUH U YMHOKEHUEM
Ha 100 nns momyuenus uenoro uncia. Cpenuuil k03hGUIHMEHT YMCTBEHHOTO pa3BUTHUS IS J1IOOOTO

Bo3pacra cuuraercs paBHbM 100.

Ipuao:xxkenue A3.5 Tect 6 MunyTHOM X0nb0bI (6MTX) [24]

6MWT — tect 6-muHyTHOI X0AL0bI (6 minutes walking test, 6MWT)

Tecm O6-munymuou X00b0bl A6715€MCs OOHUM U3 HAUOOLee NPOCMbIX U OOCMYNHLIX 6 MUPOBOL
npaKkmuke Cnocooo8 OYEeHKU BbIHOCIUBOCTU U (DYHKYUOHAIbHBIX B03MONCHOCMELN NAYUEHMO8 C
KApOUOL02UYECKOU U 1e20UHOU NAMONOSUAMU, A MAKICe BbISGLEHU MAKOBLIX, 8 MOM Yucie Uy oemell.
Ilepeo nauanom mecma u no ucmeyeHuu wWecmu MUHYm CHREYUaIUCmom OYEeHUBAemcs NPOUOeHHbLL
nyms ¢ MOYHOCMbIO 00 Mempa, d MaKice NepeHoCUMOCmb Hazpy3ku no wkaie bopea, apmepuanvroe
oasnenue, Nyuvbc, Yacmoma ObIXAHUA U CAmMypayusi KUCIOPOOOM KPOBU. NAYUEHM) HeoOX00UMO
uzMepums  apmepuaibHoe O0dgleHue, UYacmoma CepoeyHblX COKPAWEeHUl, 4acmoma ObIXAHUS,
HeobX00uMo npogecmu nyrvbcokcumempuro. Pebénox oOondcen 3a 6 mumym npoumu MakCUMAIbHO
803MOJICHOE OJisl cebsi paccmosnue 6 Kompopmuom 0nsi cebss memne. Jucmanyuio, NpotoeHHYI0 8
meueHnue 6 mun (6MTX), usmepsitom 6 mempax oyenugarom 6 ounamuke 1 paz 6 6 mec. u cpasHU8arOM

C OAHHBIMU NPEeObLOYULe20 UCCTIe008AHUSL.

Cnedyem nomuums, umo O OAHHO20 Mecma UMEMCcs cledylowue  adbconomHuvle

NPOMUBONOKA3AHUA: ocmpas 0016 6 2pYOHOU KlemKe, OeKOMNEHCUPOBAHHAS CepoeuHas U



ovixamenbHasi HeOOCMAmMoOYHOCMb, OCmpble 3a00N1esanus, IUXOPAOKd, 3a00nesanuss ONOPHO-

08UCAMENbHO20 annapama npenimcmeyrouiue 6blnOJIKHEHUIO np06bl.

K ommuocumenvnuvimM npomueonOKa3aHUusM MONCHO OMHECMU BblPANCEHHYIO Opaoumaxukapouro,
8bICOKYIO APMEPUATbHYIO 2UNEePmeH3uio U eo3pacm pebenka. Manviwiam mpyoHo ocosnams u

UCnojJiHums ece npasuia mecma, nos3mom)y Oxn peKOMeH()OGClH ons1 Oemeii om 5 nem u cmapute.

Ecnu nayuenm naxooumcsi Ha nOCMOSAHHOU KUCTOPOOHOU NOOOEPIHCKe, CKOPOCMb NOOA4U KUCIOPOOd
npu  nposedeHuu mecma OO0NJNCHA COXPAHAMbCS 6 COOMBEMCmeuU ¢ NPeonucaHuemM 6pava,

HA3HAYUeUe20 U KOHmpoJaupyrouieco mepanuio.

IIposedenue mecma HeoOX0OUMO HeMeONleHHO NpeKpamums 6 cyuae 803HUKHOBeHUs OOnu & 2pyou,
CUTLHOU O0ObIWKY, CYOOPO2 8 HO2AX, 201080KPYNHCEHUS, NOmepu YCMOUUU8OCMU, HApacmaroujeu

crabocmu u A8HOU OieOHOCMU Clledyem HeMedleHHO NPeKpamums mecm.

6MWT nposooumcs 6 nomeujeHuu, Xopouwo 3HAKOMOM NAYUeHmy, umeroujem 00CmamoyrHo OJNUHHBIU
KOpUOOp ¢ meepobiM NOKpblmueM. [[muna npoxooumozo nymu OONdCHA cocmasisimes He meHee 3()
Mempo8 ¢ pazmemxoul kaxcovie 5-10 mempa, a maxce moukamu nosopomoe/pazeopomos. Ha oboux
KOHYAax Nymu HYHCHO pazmemums Kpecia OJisi N0020moeKu u omovixa nayuenmos. Kpome moeo,

HeobX00UMO No3abOMUmMvbCs 0 HAAUYUU UCTNOYHUKA KUCTIOPOOa U 0epubpuiiamopa.

Takoce Onss mecma 8am NOHAOOOUMCS MOHOMEMpP, 4aCbl C CEKYHOHOU CMPENKOU, NYIbCOKCUMemp U
menegon. Tecm pexomenoyemcsi nposooums 6 YympeHHue 4dacvl nocle Jjeckoco 3aempaxa. Ha
nayuenme OOJNCHA OblmMb YOOOHAs 00exdco0a U NoOX00sawdas Ol NpocyaKu 00yev. 3anpeujeHvl
UHMEHCUBHblEe (u3uuecKue HApy3KUu Menee yem 3a 06a daca 00 uchvlmauus. Jleuenue nayuenma
npoxooum 6 ooOvluHOM pedicume. Ecnu 6 nosceonesnoil smcusnu peb6EéHox ucnoavzyem O X00bObl

mpocnib, KOcmbsllu Ulu XOOyHKI/l, Cﬂedyem ocmasums ux u 0J15 mecma.

[Hpunoxenue A3.6 OCHOBHBbIC MEPONIPUATHSA NPH 0KA3AHUHN NTOMOIIH
NAUEHTAaM ¢ AJUICEPru4ecKoi peakuuei Ha npenapar [25]

Anneprnuyeckasn peakuusa (AP)

OcTtaHOBUTb UH(Y3UIO

OueHUTb cTeneHb annepruquKoﬁ peakuummn

Jlerkas AP: nuxopagka, mnOKpacHeHue, Cbifb, Jierkas Tsbkenana AP: Bblpa>eHHasi KpanMBHULIAa, OTEK nvua,
KpanuBHULA. 3aTpyAHEHHOEe [AbiXaHue, TMpoABJIEHUA cepaevyHOoMn
He[OoCTaTO4YHOCTU U Ap.

U6ynpoden** unu napaueramon**, aHTUrucraMmHHble néynpodeH nnm napaueramon**, aHTUrMCTaMUHHbIE
npenapartbl CACTEMHOIO AEACTBUA B BO3PAacTHOW AO3UPOBKeE npenapartbl CUCTEMHOIO 4EeACTBUSA, KOPTUKOCTEPOUAbI
CUCTEMHOro aeucTeus (1-2 Mr/kr/cyTt no
npeaHU3o0sIoOHY**), ecsnn BO3HUKHET Heo6xoaMMOoCTb
- anuHedpuH* *1

Ha6niogeHue 3a nayMeHTOM

MNMpoposkaeTcs peakuusa Ha BBeAeHue HeT peakuuu Ha BBegeHue

OCTaHOBUTb MH(Y3UIO U HE BO3OGHOB/IATL B 3TOT AE€Hb Mpoao/HKNTb MH(PY3NIO HAa HE601bLLUOK CKOPOCTHU




Cnepyrowyro MHdy310 NpoBOAUTb Ha HE60NbLIOK CKOPOCTU MNoc/ie npeMeankauum (MOBTOPUTb NpeabIfYLLYIO CXEMY)

' OcHOBHBIC MepOIpPHSITHS MPH OKA3aHNK MOMOLIM MALMEHTAM ¢ aHADUIAKTHYCCKON PEaKIUCH CM.

npuioxenue ['7

Hpunoxenue A3.7 OCHOBHBbIC MEPONPUATHUSA NPH 0KAZAHUM ITOMOILH

NMalMEeHTaM ¢ aHAPWIAKTHYECKOU peaknmei|[26]

MpekpaTuTe BHYTPUMBEHHOE BBEAEHME TepaneBTUYECKOro JIeKapCTBEHHOINO CPeACTBa, KOTOPbIA Bbi3biBaeT
aHadwWIakcmMo Uan, ecnu naumeHT Havan oTMeYaTb U3MEHEHUS B O6LLUEM CaMOYyBCTBUM

OueHnte KpoBoobpalleHne nauymeHTa(nyfbC), NPOXOAMMOCTb AblXaTesbHbIX MyTel (4acToTy AbiXaHus),
NMCUXMYECKOE COCTOSIHME, YPOBEHb CO3HaHUSA, apTepuanbHOe [AaBlieHWe, Halnmuyne KOXHbIX MpOsBAEHUN,
yTOUHWUTE Maccy Tena

Beeaute anuHedpuH** BHYTpuMbIWEYHO, B nepeaHeboKoBY MNoBepXHOCTb 6eppa), makcumym 0,5 Mr
(nogpoctkn) mam petam 0,05Mn/kr maccel Tena (MakcumanbHo 0,3 M), HoBopoxAaeHHbiM —0,01 mn/kr.
3anuwunTe BpeMsi, BBEAEHHY 03y WU, NMpu HeobxoaMMocTu, noTopute 4epes 5-15 MWH. BoOnblWKMHCTBY
naumMeHToB Heob6xoanMo 1-2 A03bl aNnHedpuHa**.

He pekomeHayeTcsl BBeaeHWe B ogHO Mecto 1 mMn u 6onee anuHedpuHa**, Tak kak, obnagas 6onblnMm
COCYAO0CYXMBAKOLWMM AENCTBMEM, OH TOPMO3NUT U COBCTBEHHOE BcacbiBaHue. NpeanoytuTenbHee BBOAUTb €ro
ApobHo no 0,3-0,5 Mn B pasHble y4yacTku Tena kKaxable 10-15 MWH A0 Tex nop, MoKa He HacTynuT
TepaneBTUYeCKMn 3D EKT UK XKe He MOoCefyeT pa3BUTME BbIPaXXEHHbIX MOBOYHbIX SIBIEHWIA.

MonoXnuTe MauMeHTa Ha CrUHY ecniv MMEEeTCs PeCrnMpaTOpHbI AUCTPECC W/UAK pBOTa; MOAHUMUTE HUXHUE
KOHEYHOCTW (MauMeHT He AO0JKEH CTOSITb, CUAETb WM ABUraTbCsl, MOCKOJSIbKY 3TO MOXET MPUBECTU K
BHE3anHoM CMepTu B Cydasx TSHKesoMn aHadmnaKTom,u.Hom peakuumn).3anpoKnHbTE 1 MOBEPHYTb B CTOPOHY
rofioBy, BbiBEAUTE BMepea U BBEPX HUXKHIOW UesoCTb, MPUOTKPOWTE POT, 3aPUKCUPYWTE A3bIK, yaanute
CNU3b N3 BEPXHUX AbIXATENbHbIX MyTEl, €C/IM B 3TOM MNOsiBUIaCb HEOH6XOANMOCTb.

Mpy nokasaHuax [aniTe AOMNONHUTENbHO Kucnopos (6-8 n/MWH) 4vepe3 Macky wnum opodapuHreanbHyo
TpybKy (Bo3ayxoBoa opodapuHreasnbHblii)

BAXXHO

BeTa-aapeHobnokaTopbl yMeHbLIAT TepaneBTUYecKuint addekT snuHedpuHa** YcunmpatoT noboyHble
apdekTbl aNMHEedpUHa** cMMNaTOMUMETUKN, AUTOKCUH

Hpunoxenue A3.8 3adop OMomarepuasia 1Jisi AMATHOCTUKHU B IATHAX KPOBH

KpoBb cobupaeTcs Ha cTaHaapTHYH KapTouky-cdunbtp (N2 903),
KOTOpasi MNpUMEHsIeTCs ANs  CKPUHUMHIA HOBOPOXAEHHbIX B
Poccuinckon depepaumm UM aHanOrMYHy0 AN NOyYEHUS CyXOro
nATHa KpoBW. KpoBb MOXeT 6bITb, Kak KanunnspHas (M3 nanbua,
nsiTKM), Tak W BeHo3Hasl. BeHo3Hasi kpoBb cobupaeTca B
npobupKy, akKypaTHO rnepemMewmnBaeTcs W 3aTteM 6bICTPO C
MOMOLLbKO MUMETKN HAHOCUTCS Ha dunbTp No 25-50 MK KPOBM Ha
KaXxayl BblaeneHHylo obnactb. HeobxoanMMo XOpowwo nponutaTtb
BblaeneHHy obnacte Ha dunbTpe (puc. 1). lNpeanoyTuTenbHO
cobupaTb o6pa3ubl nocne eabl Yepes 40 MUHYT - 1 yac. Bo3MOXHO
TaKXXe OCyLLeCTBMTb 3a60p KpPOBU M HaTOLlaK.

Ha kapTouke-dunbTpe 06a3aTesibHO A0MKHbI O6bITb YETKO yKa3aHbl
ONO, keM W OTKyAa Hanpas/eH MnauueHT, AaTta POXAEHUs W
TenedoH nevawero spayva (PUCYHOK 2).

ObpaseL cyxoro nsiTHa KpPOBWM BKAAbIBAETCS B YUCTbIN KOHBEPT,
nmbo B uucTbin dann. KapTouka-dbunbTp  He  AO0JIKHA
cornpukacaTbCsl C rpsi3HOM MOBEPXHOCTbIO U C obpasuamu Apyrux
nauneHToB. Heobxoanmo NPUNOXUTb K obpasuam
WH(OPMMPOBAHHbIE COrnacus mnauMeHTa WM ero  3aKOHHbIX
npeacTtaBuTenel Ha nposeaeHue nabopaTopHbIX UCCeaoBaHU

XXX K
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*  Kanaw gomsHsl NOAHSCTEE NPONUTATE KPysKW € 00paTHoH cTOpOHb
¢ He kacaimecs 05ABETH, NPBAUTAHHEH KPOELK

o0 00 ¢

PucyHok 1. O6pasel nNpaBWUIbHOrO HaHECEHWS KPOBWU Ha
KapTo4yKy-uibTp
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PucyHok 2. O6pasey kapTouku-bunbTpa

AJITOPUTM JeiiCTBHIi MeIMIMHCKOI0 MEPCOHAJIA NPHU B3ATHU 00pa310B KPOBH

BBIMBITh PYKH (TUTUEHUYECKUN YPOBEHD), HA/IETh NI€PUATKH;

e BBIMBITH PYKH MalleHTa (MATKy peOeHkKa, B ciiydae, eCiii KpoBb O€peTcs U3 MATKH);

e TIPOTEPETh OONACTh MPOKAIBIBAHUS CTEPWIBbHON candeTkoir, cmoueHHoit 70% cmupTom,
MPOMOKHYTh CyXOM CTEpUIBHOW caldeTKoi; - TPOKOJOTh CTEPUIBLHBIM  OJHOPA30BBIM
CKapu(pUKaTOpOM;

e CHSTH IEPBYIO KAIUTIO KPOBU CTEPUIIBHBIM CyXHUM TaMIIOHOM;

e MSTKO HAJaBUTh JJIS MOJYYSHHUS] BTOPOU KaIlJId KPOBH;

e MPUIOKUTH NEPIECHIUKYISIPHO TeCT-OJaHK K KaIule KPOBH U MPOMUTATh €r0 KPOBbIO HACKBO3b;

e AQHAJOTMYHBIM 0O0pa30M HaHECTH HA TecT-ONaHK 6-8 Karenb, BUJ MATEH KPOBU JIOJKEH OBITh
OJIMHAKOBBIM C 00€MX CTOPOH.

e BBICYIIUTH TECT-OJIaHK B TOPU3OHTAIILHOM TOJIOKCHUH HA YUCTOW 00€3’KUPEHHON MOBEPXHOCTH HE
MeHee 4 4 6e3 IPUMEHEHUS TEIIOBOI 00paOOTKU U TOMAIaHus IPSMBIX COJIHEUHBIX JIy4ei;

e YIMAaKOBaTh TECT-OJJAHKM B UHUCTBI KOHBEPT TakuM oOOpa3oM, YTOObI TMSTHA KPOBU HE

COIPHUKACAIIUCH.
Oco0ennocTu npu HH(QY3UOHHOM Tepanun

Hekotopble manueHTsl MOTYT MOJy4aTh WH(Y3UOHHYIO Teparvio, MepeTuBaHue KOMITIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIMSHHE Ha pe3yabTarbl TecToB. Hampumep, npu nepenMBaHuU IIa3Mbl KPOBU
MOTYT OBITh TOJYYEHBI JIO)KHO-OTPHUIIATENbHbIE PE3YyNbTaThl, TaK Kak oIlpeaenseMble (epMEeHTHI
HaXOMATCs B IJIa3Me U B KJIETKaX KPOBU. PEKOMEHIyeTCsl OCYIIECTBUTD 3a00p KPOBU ISl PEPMEHTHON
u JIHK-guarnoctuku He paHee yeM uepe3 6-7 qHEl mocie nepeauBaHus Mia3Mbl KpoBU U yepe3 7-10

I[Hefl IMOCJIC NICPCIIMBAHNA KOMIIOHCHTOB KPOBHU

He nomyckaercs 3a60p KpoBH



e Cpazy MocJje MPOBEACHUS MANMEHTY HH(DY3UOHHOW TEpaIuH;

e Cpasy MOCJE 3aMEHHOTO MepPEIUBaHUS KPOBHU.
XpaHeHHe M TPAHCIOPTHPOBKA OUoMaTepuaJia

OOpa31pl BHICYIIEHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHON Kamepe XonoauibHuKa mpu +40C
10 otrpaBku. Cpok XpaHEHHUs 10 MOMEHTA OTHPABKH HE JIOJKEH MPEBBINIATh 7 JAHEH. Eciin XpaHUTh
JONbIe W Tpu OoJee BBICOKOW TeMIEparype, TO aKTUBHOCTh (EepMEHTa Jake B HOPME MOXKET

CHWIKATHCA, UYTO IPUBCACT K JIOKHO-IIOJIOKUTCIIbHBIM PE3YyJIbTAaTaM.

Hpunoxenue A3.9. PacuundpoBka npumMedyaHui

v — Mpemapar BXOMWT B IEPCYCHb JKM3HEHHO HEOOXONMMBIX M BAKHEHIIHX JIEKAPCTBEHHBIX
npenaparoB (Pacnopsbkenue IlpaButensctBa PO ot 12.10.2019 Ne 2406-p) «OO0 yTBepkaeHUU
MepeyHs KU3HEHHO HEOOXOIMMBIX U BaKHEUIIUX JIEKAPCTBEHHBIX npenaparoB Ha 2020 rox, a Takxke
MepeyHer JICKapCTBEHHBIX IMpEenaparoB JJIg MEIUIMHCKOTO TMPUMEHEHHs] ¥ MUHUMAJIbHOTO
ACCOPTUMEHTA JIEKaPCTBEHHBIX MpENaparoB, HEOOXOAUMBIX ISl OKa3aHWsS MEIUIIMHCKOW ITOMOIINY,

Pacnopsiokenue [IpaBurenscta PO ot 23 HostOpst 2020 . Ne 3073-p)

# - mpumenenue off-label — BHe 3aperucTpupOBaHHBIX B WHCTPYKIIMH JICKAPCTBEHHOTO CPEICTBA
MOKa3aHUM OCYIIECTBISIETCS [0 PEUICHHIO BpauyeOHON KOMHUCCUHM, C paspeuieHust JIoKaibHOTO
ATUYECKOTO0 KOMHUTETAa MEIWLMHCKOM opraHu3anuu (Ipv HaJIUYUM), C YCIOBHUEM MOAMHCAHHOTO
MH(GOPMUPOBAHHOTO COMIACHS poaUTeNed (3aKOHHOTO MPEICTABUTENISA) U MAllMEHTa B BO3pACTe CTaplie

15 ner;

EE - MEIUIIMHCKOE M3/CNINE, UMIUIAHTUPYEMOE B OPTaHHM3M YEJIOBEKAa MPU OKA3aHUU MEIUITMHCKOMN
MMOMOIIKM B paMKax MPOrpaMMBl TOCYJApPCTBEHHBIX TapaHTHH OECIUIATHOTO OKa3aHWs TpakJIaHam

MEJIUIIMHCKOM ITOMOIIH.
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Ipuwioxenue B. Unpopmanus 1/ manmeHTa
Cunopom I'ypnep, llleiie u I'ypnep-ILlleiie

Cunapom I'ypmep mmm mykomonucaxapumo3 | (MIIC I) — omra w3 mepBBIX OMHCAHHBIX (HOPM
myxkomnonucaxapunozoB (MIIC). 3aboneBanue, W3HayanbHO Ha3zBaHHOe Oonesnb I[ldaynmmepa —
I'ypnep, BriepBbie onucaHo AByMms nenuarpamu: aBctpuiickum — leprpynoit I'ypaep (1889—1965) u
Hemerikum — Ildaynnnep Meinapn (1872—1947). 3atrem amepukanckuMm odranbmosorom [lleiie
(1909—1990) onucana BrTOopas d¢opma Oone3Hu ¢ Oonee TMO3AHUM HavaioM U Ooiee
no0pokauecTBEHHBIM TeueHreM, HazBaHHas cunapom Ileite. [Toke onucana nmpomexxyTouHnas gpopma
Oone3nu, HazBaHHas cuHapom ['ypraep-llleiie. MIIC I —ouens penkoe 3abosneBanue. [lo orenkam

CIIEHHUAIMCTOB, OHO BCTPEYAETCS BCETO JIMIIb Y 0HOro u3 100 000 HOBOPOKICHHBIX.

3a mpouieqmue roAbl ObLT CO3/aH CHEUUaJbHBIM Ipenapar, KOTOpbIM IO3BOJIAET 3aMENIUTh
MpPOrpeccUpoBaHre OOJE3HHU, CMSATYUTh HEKOTOpble M3 ee mnposiBieHuid. OpHako, HapsAxy ¢
MPUMEHEHUEM JTOTO TMpernapara, HEOOXOAMMO HE 3a0biBaTh, O CHUMIITOMATHYECKOW Teparuu,
¢usnorepanuu, peabUIUTAIMY, @ IJIABHOE — IMO3UTUBHOM OTHOUICHHM K U3HU MAIMEHTa M YJICHOB

€r0 CEMBHU.
Ilamocenes

[Ipu Bcex Mykomonucaxapuao3ax HapyiiaeTcs oOMeH (pacuierienre) rmuko3amuHormkanos (IAlN) —

0COOBIX CTPYKTYPHBIX KOMITOHEHTOB COSAMHUTEILHON TKaHH.

I'AT" — 3710 nIMHHBIE LIEMOYKU MOJIEKYJ caxapa, KOTOPbIE COSAMHSIIOTCS C OeJIKaMH U CIIy>KaT BaKHBIM
CTPOUTENIBHBIM MaTEPHAIOM ISl KOCTEW, XPSALIEH, KOXKH, CYXOKHIIMM, KIarnaHOB CEepAla U MHOTHX
npyrux Tkaneil. Al conepxarcs B BA3KOM CHMHOBHAIBHOM >KMAKOCTH, KOTOpasl yBIAXHSET CYCTaBbl,
BXOJAT B COCTaB KJAllaHOB CEPJLA, CYCTaBOB M CyXOXXKWIHW. B HOpME NpPOUCXOAWUT IOCTOSHHBIN
npoiiecc obpazoBanusi «HOBBIX» Al W pacuierienue «crapbix». st mpoiiecca paciierieHus: U
nepepabotku A" HeoOxoguma rpynma ocoObIx OenkoB-epMeHTOB. [ TOro, 9ToOBI pacIICTUTh
I'AT, dbepmeHTBI pabOTAIOT MO OYEpear, APYT 3a APYTOM, M PACIICIUIAIOT JIMHHYI0 MoJiekyny [Al” Ha

qacCTu.

VY Bcex manmeHToB ¢ MIIC otcyrctByer (hepmeHT (0c00BIM M kaxkmoro tuma MIIC), koTopsrit
HeoOxoauM Juis pacuieruieHus: onpenesnenHoro Al (Puc.1). ¥ nmaruentoB ¢ MIIC I Tuna orcyTcTByeT
(depmenT, Ha3zbiBaeMblil anbda-L-uayponunaza, kortopbiii HeoOxoaum uis pacuierienus [TADT —
renapaHcyinbdara u aepmarancyiabdara. Hepacmemnnennsie A" HakammmMBaroTes B KIIeTKaX, HapyIas
ux paboty. [lepmarancynbhaT HaxOAUTCs, TIIABHBIM 00pa3oM, B KOCTAX U COCIWHUTEIHLHOU TKaHU W
€ro HaKOIUJIEHHWE, TPEXKJE BCEro, BBI3BIBAET MHOXECTBO IMPOOJIEM, CBSI3aHHBIX CO CKEJIETOM.
I'enapancynpdar HaxoguTCS MPEUMYIIECTBEHHO B KIIETKAX HEPBHOW CHUCTEMBI, YTO MPHUBOAHUT K

MMOPaAXCHUIO I'OJIOBHOI'O MO3ra

MIIC I Tuna OTHOCUTCSI K JU30COMHBIM OOJI€3HSAM HakorjieHus. B nu3zocomax (opraHesuibl KIETKH)

MPOUCXOANT PACHICTUICHHE KPYIHBIX MOJEKYT (MakpOMOJIEKYN), TaKHX, KaK JKHpbI, OEIKH,



[JIMKO3aMUHOTIIMKAHbI, THKOreH. [lpu pasHbix (opmax Ooe3HM HApyIIAIOTCS pPa3HbIE CTaaus

pacuIeryieHUs 3TUX MaKpPOMOJICKYI.
Hacneoosanue cunopoma I ypnep, llletie u I ypnep-Illeiie

Myxkononucaxapuio3 | Tuma — OTHOCHTCS K HAcCIEACTBEHHBIM 3a00JICBAaHUSM M HACIEIyeTCs IO
ayTOCOMHO-PEIIECCHBHOMY THITy. DTO 3HAYUT, YTO OOJIC3HB MPOSBISACTCSA TOJHKO B TOM CIIydae, €CIlIH
o0a poauTens SBISIOTCS HOCUTEISIMU OOJIE3HU M, XOTS CaMU OHHM HE OOJICIOT, MepeaaroT peOeHKY JIBa
MOPaXEHHBIX T€HA. BONBITUHCTBO CeMEi, Iie €CTh peOSHOK C ATUM 3a00JIeBaHUEM, HE CTAIKUBAIUCH
paHblIe ¢ mofooHoN npobiemoit. Puck mosropuoro poxaenust pedenka ¢ MIIC I B cembe, re yxe

€CTh OOJIbHBIC JIETH, COCTABIACT 25% Ha KaXIyI0 OEpeMEHHOCTb.

Bce cembu ¢ MIIC [ pomkHbl 00s3aTebHO TPOWTH MEIUKO-T€HETHUECKOE KOHCYJIBTUPOBAHHUE U
MOJIyYUTh TOJHYI0 HMH(POPMAIMIO OT Bpada-TeHETHKAa O PUCKE MOBTOPHOTO MPOSIBICHUS JaHHOTO
3a0o0JeBaHUsl B CEMbE, OOCYIUTbh CO CIIELIMAJIMCTOM BCE BOIPOCHI, CBSI3aHHBbIE C HAcelI0BaHUEM

3aboneBanms. B Poccun MenMKko-reHeTHIeCKUe KOHCYJIBTAIlMU PaboTaloT B KaXKJOM PETHOHE.
Kax ycmanasnusarom ouacnos?

Bpaun Ha OCHOBaHMM KJIMHMYECKHUX CHMIITOMOB MOTYT 3all0JI03pUTh OO0JIE3Hb. 3aTeM MPOBOIAATCS
naboparopHble TECTHl U MHCTpyMeHTaidbHOoe uccienoBanue. [lockonbky paszubie Tunbl MIIC ouenb
MOXOHU TI0 CBOMM KJIMHMYECKUM TPOSBICHUSM, HEOOXOIMMO TOATBEPAUTH TUArHO3 C TOMOIIBIO
naboparopsbsix MeTof0B. [loaTBepkaatomas nuarnoctuka MIIC 3akimrogaeTcst B onpeeaeHuu ypoBHS
skckpennu ['Al’ B Moye U U3MepEeHUN aKTUBHOCTH (PEPMEHTOB B KJIETKaX KPOBH, MATHAX BHICYIIEHHOU
KPOBH WJIH KYJIbType KOXHBIX (puOpoOmactoB. s MIIC I mpoBomsT ompenencHue aKTHBHOCTH
anbda-L-unyponnnasel. B nmanmpaelimem pexomenmyetrcs mnposeaeHue [IHK muarnoctuxu (ecnu

aKTUBHOCTbH (pepMeHTa Obljla CHU)KEHA).
Knunuueckue nposienenus mykononucaxapuoosa I muna

Cunnmpom Typnep (a tawxke Illeite u ['ypnep-lLlleiie)- nporpeccupytomiee MyIbTHCUCTEMHOE
3a0oyeBaHle M y MalMeHTa OBIBAIOT MOPAXXEHbI HE TOJBKO CKEJIET U CYCTaBbl, CTPAAAIOT TaKKe

HEpBHAs CUCTEMA, OPTaHbI 3pEHUS, CIIyXa, CePACIYHO-COCYANCTAst K OPOHXO-JIETOYHASI CUCTEMBI
Boinenstor tpu popmst MIIC tum I:

- cunapom ['ypraep (mykononucaxapuznos I H - Tsokenas popma),

- cunapom ['yprep-Ileite (mykomomucaxapumos I H/S- npomexxyTounas gopma).

- cuzpom llleite (mykononucaxapunos I S - nerkas popma)

CreneHp BBIPaKEHHOCTH KIIMHWUYECKHUX MPOSBICHHUN MPU TaHHOM CUHAPOME pasnuyHa. M3BeCTHBI U
KpaiiHe Tspkenbie (GopMbl 3a0oseBaHMs - CHHIApPOM [ypiep, KOTOpble HpOSBIAIOTCS YXKe B paHHEM
NETCTBE, U JOBOJBHO JIeTKue, Msrkue Qopmbl Oone3uu - cunapom llleite. M, cooTBeTCTBEHHO,

npoMexyTtounas gopma - cunjapom ['yprep-Illeiie. B HeKOTOpBIX cilydasix HajdM4Me CUHApPOMA HE



BIIMACT Ha MPOAOJDKHUTCIBHOCTD XM3HH IMAIIMCHTA, HO Ka4Y€CTBO >KW3HU, 663YCJ'IOBHO, CTpaagacT Ipu

Bcex (hopmax OOJIe3HH.

OcHoBHas 3agada Bpaqeﬁ, OJIM3KHX M CaMOTro nmanueHTa ¢ MYKOIIOJINCaxapuao30M I Tuma — cpenath
KU3Hb MaKCHUMaJIbHO KOM(l)OpTHOfI, CHU3HUTD PHUCK TAKCIIBIX OCHO}KHGHHﬁ, 3aMCIAJIMTDb

IMporpeCCupoOBaHuC 6OJIG3HI/I, CMSTYUTH OCHOBHBIE CUMIITOMBI 3a00J1€BaHUS.

Jlanee MBI omuIleM OCHOBHBIE MPOOJIEMBI, C KOTOPBIMH CTAJKHUBAIOTCS MAIMEHTHI ¢ CUHAPOMOMAaMU
I'ypnep, Illeiie u T'ypnep-llleiie, HO 3TO HE O3HaAYaeT, YTO OHM O00s3aTEIBLHO OYAYT y KaXJIO0ro

nanueHTa. 3a00JieBaHEe MPOTEKAET OUYEHb MO-Pa3HOMY, JIaXKE B OJHOU CEMbeE.
Panuee pazsumue, pocm

[ToctaBute muarno3 cunapoma I'ypiep-llleiie HOBOpOXKIAEHHOMY NPAKTUYECKH HEBO3MOXKHO, TaK Kak
Hallld TAIMEHThl POXIAIOTCS B CPOK, C HOPMAJIbHBIMH POCTO-BECOBBIMH IMOKazaTensiMu. Ho mpu
cugapome ['ypnep - Oomee Tsxkenol ¢(opMme - MepBble KIMHUYECKHE MpPU3HAKU 3a00JeBaHUs
MOSIBJISIIOTCS. Ha TEPBOM TOAYy KU3HU. B psjge ciayuyaeB, yxke C pOXACHHUS HaOMIOIAI0TCA
HE3HAUMUTEIIbHOE YBEIMYEHUE I[I€YEHHU, IMYIMOYHbIE WM NaXOBO-MOIIOHOYHBbIE TIpbLKU. PocT
3aMeJUIAeTCs, KOrja MaJIbIli JOCTUTAIOT BO3pacTa OAHOro-AByX Jjet. [lanumeHTs! ¢ Tspkenon dhopmoit
3a00sieBaHMsI OOBIYHO TMOYTH MPEKPAIlalOT pPacTH B BO3PAacTe€ BOCBMHU JIET — UX POCT OOBIYHO HE
npesbimaet 110 cM. J{pyrue naumeHTsl MpoI0JKAT PacTH A0 NOJPOCTKOBOTO BO3pACTa U JOCTUTAOT
152 — 160 cm. Ilpu nerkoir ¢opMe pOCT y TAIMEHTOB, KaK MPAaBWIIO, HIKE YEM Yy 370POBBIX

CBCPCTHHUKOB, HO OBIBAET U MOYTH HOPpMAaJIbHBIM.
Buewnue ocobennocmu

BuemHuii BUA NanueHToB ¢ TshKeIol ¢opMoil cunapoma ['ypiaep HEOObIUE€H — OHUM OOJbILE MOXOXKU
JpyT Ha Apyra, 4eM Ha CBOUX POJUTENICH U 370pOBBIX OpaTheB U cectep. V3MeHeHHs B CTPOECHUU HX
U1, 0003HAYAIOT CHEIHANTbHBIM TEPMHUHOM JHUIEBON au3mMopdusm (orpybreHue dYepT): KpyIHas

roJIOBa, KOPOTKas IIesl, KpyIoe JIULO, MIUPOKUNA HOC C IUPOKON U TUIOCKON NEPEHOCULIEH.

[Ipu nerxoit m mpomexxkyTouHOUM ¢opMe 3a00JeBaHUSI BHEIIHME OCOOCHHOCTH y MAIlMEHTa CTOJb
HE3HAYUTENIbHBI, YTO WX BHUIAT TOJBKO Bpayd, a ONM3KHE M 3HAKOMBIE HE 3aMEYar0T HUYETo

HEOOBIYHOTO.

VYV mamuentoB ¢ MIIC 1 u3-3a OT/IO)KEHHMSI MYKOIOJIMCAXapUJIOB KOXKa «TOJICTas» U >KECTKas, 4TO

3aTpyAHSIET 3a00p KPOBU
Ckenem, onopHo-oguzamenvhas u KOCMHO-CYCMAGHAs. CUCMeEMA

V¥ nmamuenTtoB ¢ MIIC I Tumna, kak u npu Bcex Apyrux GopMax MyKOMOIUCAXAPUIO030B, CYIIECTBYIOT
nmpobaeMbl ¢ (popMuUpOBaHWEM M POCTOM KocTel. M3MeHeHue kocTel ¢ HapymieHHueM ux (opmbl
Ha3bIBAIOT MHOKECTBEHHBIM AM30CTO30M. Ilpm Tsokenmoit ¢opme cuuapoma - cuHzapome ['ypiep
U3MEHSETCS] CTPOCHHE MO3BOHKOB. OJIMH WJIM JIBa MO3BOHKA B CEPEAMHE CIMHBI OBIBAIOT CIUTIOIICHBI
OoJbllle, YeM OCTaJIbHBbIC, W CJIETKa CMEIIeHbl. Takoe CMEIIEHHE MO3BOHKOB MOPOM CTAaHOBUTCS

MPUYMHONM  Pa3BUTHUS MCKPHUBJICHHUS TMO3BOHOUYHHMKA (Kudo3, ckonuo3). FEciu uckpubieHue



MO3BOHOYHUKA WJIM CKOJIMO3 MPOTPECCUPYIOT, TO TpeOyeTcs MeTuIMHCKas momois. [Ipu cunapome

[Ieiie HNCKPUBJICHHUC ITO3BOHOYHHKA JOBOJIBHO JICTKOC U HC HYXKXIACTCA B XUPYPTUUCCKOM JICHCHUU.

Camble cepbe3HbIC, OMACHBIE W IKU3HEYTpOXKAIoIIMe TMpoOIeMbl CBs3aHbl ¢ jaedopmaiuein u
OCOOCHHOCTSIMU CTpOEHUS mieiHoro oraena. Ecnu crnuHHONW MO3r OyIeT claBieH WK MOBPEKICH
(mIeiHast MuenonaTus), HapyUIMTCS UHHEpPBallMs BCEX YacTel Telsa, YTo MPUBEAET K c1a0OCTH (BSIIbIN
napes3) MBI, HApYLIEHUsIM MPU X0[b0e, MHOTJA Jake K 3aTPyIHEHUsIM ¢ JapixaHueM. [Ipu Tsoxemnoit
dopme 3aboneBaHus CIabOCTh B pyKax M HOrax MOXKET pa30aBUTHCS HA MEPBOM TOMY YKH3HHU, YTO

IMPUBOOUT K 3aJICPIKKE ABUTATCIIbBHOTO PA3BUTHUA pe6eHKa.

TyronoaBM»HOCTh CyCTaBOB XapakTepHa M Bcex Qopm MykomonucaxapuaozoB. C romamu

TYTOIMOABUKHOCTDL CYCTABOB MOXKCT IMPOrpeCCUpPOBATh U CTATh HpPI‘-IPIHOfI ooun.

N3-3a orpannyeHuss MOABMKHOCTU CYCTaBOB U OCOOCHHOCTEM CTPOCHHSI MEJIKHX KOCTeH KHUCTH,
MajgbIlbl PYK CTAHOBATCA JKECTKUMU M HCKPHUBIAIOTCS, (POPMHUpPYS TaK Ha3bIBAEMYIO «KOTTHUCTYIO

KHUCTB».

N3-3a TyromogBMKHOCTH KPYIHBIX CYCTaBOB M OCOOCHHOCTEW CTPOEHHS KOCTEH MalMeHTHhI XOAST C
ClIeTKa COTHYTHIMU KOJIEHSIMH W Oenpamu. Y HEKOTOPBIX MAIlMEHTOB pa3BuUBaeTcs X-00pasHoe
UCKPUBJICHUE HUKHUX KOHEUHOCTEH (BasibrycHas aedopmaiusi). boapIIMHCTBO Bpayeil CUMTAET, 4TO
naHHas aepopMaius HOCUT MPUCIIOCOOUTENBHBIN XapakTep, MoMoras MalleHTy paclpeaeiiarTh Bec,
MOATOMY OIEPAaTHUBHYI0 KOPPEKIIMIO B paHHEM BO3pacTe B OONBIIMHCTBE CIydaeB JIydllle HE
npoBoauTb. Kpome Toro, B cBsi3u €O Ci1abOCTBIO CBSI30YHOTO amnmnapara M HapyLIEHUSIM CTPYKTYpbI
KOCTEH, omepaius HEe BCErna NpUBOAUT K OXUIAAEMOMY pe3yibTary — Jedopmaiius BO3BpallaeTcs

CITyCTs KaKO€-TO BpEMHI.
Opeanbl Ovixanus

Hapymienune neixarensHoi cuctembl y manueHToB ¢ MIIC cBs3aHO Kak ¢ 0COOCHHOCTSIMU CTPOCHHS
CKeJeTa, XpsIie Tpaxewm u pebep, Tak U ¢ HakorsieHHeM [Al’ B MATKHX TKaHSX (yBEIMYHUBAIOTCS
aICHOUJbI,  CIM3UCTBIE,  BBICTWIAKOIIME  JbIXaTeJIbHbIE  IIyTH,  CTAHOBATCS  PBIXJIBIMU,

TUNEPTPOPUPOBAHHBIMY, B PE3YJIBTATE YETO MPOCBET ABIXATEIbHBIX MyTEH YMEHBIIIACTCS).

BaxxHo moHMMarb, YTO HENOCTATOYHOE CHAOXKEHUE TKaHEW KHUCIOpPOAOM (THIOKCHs) BIMSET Ha
(YHKIIMIO BCEX OPraHOB, IMOATOMY YIYUIIEHHUE JbIXaTeIbHOW (YHKIUU — OAHA W3 MEPBOOUYEPETHBIX

3ajaad.

[IpoOnembl C AbIXxaHUEM YCYTyOIsieT WM3MEHEHHOE CTPOEHUE TPYIHOM KIETKU: TpyaHas KIeTKa
«OKECTKash» U HE MOXKET JIBUTATHCSA CBOOOHO, HE TTO3BOJIAET JIETKUM HaOpaTh 00MbIIONH 00BEM BO3AyXA.
OTH OCOOCHHOCTHM TMPHUBOMAAT K TOMY, YTO TAIMEHTHI XYK€ TEPEHOCIT HMH(PEKIUU BEPXHUX

AbIXAaTCIIBHBIX HYTCﬁ H JICTKHUX.

[lepBbIMU cuMniTOMamMu HapymieHus QyHKIIUA BEPXHUX ABIXATEIbHBIX MyTEH MOTYT CIY>KUTh HOYHOU
Xpamn, IIyMHOE JIbIXaHHe, OOCTPYKTUBHOE HOYHOE anmHOe (KpaTKOBPEMEHHBIE, 10 HECKOJIIBKMX CEKYH]I,

3aJICPKKH AbIXaHWA BO BPEMA HOYHOI'O CHa). Takwue IMPOABJICHUSA OOJIKHBI HACTOPAKMBATH, TAK KaK B



JNAJIbHENIIEM OHU MOTYT IIPOTrPECCUPOBATH U NMPUBECTH K PA3BUTHIO OCJIOKHEHUM CO CTOPOHBI IPYTHUX

OopraHoB (cepzile, TOJIOBHOM MO3T).

HaI_[I/IeHTBI ¢ MIIC ckJIOHHBI K Pa3sBUTUIO OTHUTOB, PHHUTOB MW BOCIAJCHHIO JICTKHUX, IIO3TOMY
aHTI/I68.KTepI/IaHI>HYIO TCpalnw CJICAYCT HAYUMHATL Y>KE Ha pPAHHUX CTaIuAX 3a00JIeBaHus.

HGCOMHCHHO, HY>XHO KOHCYJIIBTUPOBATHCS CO CIICHHUAIMCTAaMU, 4 HC 3aHUMATbCA CaAMOJICHCHUCM.

HecmoTps Ha penkocTh U TSKECTh 3a00JIeBaHuUs, CIIEAyeT MOMHHUTh, YTO BaKIIMHUPOBATH MAIMEHTOB C
MIIC o0s3arenbHO, Tak Kak MPUBMBKA IIOMOTalOT IMPEAOTBPAaTUTh pa3BUTUE 3a00JIEBAHUIA,
MOpaXKaIOIIKX JIeTKWe. B TOM yucie BaKHO HE MPOMYCTUTh BaKIMHAIIMIO MPOTUB MHEBMOKOKKOBOU

MH(pEKIIH.
Pomosas nonocmu u 361

VY mammentoB ¢ MIIC [ 3y0bl MOKPBITHI XPYNKOM 3Maliblo, YTO MPUBOIUT K OBICTPOMY Pa3BUTHIO

Kapueca.
Cepoeuno-cocyoucmas cucmema

[Ipaktuuecku y Bcex nanueHtoB ¢ MIIC I HaGmromaeTcst matoyorust CepAeuHO-COCYAUCTON CUCTEMBI:
YTOJIIICHUE CTEHOK CEep/illa, CHUKECHUE COKpaTUTEIBHON CIIOCOOHOCTH CEPJCYHOM MBIIIIIBI,

W3MEHEHHUS CO CTOPOHBI KJIAITAHHOTO armapara (yIUIOTHEHHE CTBOPOK M XOP/I KJIallaHOB).

IIpu ocmotpe nanuentos ¢ MIIC I Bpau MoxkeT oOpaTuTh BHUMaHUE HA HAJIMYKE «IIYMOB» B CEpJILE.
Kax mpaBuiio, 310 CBSI3aHO ¢ MOPAXKEHUEM KJIANIaHOB: OBPEKJICHHBIN KJIallaH 3aKpbIBAETCS HEIIOTHO,
IIPU COKPAIEHUH Cep/Iia HEOONbIIOE KOJIUYECTBO KPOBU JBUTAETCS B OOpPaTHOM HaIPaBJICHHUH, YTO
BBI3BIBACT IIYyM, KOTOPBIA CIBIIIMT Bpad. Yaiue BCEro MOPAKAKTCA AOpPTaJIbHBIA W MUTPAJIbHBIN

KJIaIlaHBbI.

HopameHI/Ie JICTKHUX, O KOTOPOM HAITMCAHO BbBINIC, TAKKC MOKCT CTaTb HpH‘-IPIHOﬁ U3MEHEHUMN Cco
CTOPOHBI CcpAala. «HpOKa‘H/IBaHI/IC» KpOBHU UYCPE3 HM3MCHCHHBLIC JICTKUC, IIPUBOAUT K IICPCIPY3KC

MIpaBbIX OTJEJIOB CEeplla, U PA3BUBACTCS IPABOCTOPOHHSSI CepJICUuHast HEJOCTATOUHOCTb.
Cepoeuno-cocyoucmas cucmema

[Taronorust cepaeuno-cocyaucto cucrtembl (CCC) y mamumentoB ¢ MIIC mposiBisiercs B BUIE:
YTOJILEHUE CTEHOK CEp/lia, U3MEHEHHUsI CO CTOPOHBI KJIAIIAHHOTO ammnapara (YIJOTHEHHE CTBOPOK U
XOpJl KJIanaHoB), pa3BUTHUS CEPIEYHON HEAOCTATOYHOCTH, KAK C COXPAHEHHOM, TaK U CO CHUKEHHOU

COKpAaTUTEIbHONU CIOCOOHOCTHIO MUOKap/a.

XapakrepusiMu nipu3Hakamu nopaxkeHuss CCC mpu MIIC sBustorcs  auchyHKUIMU KianaHoB (B
OCHOBHOM, MHTPAJIbHOTO, a0PTAJILHOTO KJAlaHOB), TunepTpodus MUOKapaa, HapylIeHHEe pUTMa U
npoBoauMoOCTH. DYHKIMSA KIamaHOB, HECMOTPS HAa WX YTOJIICHHE B pe3yiabTare OTIOKECHUS
MYKOMOJIHCAaXapuI0B, MOXKET HEKOTOpOE BpeMsi He HapylaTtbes. B mocieayroiem mosiBiseTcs: IyMbl,
XapaKTepHBbIE JJI1 MUTPAJIbHOMN (CUCTOIMYECKUI) U a0pTaJIbHOM (AMACTONMYECKUI) HE0CTATOYHOCTH,

Pa3BHUBAOIIUCCA B PE3YIIbTATC HCCOCTOATCIBHOCTU KJIAIIaHOB. B nanpneimem YKOPOUYCHHUC XOPO U



¢ubpo3 1EBOTO aPTPUOBEHTPUKYISIPHOTO KOJbI[A MPHBOIAAT K CTEHO3WPOBAHUIO MHUTPATHHOTO
orBepcTHsi. HemocTarouHoCTh TPUKYCIUIAIBHOTO U MYJIbMOHAJIBHOTO KilanaHa OObIYHO KIMHUYECKHU

HE TUAarHOCTUPYIOTCS.

Camoii yacTol MPUYNHON Pa3BUTHUS CEPACUYHON HETOCTATOYHOCTH C COXpaHEHHOH (ppakiueit BeiOpoca
JIEBOTO JKEIYAOYKa y ATUX MALUUEHTOB SBIISIETCS IIOBBIIICHHE JKECTKOCTH MHUOKApAa B peE3ysbrare
OTJIIOKEHHS] MYKOIMOJHCaXxapuaoB (M0 TUIy PECTPUKTUBHON KapauoMuomnaTtuu). B pemkux cimydasx

MOXET Ha6J'IIO)IaTBC$I CHMKCHHC COKpaTHTCHBHOfI CIIOCOOHOCTH 3a CUET JINJIaTaliM MOJOCTEH.

Kpome Toro, cepaednass HEZOCTaTOYHOCTb MOYKET PA3BHBAThCA C MOPAXKEHHUEM IIPaBBIX OTIEIOB
cepaua, Mo TUIy XPOHMYECKOIO JIETOYHOIrO Cepiua, B pesyinbrare Ae(opManyy IpyJHOM KIIETKH,
HNOPAaXEHUSI JIETKMX U3-3a OTJIOXKEHUS MYKOIOJIMCAXapul0B (KECTKUE JIETKHE), HapyLICHUs
JIPEHUPOBaHUSI OPOHXUAIILHOTO JIepeBa U3-3a CY>KEHUsI OPOHXOB M Pa3BUBAIOLIEHCS TpaxeoMassiluu U

pPa3sBUTHA XpOHI/I‘leCKOﬁ THUITIOKCHUMH.
EpIOM/lHCZ}Z noaiocnmos

I[Ipu cungpome I'ypiep medeHb M CeNe3€HKA  yBEIWYEHbl H3-3a  HakomeHus [ATl
(remarocruieHOMeranus). YBelIWdeHHe NMEeYeHU OOBIYHO HE MPUBOAUT K HAPYLIECHUIO €€ (YHKIIMH, HO

MOKET BIIUATH HA IEPEHOCUMOCTb TOW WJIM MHOM THUIIIH.

[Tpu mMykomonucaxapuao3ax, Kak MpaBUiio, )KUBOT YBEIMYEH B 00bEME 3a CUET TelaToCIICHOMETaluu
U cnaboCTU MPSMBIX MBI KUBOTA. Takyke 4acTO BO3HUKAIOT COYETAHHBIC WJIM W30JUPOBAaHHBIC
IpbDKM  (MyMoOYyHasi, MaxoBas, aXOBO-MOUIOHOYHOW W CpelHeWd JMHUU KUBOTa). Pemenue o
HEOOXOIMMOCTH OMNEPATUBHOTO JICUEHUS TOJKHO TMPUHUMATHCS COBMECTHO C JICHAIlUM BPAYOM:

ITOKa3aHHEM K CpO‘-IHOI71 Oorcpanyru CIYy>XUT YHICMIICHHUC I'PBIXKCBOI'O BBITTSTYHMBAHMA.

VY namuentoB ¢ MIIC I nepeako HabmonaeTcss HEYCTOMUYMBBIN CTy (3amopsl win guapest). Ilpuunna
ATOr0 70 KOHIIA HEMOHsATHA. BO3MOXXHO, HapymiaeTcss (yHKIHMsS BETeTaTUBHONW HEPBHOW CHCTEMBI,
nockosbKy ['Al’ HakannuBarOTCs B HEpPBHBIX KIETKaX KUIIEYHMKA. Jlnapes MOXeT ucde3arb C
BO3pacToM, HO BO BpeMsl IpHeMa aHTHOUOTHKOB MOSBISATHCA BHOBb. Eciiv nuapest BO3HUKIIA H3-3a
npuemMa aHTHOMOTHKOB, Bpaud MOTYT HA3HAYWTh MpEnaparbl, CIOCOOCTBYIOIINE HOPMaTU3AINH
MUKpPOQUIOPHl KHUIIEYHUKA. EciM manmueHT mano ABUTAETCS, TO MOTYT Pa3BUTHCS 3amopbl. B atom

cinydae 3pPEeKTUBHO YBEIIMUCHHUE B PAIIMOHE KOJIUYECTBA IPy00il MUK (KIETYATKH).
Hepsnas cucmema

IIpn cunapome ['ypiep neru pasBHBAIOTCS C 3aJCPKKOM peuH, Yy HHUX CTPaJacT WHTEIUIEKT,
Hapyuiaercsi noseneHue. [lo Mepe HapacTaHus HapylIEHU HWHTEUIEKTa K TUIEPAKTUBHOCTH U
arpecCUBHOCTH TMPUCOSAUHSIOTCA ayTHCTHUecKkue 4epThl. [Ipu msarkux ¢opmax - curapome ['yprep-

[llenie u lllelie HHTENIEKT HE CTPAJAET, PA3BUTHUE CIIETKA 3aMEIJICHHOE.

[Ipu Tsokenbix (opmax Tak k€ MOTYT BO3HHUKATh HApPYHICHHS UUPKYISALKS CHUHHOMO3TOBOU
KHUJIKOCTH. B 3TOM ciyyae manueHThl kKalylOTCs Ha TOJOBHbIE O0NM, y JeTeil oOpamiaroT Ha ceods

BHUMaHHE O€CIOKOICTBO, pBOTa, 3aAepikka pa3BuTus. HeoOxoanma KOHCyJnbTalusi Bpada-



HEUpoXupypra il penieHus BOMpOca O HEOOXOAMMOCTH ONEPATHBHOTO WM MEIMKAMEHTO3HOTO
Je4YeHUus JaHHOro ocnoxHeHus. [Iporpeccupyromasi coobmiatomiascss ruapouedanus sBIsIeTCS
HanOoJee 4acThiM cuMITOMOM cuHapoma ['yprep u peako Bcrpeuaercs npu msarkux gopmax MIIC 1

tuna (cuaapomax ['yprnep-Illeiie u lleiie).

Ecnu BO3HMKAIOT mNOMO3peHUs Ha ruapouedainio, TO HEOOXOAUMO MPOBECTH KOMIIbIOTEPHYIO
tomorpaduto uu MPT. Ocmotpa m1a3Horo gHa OKyJIUCTOM HEIOCTAaTOYHO JUIsl HIOCTAHOBKU TMArHo3a,

T.K. ruaporedanus y aereit ¢ MIIC I moxet nporekars u 6€3 3aCTONHBIX U3MEHEHUI Ha TJ1a3HOM JIHE.

CnapneHue CIMHHOTO MO3Ta MPUBOAUT K HEOOPAaTUMBIM HEBPOJOTUYECKUM HAPYLICHUSIM, TOSTOMY
JEKOMIIPECCUPYIOLee OIlEepaTUBHOE JICUEHUE CIEAYeT paccMaTpuBaTh Ja)Ke Y MalKueHToB 0e3
HEBPOJIOTUYECKOM CUMIITOMATUKH, 3a4aCTyH) XUPYPTHUECKOE BMEIIATENIBCTBO JOJKHO BBIIOJIHATHCS

paHbIIIE Pa3BUTUS HEBPOJIOTUUECKUX ITPOSBICHUI.

HpH MOABJICHHUHN HCBPOJOTIHYCCKOT'O ,Z[C(l)I/II_II/ITa MNaluCHT MOXKXET YK€ HaxXOAWTCA Ha TIpaHU
Kypa6eJ'II>HOCTI/I, IIpu MOABJICHUMU TICPBBIX CHUMIITOMOB pPAaCCMATpuBACTCA BOIIPOC O CpPOYHOM

XUPYPru4e€CKOM BMEIIATEIbCTBE.

[IpoBenenne XUpyprudeckoi 3amMeHbl Ta300€IPEHHOTO WM KOJEHHOTO CYCTaBa, MCIPaBIEHHE OCH
KOHEYHOCTH, YCTPAaHEHHE CTE€HO3a KaplajbHOTO KaHajla IMOKa3aHO IPU BbIPAXKEHHOM HapyLICHUU

(GYHKIIUU ¥ ipU OTCYTCTBUU (P (PeKTa OT KOHCEPBATUBHOM TEPAIIUU.

KapnanbHelii cuHIpoM (3amsiICTHBINA CHHAPOM, TYHHETBHBIA CHUHIPOM) — paclpocTpaHeHHas mpobiaema
y narueHToB ¢ MIIC. HepBbl mpoxoasT depes 3asacTbe MEXKAY 3aISICTHBIMU KOCTSIMU U CBSI3KAMH.
VYronmeHnne cBI30k 3a cyeT HakomuieHus Al okaspiBaeT naBieHue Ha HEpBbL. lIposBieHHEM 3TOroO

CUHpPOMA MOTYT OBITh 00JIb 1 OHEMEHHE MAJIBIIEB PYK U TPYAHOCTH C 3aXBaTOM MPEIMETOB.

JUisi TMarHOCTUKU M3MEPSIIOT CKOPOCTh IMPOBEACHHUSI HEPBHOTO MMITYJIbCa B OOJACTH KHUCTHU. ITO

nOpocTad nmpoucaypa, mo3BOJIA0IAad YCTAHOBUTh HAJTMYINEC UM OTCYTCTBUC ITOBPCXKICHUSA HEPBOB.

Hekotopsle HapyllieHUs HEPBHOM CUCTEMBI (IBUTaTENIbHBIE PACCTPOMCTBA) SBJISIOTCA BTOPUUHBIMU U B

OOoJbILIEH CTENEHU CBSI3aHbl C IOPAXKEHUEM CKEJIeTa.
Opezan 3penus

Hakxomnenne I'AI' mpoucxXxoauT BO MHOTHUX TKaHSIX, B TOM 4YHCJI€, B POTOBUIE, MOATOMY MOXKET
HaOmomaTbess  ee  momyTHeHwe. OJHUM U3 TNPU3HAKOB HW3MEHEHHS  POTOBUIIBI  SIBIISIETCS
HETNIEPEHOCHUMOCTD SIPKOTO CBETA, TaK KaK IOMYTHEHUE BBI3bIBAECT HEMIPABUIIBHOE IIPEIIOMIICHUE CBETA.
B sTOM ciyyae MOTYT HOMOYB COJTHEUHBIE OYKHU. ECIM MOMYyTHEHME POTOBHIIBI TSKEIIOE, YXYAIACTCS

3peHue, 0COOESHHO MIPH TYCKJIOM CBETE.

Otnoxenue I'AI' B ceTuaTke MOXET MPUBECTU K MOTEepe MEPUPEPUUECKOrO 3pEHUs U HHUKTAJIONUU
(«xypuHOi1 cnenore»). PeOeHOK B 3TOW CHUTyallMM MyraeTcsl U OTKa3bIBaThCSA XOAUTHh B TEMHOE BpeMs
cyToK. JKenarenbHO OCTaBISATH HOYHHUK BKJIOYECHHBIM B cChajdbHe W Kopuuope. MHorma moryr

BO3HHKATb HpO6JICMBI CO 3pCHUCM, BBbLI3BAHHLIC M3MCHCHHAMU B CCTUATKE IJIa3da WA FJIElyKOMOﬁ



(TOBBIIIIEHHBIM BHYTPUIJIA3HBIM JIaBIIEHUEM), TIOITOMY PETYJISpHBIE OCMOTpPHI Bpada-odTaabMOJIOTa

HEOOXOIUMEL.
C nomol1ipio cnenuaibHbIX UCCIEIOBAHUN CIICIIUATIUCT ONPEICIINUT, U3-3a YEr0 YXYIIACTCS 3PEHUE.
Opeanvl cryxa

[Tpu MIIC TyroyxocTh MOXeT OBITh HEHpOCEHCOpHas (CBsI3aHHAs C HAPYIICHHUEM YYyBCTBHUTEIbHBIX
(BOJIOCKOBBIX) KJIETOK B YJIUTKE), KOHIYKTUBHAs (CBS3aHHAs C HAPYILIEHUEM 3BYKOIIPOBOASILIUX Ty TEH)
Wi cMmenlaHHas (komOuHamusi aByx TumnoB).  IIpu cunapome ['yprnep TyroyxocTh dailie HOCHUT
CMELIaHHBIA XapakTep W NPOrpecCUpPyeT C BO3pacToM. Pa3nuuaroT 3 CTENeHHM TyroyxOCTH: JIETKYIO,
YMEPEHHYI0O M TsDKENyl. B 3aBUCUMOCTH OT THIIA U TSDKECTH ITOPAKEHUS CllyXa IPUMEHSIOT
pa3JIMUHbIE METOJbl KOPPEKUHMHU. BaKHO Kak MOXKHO paHbIIE 3aMETUTh NMPU3HAKUA CHUYKEHHUS CIIyXa,
TaK Kak 0e3 KOPPEKIHMH TYrOyXOCTh MOMEIIAET HOPMAJIbHOMY Pa3BUTHIO M OOYUYEHHIO MAI[MEHTOB.

dakTopoM, yCYTyOIISIONUM HapYIICHUE CIyXa, SBISIOTCS 9acThie MH()EKIIMHA CPETHETO yXa (OTUTHI).
Jleuenue, nabnrooenue u nianosgvie 00C1e008aHus

Bpadamu-skcniepramMu U3 pa3HbIX CTpaH OBLIU CO3/IaHBI PEKOMEHAAINH 110 HAOMIOICHUIO, JUATHOCTHKE

u nedeHuto naureHToB ¢ MIIC [ tuna. U Mbl BKpariie pacCKakem O HUX.
HaOmronenue, miaHoBble 00CI€I0BaHUS U TECTHI

Jlist Toro, 4yTtoObl OLIEHWBATh COCTOSIHUE MAalMEHTa, 3PQPEeKT MpoBOAUMOIN (HEepMEHTHOU Teparnuu,
dusznoTepanuu, CymEeCTBYIOT pas3iWyHble TECThl W IKanbl. (OYeHb BaXXHO HE OTKA3bIBAThCS OT
MIPOBEJICHUS ATUX UCCIIEAOBAHUMN, TOTOMY YTO OHU MIOMOTAIOT BpayaM OObEKTHBHO OIEHUTh COCTOSIHUE

mannucHTa, 000CHOBATh JICYCHUC, BBCCTU U3MCHCHUA B ITPOTPAMMBI pea6I/IJ'II/ITaI_II/II/I nu a6I/IHI/ITaL[I/II/I.

CaMbIM M3BECTHBIM SBIAETCS 6 MUHYTHBIA TecT XoAapObl. CyTh €ro O4YeHb MPOCTas: OIEHUTH
BBIHOCJIUBOCTh NanueHTa. [lanmeHnTty mpepiaraior  XOAMTbh IO JJIMHHOMY KOPUAOPY B Te4eHHE 6
MUHYT. OULEHHUBAETCA KOJWYECTBO CHENaHHBIX IIaroB. Korma mnpoBOAWIM TEPBBIE KIMHUYECKUE
ucnblTanus npenapara s jgedeHuss MIIC pasHbIX THNOB, HCCIEIOBATENM POBOJWIN TAaKOE
TECTUPOBAHHE JIO W TOCIe Havana (EepMEHTHOW Tepanmuu, CpaBHUBAIM PE3YJIbTaThl TPYIIIBI
NAlUEHTOB, MOJIyYaBIIMX INpernapar, ¢ pe3yiabraraMd TeX, KTo mnoiydan Iuianebo. MmeHHo Tect
7oKa3an, 4To (epMEeHTHAs 3aMEeCTUTENbHas Tepamnus YJIydllaeT BBIHOCIMBOCTH MAIlMEHTOB U HX

ABUTATCIIbHYIO aKTUBHOCTD.

YToOb! OLIEHUTH CTENEHb OIPAHUYEHUS JIBIXaHUSI, Bpauy MOXKET IIPOBECTH JIETOYHbIe (DYHKIMOHAIbHbIE
TecThl. Jlerounbie PyHKIIMOHAIBHBIE TECThI OMPEALCISIOT, KAKOM MaKCUMAaJIbHBIH 00BEM BO3TyXa MOXKET
BIOXHYTh TAI[MEHT, HACKOJBKO OBICTPO TIPOMCXOIUT Ta3000MEH. ODTH TECThl MOTYT BBISBUTH
3a00JIeBaHMsl JIETKUX, OIPENEIUTh CTENEHb MX MOPAXEHHS U OUEHUTh 3(PPEKTUBHOCTH JICUECHHS.
Tectbl OOBIYHO BBIMIOJNHAIOTCS C MCIHOJIB30BaHUEM cCHeluaibHOro oOopymoBaHusi. Bo Bpewms
WCCIIEIOBAHUSA HYXHO 110 KOMaHJE BIbIXaTh, 3aJ€P>KMBATh BO3AYyX, BbIABIXaTh. lcciienoBanue

Q)YHKHI/II/I JICTKUX HC MPCACTABIIACT OITIACHOCTU IJIA 3M0POBbA.



Jlnst auarHocTUKHM 3a00JIeBaHMs JIETKUX U OpPOHXOB HEOOXOIMMO MPOBECTH (PYHKIIMIO BHEIIHETO
neixanust (OBJ]). Ilpu nmomomm ®BJ] onpenensitor, kKakod MaKCHUMalbHBI 00bEM BO3JyXa MOXKET
BIOXHYTh TAIIMEHT, HACKOJIBKO OBICTPO MPOUCXOAWT Ta3000MeH. OTH TECThl MOTYT BBISIBUTH
3a00JI€BaHMs JICTKUX, OMNPEACIINTh CTCICHh WX TMOPAXKEHHUS W OUCHHUTh A(PPEKTHBHOCTH JICUCHUS.
TecTbl OOBIYHO BBIMOJHSAIOTCS C HCIOJIB30BAHUEM CIEHMAIBHOTO O0OPYIOBaHMS - crupoMerpa. Bo
BpEMsI MCCJIEJIOBAHUSI HYKHO IO KOMaHJE BIbIXaTh, 3aJCPKUBATh BO3MYyX, BbIABIXaTh. MccrnenoBanue

(YHKIIUY JIETKUX HE TPECTABISET OMACHOCTHU ISl 3710POBbSI.

BricnymmBanue (aycKynbTalys) cepia J0HKHO OBITh 00s3aTeIbHBIM U PETYIISIPHBIM HCCIIE0BAaHUEM
Ui TAIMeHTOB C MYKOIOJIUCAaXapuao3aMu. BakKHBIM METOIOM U3y4YeHUs cepima sBISETCS
yIBTpa3BykoBor  —  oxokapamorpadus  (Oxo-KI'), oma  OesomacHa, 0Oe3007e3HECHHA |
BbICOKOMH(OpMaTuBHA. COBpEeMEHHBIE MPUOOPHI MO3BOJSIOT MOJYYUTh OMHO-, JIByX- U TPEXMEPHOE
n300pakeHue cepila, ONpeAeNTUuTh CKOPOCTh KPOBOTOKA M JIaBJICHHE B pPAa3IMYHBIX OTJENaXx,
OTIpE/ICNIUTh HampaBlIeHUE U TypOYJIEHTHBIN XapakTep KpoBoToka. Ix0-KI' pexomMeHayroT mpoBOIUTH
Mo TMOKa3aHUsM, HO HE pexe 1 paza B roj. ITo HCCIEIOBAaHHUE HEOOXOAUMO, YTOOBI OOHAPYKUTH
mo0bIe TIPOOJIeMBI ¢ cepaleM (YBeTUYeHUE pa3MepoB, MHIEKC MAcChl JIEBOTO JKEIy/I0uKa, HapyIICHUE
cokparuteabHOM (QyHKUMU (ppakuus BbIOpoca), a TakkKe JUACTOIUYECKOW (YHKIUHU, OLEHKA

CEPIICYHBIX KJIAMaHOB, IBMKEHUE MEXIKETYT0UKOBOM MEPETOPOIKH )

[Ipu HeoOxomumocTH, BO3MOXKHO mpoBeneHue MPT ¢ koHTpacTupoBaHueM cepima: ajs Oosee
JETAbHOTO HWCCJICIOBAHUSI CTPYKTYPbl W (PYHKIIUU JKEITyJOYKOB, MATrUCTPAIBbHBIX COCYIOB H

KOPOHApHBIX apTEPUML.

Kpome Toro, njisi BBIABICHHUS HapYIICHHUs pUTMa M MPOBOAMMOCTH cCepAlla HEOOXOAMMO MPOBOAHUTH
Xonrepockoe moHutopupoBanre OKI, He pexe 1 paza B roa. A s BbISBICHUS apTepUATbHOU

runepronuu [Iposenenune cyrounoro MonutopupoBanus AJl.

Heobxonumo perynspHo (Z1Ba paza B ToJl) IPOBOAUTH MPOBEPKY ClIyXa, JUIsl TOTO YTOOBI cpasy xKe

HayuaTh JICYCHUE, €CIIN MOTpeOyeTcs, U MAaKCUMaIbHO COXPAaHUTh BOBMOKHOCTD YUUTHCS M OOIIATHCA.
MarnuTHas pe3oHaHCHasi Tomorpadus

MPT 1o3BOHOYHHKA JTOJIKHA TPOBOJAUTCS €XKErOIHO, C 0OCOOCHHBIM (POKYCOM Ha 00JIACTSIX, B KOTOPBIX
MOJYKET Pa3BUBATbCS KOMIIPECCHs CIIMHHOIO MO3Ta: IIEWHBIN, IPyJHOW, I'PYNONOSCHUYHBIA OTIEIIBI.
[TanmenTs! ¢ Mykononucaxapuao3oMm | Tuma JOMKHBI HaOMIOAATECS Y XUpPypra-oprornena, 4roobl OH
KOHTPOJIMPOBAJI COCTOSIHME IIEWHOr0 OTHENa I103BOHOYHMKA. BaXHO OLIEHUBaTh pEe3yJIbTaThl
UCCJIE0BAHUN B JUHAMMKE, TIOITOMY BCE€ CHMMKHM CIENYET XPaHWUThb U IPENOCTABIATH BpadyaM IIpU
KaX/I0M CIIEAYIOUIEM HccaeloBaHMU. KOMIBIOTEpHYIO TOMOrpaduio MO3BOHOYHHMKA MPOBOMST, KaK

MpaBuIIo, Epe/l IUTAHUPYEMbIM OTIEPATUBHBIM JICUCHUEM.
Penrtrenorpadus

Pentren meinHOro u rpyao-moAICHUYHOI0 OTACJIOB IIO3BOHOYHHMKA B JBYX MIPOCKOUAX CICAYCT
IMPOBOAUTDL KaKIbIC 1-3 roaa. 910 HCCIICJOBAHUC TIPOBECTU TCXHUYCCKHU IIPOIIC, YCM MPT, KpoMCe

TOTO peHTreHorpagdus naet 6osbiIe UHPOPMAIUU O CTPOSHUH TO3BOHKOB.



CnHcok pekoMeHIyeMbIX 00CIeI0BaHNi TPUBEICH B Tabmuiie 1.
Cumnmomamuueckoe neqyenue

OcHoBHas OCJIb CHUMITOMATHUYCCKOIO JICHCHUSI — CKOPPCKTUPOBATH BbI3BAHHLIC 3a00JIeBaHUEM

HN3MCHCHHMA.
Ckenem u onopHo—()euzamerbHaﬂ cucmema KOCmHo- cycmasHas cucmemda

BaxxHo HaiiTu 6anmaHC MEXIy BO3MOXKHOCTHIO JKUTh MAaKCUMAJIbHO TIOJTHOM JKU3HBIO 1 MUHUMU3AITUEH
OCJIOKHEHHM, CBSI3aHHBIX C OCOOCHHOCTSIMHU CTPOCHHUS CKenera marueHToB. C OmMHOW CTOPOHBI, HE
CIelyeT Ype3MEpPHO OrpaHWYMBATH M OMNEKaTh JeTed, JiedeOHas (U3KyabTypa HeoOXomuma, HO
HEKOTOpBIE BUABI (PU3NUECKONW aKTUBHOCTH, TaKH€, KaK KyBBIPKAHUE, CTOMKA Ha TOJIOBE W HBIPSIHHUE
JOJDKHBI OBITh TIOJIHOCTBIO MCKJIIOYEHBI W3-32 HECTAOMIBHOCTH IIEWHOTO OTAena. PaspemaroTcs
JIeTKUE TIOJCKOKH, HO TAalMeHT HEe JOHKEH CaMOCTOSTENBHO MphIraTh Ha 00€ HOTH, MOTOMY YTO
CHCTEMa OMOPHI U KOOPAMHAIMU JBUXKEHUN Yy HEro ciabo pas3BuTa. PoguTensiM MIKOJILHUKOB HY>KHO

00s13aTeIbHO COOOIIUTD YUUTEIO (PU3KYIBTYPbl 00 0COOCHHOCTSX YUEHUKA.

[TanimenTs! ¢ cuaapomoM ['yprep-llleite 1OMKHBI BECTH TMOABMIKHBIN 00pa3 KU3HU IS MOIIEPKaHUS
(PYHKIIMOHMPOBAHUS CYCTABOB M YJYUILIEHHUsI OOILEro COCTOSHHUA 310pOBbs. Bpau-nenuarp unu Bpau-

(bI/I3I/IOTepaH€BT MOKCT ITOCOBCTOBATH PA3JIMYHBIC KOM6I/IHa]_[I/II/I CKECIHECBHBIX ynpamHeHI/Iﬁ.

NHTencuBHas Tepanus Uil YIy4YIIEHUS MOABMKHOCTH CYyCTAaBOB M IIO3BOHOYHMKA, a TaKXKe UL
YKPEIUIEHUs] CHUHHOM W OpIOUIHOM MYCKYJIaTypbl PEKOMEHJ0BaHa BCEeM nanueHTaM. YToObl
YMEHBIIUTH MOCIEACTBHS THIEPIOP03a, HEOOXOAUMO YKPEIUISTh TPYAHYI0 MYCKYIaTypy, IpH 3TOM
POBOJUTH TEPAIUIO, HAITPABICHHYIO HA PA3BUTHE MOSCHUYHO-KPECTIIOBOTO OT/AeNa. BaXXHO ClenuTh,
YTOOBI MAI[MEHT HE MEpEHAnpsrajics U He yCTaBaj YpEe3MEPHO, MOITOMY PEKOMEHIYETCs TIIATEIbHO

HU3Yy4YUTH €TO (1)I/ISI/I‘I€CK06 COCTOSAHHEC U BBIpa6OTaTB HHINBUAYAJIbHBIC pPCKOMCHAAIINH.

PGKOMCHI[yeTC}I 3aHsATUSL, COUCTAsI aKTHUBHBIC U IMACCUBHLBIC YIIPAKHCHUSI. Kommiekc 3aHATUM JTOJDKEH

BKJIIOYATh:
- YOpa)XHEHHs Ha BbIPaOOTKY OCAHKH U YyBCTBA PABHOBECHUS;
- YIPpaXHEHMsI Ha PaCTsHKCHMUE,

- BOJHBLIC TIIPOUCAYPBI U 3aHATHUA CIOPTOM B BOIC, 0COOEHHO JII - IMOXKHUIJIBIX  ITAIIMCHTOB.

Paccnabnstommii Macca)x U MOJIBOAHBIN Maccak OKa3bIBalOT BEChMa OJIarOMpUsITHOE JACHCTBUE.
OTnenbHOTO BHUMaHUS TPEOYIOT 1e(OPMUPOBAHHBIE CTYITHUA U KUCTH.

YtoOBI MNoAACPKUBATL IMOABMIKHOCTD CTYHHGI;'I, HGO6XOI[I/IMO BBIIIOJIHATE CIICOHUAJIbHBIC YIIPA)KHCHMUA,
Jydqnai€ BCETO JOoMa HWIIM BO BpPEMA HUIP. I[J'ISI CHATHUA YPE3MCPHOIO MBIIICYHOI'O0 HAIIPSIKCHUA
HCO6XOI[I/IMa oproncanvicckast O6YBI>, CTCJIBKU W BKJIAJIbIIIN, KOTOPBIC BBIMMOJIHAIOT IMOAACPKUBAIOIIY O

(YHKIMIO, B HEKOTOPBIX CIydasx — OpTe3bl. BaHHOUKHM, Maccax HOT Takke HEOOXOAUMBI.

BaxHo BBITOIHATH YHOPaXXHCHHUA HAa PACTAKKY MBIIIIT BaHHCﬁ IMOBECPXHOCTHU 66}1}33 U I'OJICHHU.



I[J'IH YIyUlICHUSA MEJIKOM MOTOPHUKHU KHUCTEeH PYK PC€KOMCHAOBAHA HWHTCHCHBHAA TI'MMHACTHKaA JJIA

IMaJbICB M JIAJOHUICK, €€ POAUTCIIN U CaMU ITAIIMCHTBI MOT'YT IIPOBOAUTH 10MA.

[Tocie MHTEHCUBHBIX 3aHATUN AIEKTPOTEPANHSI, PyYHON MacCaXK, BOAHBINA Maccax, Tepanus Je4eOHOU

I'psA3bRO, 3aHATUSA HAa BOAHBIX TPCHAXKCPAX CHUMAIOT 00JIb U IMPHUHOCAIT oOJyerueHue.

[Ipu mpoBeneHun BceX aKTUBHBIX BHJIOB TEpamuu cleayeT ooOpamarb 0co00e BHUMAaHUE HAa PUTM

JBIXaHMS ¥ TaBaTh JIOCTATOYHOE KOJIMYECTBO MIEPEPHIBOB JIJIS OT/IbIXa M BOCCTAHOBIICHHS JIBIXaHUS.
Xupypeuueckoe neuenue

CyliecTBylOT pa3iauyHblE MHEHUS O HEOOXOAMMOCTH XUPYpPrUyeckoro BmemarenscTBa. Ho
OlepaTUBHOE BMENIATEILCTBO — BCErNa PUCK, U Ipulerarb K HEMy CleAyeT TOJIbKO B Clydyae OCTpOu
HeoOxonumoctu. bombmias cnoxknocts mpu MIIC — mnpoBenenue anecte3un. HectabunbHOCTH
IIEHHOTO OT/AeNa TTO3BOHOYHHKA, TPYAHOCTH MPHU OTKPHIBAHUHU PTa, OOIBIION SI3BIK U MUHIAIUHBI Y
nanueHToB ¢ MIIC yBennuuBaeT puCK TpaBMaTUYECKOTO IMOBPEXKACHUS MPU BEACHUM aHECTE3UH, TaK
KaK MHOTHE aHECTE3MOJIOTMYECKHE MOCOOMs CBSI3aHbl ¢ MaKCUMalbHbIM pa3rubanuem men. B stom
clly4ae HYXXHO TMPUHATH CIENHMAbHBIE MEphl MpenoctopokHoctu. MuTyOupoBare miopeir ¢ MIIC
JOJDKEH OIIBITHBIM Bpad, MMEIOLIMN OIPEACIICHHbIE HaBBIKM. ECIIM ManueHT Ionajl B KPUTUYECKOM
COCTOSIHUU B OOJIbHUILY, HEOOXOUMO COOOLIUTh aHECTE3UOJIOTY, UYTO BO3MOXKHBI TPOOJIEMBI C LIEEH U
uHTyOanuen. JlpixarenpHble MYyTH, KaK MPAaBWIO, CYXKEHBI, IOITOMY MOXKET NOTpedoBaThCs
SHAOTpaxealbHas TpyOka MeHbIero nuamerpa. Cama ycTaHOBKa TakOW TPYOKH - OY€HBb TPYIHBIN

Imponecc, BOBMOXKHO, HOTp€6yeTCSI HCIIOJIb30BaHHE THOKOTO 6pOHXOCKOHa.

HecTabunpHOCTh LIEHHOrO OT/Ea MO3BOHOYHHUKA KOPPEKTUPYETCS C MOMOUIbIO ONepanuu (edHbIid
crnonmione3). C moMoIbio KOCTHBIX (parMEHTOB WJIM MCKYCCTBEHHBIX MaTepHasioB (hOpMUpPYETCs

oropa, 00bEIUHAIONIAs JIBa BEPXHUX MTO3BOHKA M OCHOBaHHUE Yepena.
Opeanwl cnyxa

HelipocencopHas ¥ KOHIYKTHUBHAs TYrOyXOCTb B OOJBIIMHCTBE CIy4aeB MOTYT KOMIIEHCHUPOBATHCS
MoI00POM CITYXOBBIX ammaparoB (ATmapar CIIyXOBOW KOCTHOM MPOBOAMMOCTH C KOCTHOHM (uKcaruen
UMIUIAaHTUPYEeMBbIN*** Amnmapar ciayXoBOM KOCTHOW MPOBOAMMOCTH C KpPEIJICHHEM Ha TroloBe™**,
CucremMa UMIUTAHTALIMK CPEIHETO yXa MOJHOCTHI0 UMIUIAHTHpyeMas*** Anmapar ciiyxoBOil KOCTHOU
MPOBOAUMOCTH C HMIUIAHTUPYEMbIM BuOpaTtopom™** ). Tlpu 4dYacTblXx OTHTaX MPOBOAUTCS

IIYHTUpOBaHUE OapaOaHHBIX MOJIOCTEH JIJIsi OTTOKA SKUJIKOCTH.
Cepoeuno-cocyoucmas cucmema

N3-3a pa3BuTHs KJIaMlaHHBIX TUCYHKIMA HEPEIKO PEKOMEHI0BaHA KOHCYAbTAIMS KapAUOXUupypra ass
pemieHus Bompoca O HEOOXOOUMOCTH IPOTE3UpOBaHMs KjamaHoB cepaua. M3-3a  yacto
pPa3BUBAIOLIUXCA HApYyLIIEHUH pUTMa CTaBUTCA BONPOC 00 MMIUIAHTALIMM KapauoBepTepa-

nedubpumisaTopa.

Ungpexyuu



BaxxHo, 4TOOBI OCYIIECTBIISIICS XOPOIIUN YXOH 3a 3y0aMH, Tak KaK pa3pylIeHHBbIC 3yObl MPUUUHSIOT
CWIbHBIA JUCKOM(OPT U ABIAOTCA odaraMu HHpexuuu. HeoOxonuMo peryiasipHO YUCTUThH 3YOBbl,
MCIIOJIb30BaTh PacTBOPHI AJid nonockanus. Ho naxe mpu camoii TiiatenbHoOM 3a00Te 0 3y0ax, MOTYT
pa3BUBATHCS BOCHATUTENBHBIE TPOIECCHl. Pa3apakuTeabHOCTh, TIad U OECIOKOWCTBO WHOT/AA MOTYT
ObITh €IMHCTBEHHBIMU CHUMITOMaMH IpoOieM c 3ybamu. Ilepen omepaTuBHBIM JieueHHuEM 3yOOB
HanueHTaM, y KOTOPBIX YK€ JIMarHOCTUPOBAHO MOPAKEHUE KIAMAHOB CepJla, HEeo0Xoaum
NpoQHIAKTUUECKUN TpUEeM aHTHOMOTHUKOB JI0 U TMOCIE JICYCHHs. DTO BBI3BAHO TEM, YTO HEKOTOPHIE
OaxTepuu U3 PpOTOBOM MOJOCTH MOTYT MPOHUKHYTH B KPOBOTOK M BBI3BAaTh MH(EKIIMOHHBIN MPOIecC Ha
nopaxxeHHoM kianase. Eciau HeoOxonuMo ynaieHue 3y0a 1moji aHecTe3uel, 3To JOJIKHO ObITh CAEJIaHO
B OOJIbHUIIE, @ HE B CTOMATOJIOTMYECKON MOJMKIMHUKE, 1101 HAOMIOAEHUEM OIBITHOTO aHECTE3UO0JIOTa U

3yOHOTO Bpaua.

Jleuenne OananbHoro OPBU y maunmentroB ¢ MIIC nyumie Takxke NpOBOIUTH MOJ IPHUCTAIBHBIM
BHMMaHHeM Bpaya. CieayeT MOMHHUTH 00 OCOOCHHOCTSX MPUMEHEHHUS CTaHIapTHBHIX MpEernaparoB y
ATOW Trpynmbl TNanuMeHToB.  Hampumep, Takue JieKapcTBa, KaK AHTUTMCTAMUHHBIE Mpernaparhbl
CUCTEMHOIO JIEUCTBUS, MOTYT CYLIUTh CJIM3UCTYIO, Jejas €€ TOdIle, MPOTUBOOTEYHBIE WU
COCYIOCYKHBAIOLIME CPEJICTBA MOT'YT ITOBBICUTh KPOBSHOE JABJIEHUE U CY3UTh KPOBEHOCHBIE COCY/IBI,

yTO HexenaTeabHo npu MIIC.

N3-3a  ocobGeHHocTe  cTpoeHUST TO3BOHOYHMKA W TPYAHOM  KIETKHM, TMalUEHTaM C
MYKOTIOJIMCcaxapua03oM | Tuma cliokHee CIpaBUThCA ¢ MH(EKLMEW, eCTu OHA 3aTparuBaeT JIeTKHeE,

IIOOTOMY BpadM JaxXC IIpHU HE3HAYUTESILHOU I/IH(i)eKHI/II/I MOT'YT Ha3Ha4aTb AHTUOMOTHKH.

UtoObl HOpMATH30BaTh MUPKYISAIUIO BO3AyXa B JIETKUX, PEKOMEHIYEeTCS U MPO(QUIAKTUYECKH, U BO
BpeMsi OOJIe3HH TPOBOAUTH HWIPHl C MBUIBHBIMH TY3BIPSMHU, BAaTOW, COJIOMHUHKAMM [l HAMUTKOB,
OyMa)XHBIMU TAKETaMH WU JPYTUMHU TIpeaMeTamMu (BO3AYIIHBIMHU IIApaMH, MSYaMH), TPEOYIOIIMMHU
aKTUBHOM paboThl JAbIXaTenbHOM cucteMbl. [l nerelt mocrapiie, A MNOAPOCTKOB MOXKHO
pa3paboTaTh yHpaKHEHUS IS PACTSHKEHUS MBI TPYAHOM KIETKH, 4YTOOBI POAMTENN MOIIH

CaMOCTOATCIIbPHO 3aHUMAThCA C ACThMHU.

ITaccuBHBIE yNpaXHEHUs i1 TPyOHOM KIETKM IPUMEHSIOTCS Ui IALUEHTOB C OCTPBIMHU
MHQEKLUUAMU JbIXaTelbHbIX IMyTeH WM A NAUEeHTOB, KOTOpPble HE MOTYT CaMOCTOSITEJIBHO
JBUTAThCS. YNPaKHEHUs IMOMOraroT Oosiee 3PQPeKTUBHOMY oTAeneHuIo ciu3u. K HUM OTHOcsATCS

MOTSTUBAHUS, PACTSKEHUS, TOTPSIXUBAHUS, MACCAX U BUOpaIUU.
/[uemomepanus

CnenumanpHas AUeTa HE CMOXKET MPENOTBpaTuTh HakorwieHne Al Tak kak OHM CHHTE3UPYIOTCA B
KJIETKaX, a He nmoctynatoT ¢ nuued. [loatomy orpanudenust B quere nauueHram ¢ MIIC He HyXHBI,

ACTHU JOJDKHBI MATATHCA B COOTBETCTBHUU C BO3PACTHBIMU HOTp€6HOCT$IMI/I.
llamozcenemuueckas mepanus

Jns MIIC tun I paspaborana crneuuanbHas ¢epMeHTHas 3aMeCTUTeNIbHAas Tepamus, Ipernapar —

naponugaza®™®, TIlamueHTy eXeHeNeIbHO BHYTPUBEHHO BBOIST HeAOCTAalOmUi  (pepMeHT B



craugaptHoi go3upoBke (100E]I/kr). B camoii mporeaype BHyTpHUBEHHOTO BBeIeHUST (epMEHTa HET

HHUYCTO CJIOKHOTO, U ITPpHU OIIPCACIICHHOM HABBIKC I/IH(by3I/IIO MOKHO ITPOBOJUTL B JIr000# 60.HBHI/II_IG.

DddekT oT Tepanmuu BO MHOTOM 3aBHCHT OT TOTO, KOTJa OBLIO HAadaTo JeueHHE. BMecTe ¢ Bpauom
HEoOXOIMMO Tepes HadajioM (EpMEHTHOW 3aMECTUTEIBHOW Tepanmuu OOCYAWTh BCE BO3MOXKHBIC
pucku, mobouHbie dPPEKThl U TIABHOE — OXKHMJAHHS OT JiedeHUsl. BakHO MOHMMAaTh, 4TO BBEIICHHE
(depMeHTa He MO3BOJIUT BBUICUUTH 3a00JIEBaHKE, LIETh TEPANUN — 3aMEITUTh IPOrpeccHio 0oe3Hu. Te
nedopManum, KOTOpbIe Yxe CHOPMHUpPOBAIUCH, TEpamus HE HWCIPaBUT, MH(Y3UOHHAS Tepamusi He

3aMCHHUT HGO6XOI[I/IMBIC XUPYPIUICCKHEC BMCIIATCIILCTBA.

Taonuma 1 - [Tnan oocnenoanus naruenTos ¢ MIIC 1

MccnenoBaHus [MepBoHavanbHas Kaxable Kaxable Kaxxable 12 mec OanH pa3s
oueHka 3 mec 6 mMec B 2 roga

[Mprvem Bpaya-reHeTmka X X

MoaTBepxaeHne gnarHosa X

AHaMHe3 6051e3Hu X

KnnHnyecknin ocMoTp Bpaya- X X

neanaTpa

Pocr, BeC, OKPY>XHOCTb X X

rosloBbl

BbIHOCNMBOCTb (6-Tn X X

MUHYTHbI TECT X04bbbl)

OcMoTp Bpava-HeBposiora X X

OcMoTp Bpava-xupypra/Bpava X X
AeTCKOoro xmpypra

KomnbloTepHas  ToMmorpadus X X
unu MPT rosoBHOro mo3sra

KorHutneHoe TecTMpoBaHue X X

(DQ/1Q)

SnekTposHuedanorpamMmma X X

CkopocCTb HEepBHOM X X

nposoamMmocTu/ M

OcmoTp Bpayva- X X
OTOPUHONAPUHIronora

OcmoTp Bpaya-cypaosiora- X X
OTOPWHONAPWHIronora

AyanomeTtpus X X
OcMmoTp Bpaya-odTanbmonora X X

OcTpoTa 3peHus X X

OcMOTp rnasHoro gHa X X
MccneposaHne porosuubl X X

OcMoTp Bpava-nysbMOHoOsOra X X

oB4 (nccnepoBaHne X X

HECNpoOBOLIMPOBAHHbIX
NOTOKOB M 06HEMOB)




MccnepoBaHune cHa/ X X
nonncoMHorpadus

OcMoTp  Bpava-kapawonora/ X X
Bpaya-AeTCKoro Kkapauonora

DnekTpokapanorpamma X X
Sxokapauorpadus X X

OcMmoTp Bpava-TpaBmaTosora- X X

opToneaa

PeHTreHorpadus ckeneta X X
Y31 opraHos 6ptoLHon X X

MoNoCTU;, 0OBbEM CeNe3eHKHU,
neyeHu

OcmoTp Bpava- X X
dunsmoTepanesTa

Mpuem Bpaya no neyebHOM X X
bunsKkynbType

OcMoTp Bpayva-cTtomaTosiora X X

JNla6opaTopHble nccnenoBaHus

Onpepenenuve ' Al X X
Bunoxmmunueckni aHanms X X
KpoBU

(anaHnHaMuHoTpaHcdepasa

(AJTT),

acnapTataMmMHoTpaHcdepasa
(ACT), obwmii wn npsmon
ounmMpy6buH, XONecTepuH,
TpUrAnuepuabl)

TpchnﬂaHmauuﬂ KOCMHO020 M032a/2eMONOIMUYECKUX CMBON0BbIX KNEMOK

PekoMeH1I0BaHO TIPOBEACHUE TpPaHCIUIAHTALMK TIeMONo3THYeckux CcTBOJIOBBIX KieTok (TI'CK)
nalydeHTaM ¢ CUHApoMoM [ypiep 10 NOCTHXKEHHMS BO3pacTa JBYX JIET NMPU HOPMalbHBIX WIH
cyOHOpMaJIbHBIX ToOKa3arensax pas3Butus uHTewiekta (DQ>70). Omaum wu3 Haubosee 3HAYUMBIX
3¢ (}HEeKTOB TpaHCIIAaHTAIIUU SIBISIETCS COXPAHEHUE WHTEJUIEKTYaJIbHOTO Pa3BUTHS JETEH, MMEIOIINX
TSOKEIBIM TE€HOTHI, AaCCOUMMPOBAHHBIA C CEPhE3HBIMHM YMCTBEHHBIMH PACCTpPOUMCTBAMHU. Y 3THUX
NAlUEHTOB OBUIM OTMEYEHbl CYUIECTBEHHBIE W3MEHEHHUS uepT Jjula (yMEHbBIICHUS MPOSBICHUN
“raprowimsma’), yIy4IIeHUE WK CTAOMIM3aINs CePACUHO-COCYTUCTON cucTeMbl. OTHAKO N3MECHEHUS
CKEJIeTa COXPAHWINCh, B HEKOTOPBIX CIy4asX OTMEUAJIOCh JAXKE YXYALICHHE CUTyalluu. Y MHOTUX
NAlMEHTOB HaOMI0AI0Ch YAYUIIEHHE 3JIEKTPOPETUHOrpaMMbl (QYHKIMS ceTyaTku) yepe3 1-2 roma
MocJie Mepecajki KOCTHOTO MO3ra, OAHAKO MOCJENyIoNIMe HAOMIONEHUs MOKa3alu, YTO ¢ TEYEHHUEM
BPEMEHHU MPOUCXOAUT yXyamieHrne. He ObUI0 MOMydeHO OHO3HAYHBIX JAHHBIX O BIUSHUU MEPECaIKu

KOCTHOI'O MO3ra Ha CTCIICHb IIOMYTHCHUS POTOBUIILI.

Henwzs He OTMCTUTDB, 4YTO CaMa Hponcaypa nmpoBCACHUA TPAHCIUIAHTAIIUNU JOBOJBbHO PUCKOBAHHA AJIA
manueHTa, B CBA3M C YaCTbIMH OCJIIOXKHCHUAMH, BBISBAHHBIMH «OTTOPXKCHHUEM) TpPAaHCIIJIAHTAaHTa

OpPraHHU3MOM IIAITUCHTA.

llonosas 3penocmo u bpax



[Togpoctkn ¢ cunapomom ['ypnep-Llleiie u llleiie mpoxomsT HOpMalbHBIE CTAAUU ITOJOBOTO
CO3pEBaHMs, OJHAKO HAUMHAETCSI OHO HECKOJIBKO M03Ke. 3a00JieBaHNE HE BIUSET HA (PEPTUILHOCTD, HO
KEHIIMHAM C TsKeI0U opmoii 3a001eBaHUsI MHOTAA CJIOKHO BEIHOCUTH PEOEHKA B CBSI3U C TSKEJIBIMU
HApyUWIEHHUSIMHA CO CTOPOHBI cepauna u ckenera. B mupe m B Poccum ectb ceMbu, Marepu KOTOPBIX
POIMIIN HECKOJIBKO 370pOBhIX JieTeil. [loaToMy Bce BOMpOChl, CBsI3aHHBIE ¢ OEPEMEHHOCTHIO U POJIaMU

HY’KHO peniarb UHAUBUYaIbHO.

Bce netu ot ponuteneit ¢ cunnpomom ['ypnep-Illetie u Llleiie aBnsroTcss HOCUTENIMH 3a00I€BaHUs, HO

He OO0JIEIOT, €CJIM BTOPOM pOAUTEND 310pOB U He siBisieTcst HocuteneM rena MIIC 1.
Omowix

[Tarmmentam ¢ msrkoit popmMoit 3a00eBaHKsT HEOOXOAMMO HAYYUTHCS ObITh HE3aBUCUMBIMU OT CBOUX
cemeil. He maBaiite pebeHKY, TOIPOCTKY 3aMKHYThCS B ce0e. EMy HY>XHBI Ipy3bsi, OOIIEHHE U HaBBIKU

CaMOCTOSTEILHOM KU3HU.

[Tockonbky netu ¢ Msrkod (opmMol CHHApPOMa HMEIOT HOPMAJIbHBIM HWHTEIUIEKT, HEOOXOAMMO

MIPUJIOKUTH BCE YCHIIHS, 9YTOOBI OHU TTOTYUYHIIN XOpoIliee 00pa3oBaHue.

B kaxxaoM M3 pEeruoHOB OINpEAENICHbI JeUueOHbIE YUPEXKICHUS, B KOTOPBIX MALMEHTHI MOIYyYaroT U

MaTOTEHETHYECKOE JICUCHUE U TTPOXOAT BCE HEOOXOIUMBIC UCCIICIOBAHNS.
Viuameo 6onvme

B mupe ects MHOTO OpraHu3anuii, KOTOpble MOTYT IMOMOYb BaM HAWTH OTBETHI Ha JIFOOBIE BOIPOCHI,

CBSI3aHHBIX C MYKOTIOJUCAXapUI03aMU:
MexayHapoaHasi OpraHu3aius o MyKOIoJucaxapua03aM: Www. mpssociety.org

MexnyHapoaHblii TOpTall O peAKUM 001e3HIM www.orpha.net

EBpomeiickass opraHm3aius, OOBCIUHSIOMIAS IAIMEHTOB C pPa3HBIMH PEIKUMHU 3a00JICBaHUSMU
EURORDIS www.eurordis.org

[ToMHHUTE, YTO AKTUBHAS MO3ULIHS CAMUX NAUUEHTOB — 3AJIOT YCIEIIHOW U CYACTIIMBOM KU3HH !
Obwecmeennvie opeanuzayuu u ¢porowvl Poccuu

MIIC I tTuma BXoAWT B mepedeHb op(aHHBIX 3a00JICBaHUM, JIEYCHUE KOTOPBIX MPOBOIUTCS 3a CUET
cpencts rocymapctBa. [lomMoub mammeHTaM MONYYHTH JI€UYEHHE, MOBBICUTH HWH()POPMUPOBAHHOCTH
oOmiecTBa 0 pelKuX OOJE3HAX, a TAKKE JOOMBATHCS MPOJBHIKEHUS 3aKOHOJATENIbHBIX MHULIMATUB B
oOnactu opaHHbIX 3200J€BaHUN MOTYT OOIIECTBEHHBIE OPraHU3alMU. B C€TH MHTEPHET Bbl CMOXKETE
HaWTH MHPOPMAIMIO O HECKOJIBKUX OOIIECTBEHHBIX OPTaHU3AIMSIX, KOTOPHIE MOMOTAIOT CEMbSIM C

MYKOIIOJIMCaXapua03aMHu.


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

Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

Ipuioxkenue I'l [lkana cy0beKTUBHOI OLIEHKH NMEPEHOCUMOCTH (PU3HUECKOM
Harpys3ku (mkaJjia bopra) (Borg scale)

HUcrounuk: [42,43,44.].

Tumn: mkana oueHkKu

Ha3navyenme: cyObeKTUBHOM OIIEHKA IEPEHOCUMOCTH (PU3NYECKON HATPY3KU
OueHoYHbIN HHCTPYMEHT: [IKaJIa

Conep:xkanme 1 KJIKOY:

[TanpeHT monyyaeT MHCTPYKLUU N0 OIIEHKE OJABIIIKKA BO BpeMs (u3nueckor Harpysku: ot 0 6amios -
CIIOKOMHOE JbIXaHUE, HET OILIYIIECHUS OJBIIIKH U aanee — 10 10 6amioB, Korma OabIIKa MaKCUMallbHa.

OHGHI/ITG CBOU OLIYIICHUS B HaCTOHHIHfI MOMCHT.

Bannbl OuwyuieHnsa oabILKU

0 OTcyTcTBYET

0,3

0,5 MpakTnyeckn HeT (enBa 3aMeTHas)

0,7

1 OuyeHb cnabas

1,5

2,5 Jlerkas ogbilika

3 [JoBONBHO TsHKenas oAblwkKa

4

5 Tsokenas oAblka

6

7 CunbHO BblpaXKeHHas Tshkenas oAblwka
8

9

10 OueHb BblpaXkeHHasa Tshxenasa oAplwka (Ha npeaene BO3MOXHOCTEN)




