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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 nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/1eBAHUUA UJIHA COCTOSTHUM)
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1.1 Onpenenenue 3a00/1eBaHUsA HJIH COCTOSHUS
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

Myxononucaxapuno3z I tuma (MIIC 1) - HacneacTBeHHass JIM30COMHas OOJ€3Hb HAKOIUICHUS,
oOycnoBneHHas aedunuToM ¢depMeHTa anbda-L-uaypoHuaa3sl W TOpOTEKAromas ¢ Pa3IudHBIMU
KJIMHUYECKUMH TIPOSIBIICHUSMU: 3aJCPKKOH pPOCTa, YMCTBEHHOM OTCTAJIOCThIO, TIOPAXKEHUEM HEPBHOU
CUCTEMBI, CEpACYHO-JICTOYHBIMHA  HApYIIEHUSMH, TeHaToCIUICHOMETalle, MHOXECTBEHHBIMHU
IM30CTO3aMH, TIOMYTHEHHEM pOTOBHIIBI. Bce BhIIENEpEUNCICHHBIE TNPU3HAKH TMPHUBOMAT K

WHBAJIMIN3AIIAH, a TIPU TSHKEJIIOM TeUCHUH OOJIe3HU - K JIeTaabHOMY rcxomy [1].
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1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml WM
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSAHUMN)

[Mpuunnoit MIIC I Tuna siBisiercss MyTalus B reHe, KOAUPYIOIIEM JIU30COMHbBIA (epMeHT anbda-L-
uaypoHnuasy. Tuil HaciemoBaHWs: ayTocoMHO-perieccuBHBIN. [en IDUA, xomupyrommii anmbda-L-

UIyPOHUAA3Y JIOKAJIN30BaH B XpOMOCOMHOM obnactu 4p16.3.

W3-3a CHM)KEHMSI AKTUBHOCTH (EpPMEHTA IPOUCXOJUT HAKOIUIEHHE pasiauuHbiXx TtunoB [Al' u
pa3BUBaeTCs coMaTHdeckas MaHudecTalys B BUIE JIMLIEBOro JucMopdu3Ma, rernaTocinieHoMeranuu,
NIOpa)KEHUsS CEepJlla, JbIXaTeIbHOM CHUCTEMBI, N3MEHEHUN CKEJIETa, HEBPOJIOTMYECKOW CHMIITOMAaTHKH,
reMaToIorMuecKkre U opraiabmororuueckue usmenenus. Bapuadensnocts MIIC onpenensiercst Tunom
HaKarjauBaeMoro cyocrtpara mpu Hemoctarounoit aerpaganuu Al mpu MIIC I tuna mpoucxoaut
HaKOIUIEHHE TemapaHcyibdpara u nepmarancyinbdara. Jepunur anbda-L-unypoHunassl Moxer
IPUBECTH K pPa3BUTUIO Pa3IMYHbIX (EHOTUIIOB OO0se3HU, OOYyCIOBIMBAas OTIMYUSA B TSKECTH

CUMITTOMATUKH. Beiiensror Tpu kmnHnueckux ¢enoruna [3,4,5]:
-curapom ['yprep (mykomnonucaxapuao3 I H - Tspkenas opma),
-cuuaapoM llleite (mykomonucaxapumo3 I S - nerkas gpopma)

-cunapom ['ypnep-1lleiie (mykononucaxapuno3 I H/S-npomexxyrounas ¢popma)
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1.3 Dnuaemuosorus 3aﬁongBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

Myxkononucaxapuo3 | Tuna — 3to maHsTHUYeckoe 3a0oyieBaHue, ero yacrora coctaniser 1:100 000
HOBOpOXJIeHHBIX. [Ipubnusurensno 50%-80% manueHToB MMEIOT Tshkenylo Qopmy 3a0oieBaHus.
MIIC I H/S cunapom I'ypnep-Illeiie BcTpedaetcs ¢ nomynsuuonHoi gactotoid 1:100 000 - 1:500 000
HoBOpoxkIeHHbIX; MIIC I S cunnpom Ileiie - 1:500 000 HOBOpOXKIEHHBIX [6,7]. OgHAKO, HYKHO
YUHUTBHIBATh, YTO CYLIECTBYET OIpEeICHHAs MOTPEUTHOCTh B OI[EHKE PacpOCTPAHEHHOCTH PA3IMUHbIX

¢dbeHoTunoB 3ab0IeBaHMs, YTO MOXKET OBITh CBSI3aHO C 0OJIE€ YaCTHIM BBISBICHHEM UMEHHO TSKEIBIX
dbopm MIIC 1.
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1.4 Oco0eHHOCTH KOAUPOBAHHUS 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (TPyNnbI 3200J1eBAHUN UJIU COCTOSTHUN) O
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U npo0JieM, CBI3AHHBIX CO 310POBbEM

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

paccTpoNCTBY MUTAHUS M HapylIeHHI0 oOMeHa BeniecT, E76.0 - Mykononucaxapuos | turma.
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1.5 Knaccudukanust 3a001eBaHus MM COCTOSTHHSA
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

B cootBercTBHH C IIG(I)I/IHI/ITOM/OTCYTCTBI/IGM JIM30COMHBIX (bepMeHTOB, COOTBCTCTBYIOIIMM TI'CHHBIM

nedeKkTam u TSHKECTU KIIMHUYECKOW cuMnTomMaruky, Beiesstor 11 tunoB MIIC (mpunoxenue A3.2).
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1.6 Kiinmanyeckass KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPynnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

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

CKOpPOCTH MpOrpeccupoBaHus 3a00JIeBaHNs y TalIMEHTOB [ 1-5].

Takum oOpa3oM, JTOBOJBHO YCIOBHO BBIJCISIOT TsoKENMyo GopMy 3abosneBanus (cuaapom [yprep), ¢
MaHu(decTanmeii Ha TEpPBOM TOAY JKU3HH, C TPOTPECCHPYIONIEH  Kapauo-pecrnuparopHOn
HEJOCTATOYHOCTBIO W SIPKO BBIPAXKEHHONW HEBPOJOTHMYECKOW CUMIITOMATHKOW; W MITKYI0 (QopMmy
(cunnpomsl ['yprnep-llleite u Illeite), mpu KOTOpo cUMNOTOMBI MOSBISAIOTCA B Bo3pacte 4-10 ner u
00JI€3Hb MEMJIEHHO MPOTPECCUPYET, MPH ATOM HEKOTOPHIE MAIMEHTHI JOKHBAIOT 10 B3POCIIOTO

BO3pacTa.

C yueTroM TpPaJUWLUKUOHHO UCHONIB3YEMOM Kiaccu(UKaIMM, HUXKE MPUBEACHBI XapaKTEpHbIE

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

OcHOBHBIE KIMHUYECKHE TMPOSABICHHUA: OrpyOJIeHHEe 4YepT Jula, TYTONOJBUKHOCTh CYCTaBOB,

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

Buemnnii Bun. IlepBble npu3Haku 3a0ofieBaHus MOSIBISIIOTCS B Bo3pacte 3-8 et llanumeHTsl
TUINEPCTEHUYECKOTO TEJIOCIOKEHUS C CHJIBHO pa3BUTOW MYCKYIaTypod, 4epThl Jula Trpyosie,
XapaKkTepeH MIUPOKUN POT ¢ MyXJIbIMH TyOamu, HIDKHsS mporHatus. [locTemeHHO pa3BuBaeTcs
OrpaHMYEHHE JIBUJKEHUN B CYCTaBaX BEPXHUX KOHEYHOCTEH, a TaKKe TyTOMOABUAKHOCTb, BOSHUKILIUE U
MIPOTPECCUPYIOLIME KOHTPAKTyphl CycTaBoB KucTeil. Hambonee BbIpa)KEHHBIMU BCE€ CHUMITOMBI
OOJIE3HN CTAHOBSATCSI K MEPHUOIY IIOJIOBOIO cO3peBaHUs. BO3MOXXKHO MOBBIIIEHHOE OBOJIOCEHUE,

KOpOTKas 1es.

KoctHast cucrema: MOXeT oTMe4aeTcs HeOOJbIas 3aJep)Kka pocTa. MHOXECTBEHHBIM THU30CTO3:
JUCIIIA3Ks JIMIIEBOTO 4Yeperna; IUIOCKas MEePEHOCHIIA, IIUPOKO PACCTABICHHBIE IV1a3a, YTOJIIECHHbBIE
ryObl, TUNOIJIA3UPOBaHHAS HIDKHSISL YEIIOCTh, MAKPOIJIOCCUSl M TUIEPIUIa3Usl I€CEH, KOPOTKas Ies,
cru0arTenbHble KOHTPAKTYPhl U TYTOMOJABMKHOCTH KOHEYHOCTEH, C BO3PACTOM NPUCOCAUHSETCS
O0JIE3HEHHOCTh CYCTaBOB PyK M CTOMN, C (POPMUPOBAHHEM «KOTTHUCTOW JambD» M TIOJIOH CTOIIBI,
BaJIBIYCHOM Jnedopmammeil KOJIEeHHBIX CycTaBoB. Hepenko pasBUBaeTCs TYHHEIBHBIM CHHIPOM
KapHaJbHOTO KaHaja, KOTOPBIM, HapsAly C TYyromoABUKHOCTBIO, IPUBOJUT K OTpaHUYECHUIO (DyHKUIHUU

BEPXHUX KOHEUHOCTEU.

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

pa3BUTHE OOCTPYKTUBHBIX 3a00JI€BaHUM AbIXaTE€IbHBIX MTyTEeH, CHHIPOM OOCTPYKTUBHOTO allHO? CHA.

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

nocie 30 JICT, pSSBI/IBaeTC}I IJIayKOMa, IHUIMCHTHaAs I[HCTEOI%I/I}IMCC JaTKHU. %CI[KO - %TCK JUCKa
€KoOMeHO0BaHO K N3y4eHnto pegakrtopamm canta viegyHuBep - ttps://me univer.com/



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

KpanuoBepreOpanbHblii CTEHO3 pa3BuBaercs y mamueHToB ¢ MIIC BciencTtBue TUIOIIIa3uu
3yooBugHOTO OTpocTka C2 MO3BOHKA, aTJIAHTOAKCHAJIBHOM  HECTAaOWJIBHOCTH,  OTJIOKECHHS
MYKOTIOJIUCAXapUJI0B B TBEPAOH MO3TOBOM 000J0YKEe W 3agHEl TMPOMOIBHOM CBSA3KE, YTO B
JaJbHEUIEM MPUBOJUT K KOMIIPECCUOHHOW MHEJIONATUX Ha 3TOM YPOBHE, U KaK CJIEICTBUE, PA3BUTHIO
OyJIbOapHBIX HAPYIIEHUHN, IEHTPAIbHON JbIXaTeIbHON HEAOCTATOYHOCTH. CUMIITOMBI MOTYT BKJIFOUATh
HapyIICHUE TOXOJKH, MBIIICYHYIO CIa00CTh, HEYKIIOKECTh MPU COXPAHHBIX MOTOPHBIX HaBBIKAX W

TUC(HYHKITAIO MOYEBOTO ITy3bIPS.

KapnanbHblii TYHHEIBHBINA CUHIPOM — YacTasi HEMpOIaTus CIaBJICHHs Y MMAlIMEHTOB B BO3pacTe OT S 110
10 ner u B3pochbix. Ilpu OTCYyTCTBUM JIeYEHUS MOXKET MPUBECTH K HEOOpaTUMOW KOHTPaKType
JTUCTATBHBIX MEX(aJTaHTOBBIX CYCTaBOB, a TakKkKe K HApYHICHUIO WM TOTEPE YYBCTBUTEIBHOCTU
NEepBBIX TpPeX MNallblieB M Tape3y MBI TeHapa. K coxalieHuio, MamueHThl PEelKo COOOIIAIT O

00JIeBBIX OIIYIICHUSX, TOKA HE MPOUCXOIUT HOoTepsi GYHKIUU.

CepI[C‘IHO-COCYIII/ICTaH CUCTEMA:. XApaKTCpHbBI HEAOCTATOYHOCTDH W/UIN CTEHO3 KJIallaHOB cepama

(MUTpPAJILHOTO, A0PTAJIIBHOTO, TPUKYCIHUIAJILHOTO U JIETOUHOTO).

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

TenaToCIUICHOMET AU, B PAHHEM BO3pacCTe -IHapesl.
Myxkononucaxapuao3 tTun I H/S - npomexyrounas ¢gopma
Cunonumsr: Cunnpom ['ypnep-1ierie.

OcHOBHEBIE KIIMHUYECKHUE IMPU3HAKU: JIULIEBBIC I[I/ICMOp(l)I/II/I, TYTOIMOABH>KHOCTD CyCTaBOB,

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

BHemHuid BWA: TNEpBBIC CHMIITOMBI OOJIC3HHM TOSBISIOTCS K BO3pacTy 3-5 JeT. XapaKTepHBI:
ckadonedanusa, makpouedanus, 3amaBiias MEPEHOCHUIA, MyXJble TyObl, TTOMyTHEHHE POTOBHIIBI,

MUKPOTHAaTUA, YMCpeHHBIﬁ TUIICPTPUXO3, YTOJIHICHUC KOKXHBIX ITOKPOBOB.

KocTHas cucrtema: Ha mepBOM TOY KM3HH POCT B MpeAeiax HOPMBI, 3aT€M TEMIIbl POCTa CHIKAIOTCH,
00yCJIOBIMBAsT HU3KOPOCIOCTh. TelocinokeHne TuCIponopuoHagbHoe. MHOXKECTBEHHBIH AU30CTO3,
ckadouedanusa, maxpouedanus. Banbrycusle nedopmaiuu rojeHeil HE3HAYUTENbHO BBIPAKEHHBI.
YMepeHHO orpaHnyeHa MOJBMKHOCTh B CYCTaBax, OMPEAEISAIOTCS AU30CTO3bl, 00UKO0Opa3Has TpyaHast
KJIeTKa, KH(OCKOINO03, TUIICPIIOPI03.

Oprasbl JObIXaHMS: 4YacThle pecnupaTopHbie 3a00JIieBaHMs B BUIE PUHUTOB, OTUTOB, TUNEPTPOdUs

HEOHBIX MUHAANUH. BO3MOXHO pa3BUTHE OOCTPYKIIMIA JbIXaTEIbHBIX MyTEH, CTEHO3 TOPTaHHU.

Opras 3peHus: HOMyTHEHHE POTOBUIIBI.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



[lenTpanbHasi HEpBHAsE CHCTEMA: OTMEUAETCS 3aJICp)KKa TEMIIOB IICUXOPEUEBOTO Pa3BUTHSA, IO3KE
nosiBisieTcss TiryOokas jaemeHius. KpaHuoBepTeOpaibHBIM CTEHO3 M MHUEJIONATHs pPa3BUBACTCS Y
nanmuedToB ¢ MIIC  BcieactBue rumoruiazuu  3y0oBuaHoro otrpoctka C2  MO3BOHKA,
aTJIAaHTOAKCHAJIBHOW HECTaOWIbHOCTH, OoTIokeHUss ['Al’ B TBepaol MO3roBoi OOOJIOUKE W 3aJHEH
MIPOJIOJIBHOM CBSI3KE, UTO B JAJbHEUIIIEM MPUBOAUT K KOMIIPECCUOHHOW MHUEIIONATHU HA 3TOM YPOBHE,
U KaK CJICJICTBUE, PA3BUTHIO OyJIbOAPHBIX HAPYIICHHH, IEHTPAIbHON JIbIXaTeIbHOW HEAOCTAaTOYHOCTH.
CuMnTOMBI MOTYT BKJIIOYATh HAPYIICHWE ITOXOJIKH, MBIIICUHYIO ClIa00CTh, HEYKIIOKECTh IIPHU
COXPAaHHBIX MOTOPHBIX HaBbIKaX M AUCHYHKIIUIO MOYEBOTO My3bIpsi. TYHHENbHBIA CUHIPOM - CUHIPOM
3aMsICTHOTO KaHaja, cooOmjaromascs ruapouedanus. XapakTepHO pa3BUTHE NaXUMEHUHTUTAa B

LICHTHOM OTACJIC, IPUBOAAIICTO K CAABJICHUIO CIIMHHOTO MO3Ta U HOCHe,Hy}OLHGI)'I MHCJIOIIaTHUH.

Cepneuno-cocyaucras cucrema: CepliedHO-COCYAMCTas CHCTEMa: XapaKTepHbl HEJOCTATOYHOCTh M/
WIM CTEHO3 KJIAlaHOB cepaua (MUTPaJIbHOIO, a0PTAJIbHOIO, TPUKYCIUIAIBHOTO W JIETOYHOTIO).
Bo3MOXHBI HapylIeHUsI pUTMa U NMPOBOAUMOCTH, PEIKO- KapAMOMHUONATH BO3MOKHO apTepuajbHas

TUIIEPTEH3HUSL.
JKenynouHo-KuIIedHast CUCTEMA: FeNaTOCIUIEHOMET NS, TAXOBO-MOILIOHOYHBIE U ITyTIOYHBIE TPBIKHU.

Kak u mnpu OONBIIMHCTBE PELECCUBHBIX Oo0Jie3HEW KIMHUYECKHH MOIuMOp(GU3M OIpenesieTcs
OCTaTOYHOM AaKTUBHOCTHIO (EPMEHTOB M BIMSET Ha TSHKECTh TEUEHUsT W Bo3pacT jebrora. B
3aBUCUMOCTH OT BO3pacTa Je0r0Ta T€ WM WHbIE KIMHUYECKUE MPOSBICHUS MOTYT UMETh PA3IHMYHYIO
CTENEHb BBIPAXXEHHOCTU. BripakeHHOCTh KiMHMYeckuX mnposineHuit MIIC I B pa3Hom Bo3pacte

MoskeT BapbupoBarh ([Ipunoxkenue A3.3).
Myxkonoaucaxapuaos I H - taxkenas ¢gopma
Cunonumsl: cunapom ['ypnep, [lpaynanepa-I'ypiep cunapom.

OcCHOBHBIE KIMHUYECKHE TPOSBICHUS: 3aJ€pXKKa TCHUXOMOTOPHOTO Ppa3BUTHS, YMCTBEHHas
OTCTaJIOCTh, TPyObIE YEPTHI JINIIA, IIOPOKH KJIAIIaHOB CEP/LA, IOMyTHEHHE POTOBHUIIBI, 3aJIEPKKa pOCTa,

TYTONOJBH>KHOCTB CycTaBoB [1-3].

VY mamuenToB ¢ cuHApoMoM [ypiep mepBbie KIMHUYECKHE MPU3HAKK 3a00JIeBaHMsI MOSBISIOTCS Ha
IEPBOM IOy KU3HU. B psne ciiydae, yxe ¢ poKACHUS HAOIIOAAIOTCS HE3HAYUTENILHOE yBEIMUYEHUE
MEYEHU, TIyTIOYHBIE WM MaXOBO-MOIIOHOYHBIE TPhIKU. XapaKTEPHbIC U3MEHEHUS YEPT JIULA 10 TUITY
«Tapromjin3Ma CTAaHOBATCS OYEBUAHBIMU K KOHILY TIEPBOTO rofa KU3HU. J[pyrumMu Hanbosee 4acTbIMu
MaHU(PECTHHIMU CHUMITOMAMHU SIBJISIOTCS TYTONOABM)KHOCTh MEJIKMX U KPYIHBIX CYCTaBOB, KH(}O3
MOSICHUYHOTO OTJA€JIa TO3BOHOYHUKA (MOSICHUYHBIM «TUOYC»), XPOHUYECKHE OTUTBHI M YacTble
nH(peKmoHHbIe 3a00JIeBaHMsI BEPXHUX JAbIXareldbHBIX myTe. [lo Mepe mporpeccupoBaHus
3a00JIeBaHMsI TIPUCOCIUHSIOTCS CHUMITOMBI, CBUACTEIBCTBYIONINE O BOBJICYCHHH B MATOJIOTHYECKUN
IpolLecc BHYTPEHHUX OPraHOB, CEPACUHO-JIETOYHOW, LEHTpPaJIbHOW U mepudepudeckoil HEpBHOM

CHCTCM.

BeIIYHII/IMI/I HEBPOJIOTUICCKUMHU CUMIITOMAMU SABJIAIOTCA CHHUIKCHHUC HWHTCIIJICKTA, 3aJICPIKKa PCUCBOTO

Pa3BUTHS, U3MEHEHUSI MBIIIEYHOTO TOHYCA, CYyXOXKHMIBHBIX Pe(IEKCOB, TOPAKEHUS YEPEITHBIX HEPBOB,
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CMeNIaHHas M HEeHUpPOCEHCOpHas TYyroyxocTb. Yacto HabiromaeTcs MpOrpeccHpyroliee MOMYTHEHHE
poroBuilsl. [lareHTsl MOru6ar0T 00BIYHO B Bo3pacte 10 10 JIeT OT 0OCTPYKIIMH JBIXaTeIbHBIX IMyTEH,

pecMpaTOpHBIX UHDEKIIUHA, CEPACTHON HETOCTATOUHOCTH.

Buemnuii BuA. Y HOBOPOXIAEHHOTO XapaKTEPHBIX MPOSBICHUNA HE OTMEYAIOT, CUMIITOMAaTHKa 4Yallle
BCErO pa3BUBAETCI Ha MEPBOM rofy (c 2 MecsleB, MHOTJA - MO3Ke). XapakTepHbl UBMEHEHUS YepT
JUIA M0 THUITy «TaproMIN3May, KOTOpPbIE CTAHOBSTCS OYEBUIAHBIMU K KOHILy MEPBOTO TO/a >KU3HU:
0oJbIIIasi TOJIOBA, BRICTYMAIONIUE JIOOHBIC OYTphl, IIMPOKKE CKYJIbI, 3amaBIias IEPeHOCHIIa, KOPOTKHE
HOCOBBIE€ XOJIbl C BBIBEPHYTBIMH KHAPYKU HO3APSMHU, HOIYOTKPBITHIM POT, OONBIION SI3bIK, TOJICTHIE
ry0bl. XapakTepHa 3a/iepkka (MaKCUMAaJIbHBIN pOCT cocTaBigeT okoyo 110 cMm), KOTOpbIN MOTHOCTHIO
ocTaHaBiuBaeTcs K 2-5 romam. [Ipm HHU3KOM pocTe y JAeTel OTMeYaeTcsl AMCIPOTOPIIMOHAIBHOE

TCJIOCIIOKCHUC, KOPOTKAA 1ICH.

KoctHas cucrema: Co cTOpoHBI KOCTHO-cycTaBHOM cucrembl mipu MIIC [ BeisBasercs
MHOKECTBEHHAs] CUMITOMAaTHKa. Y BCEX MAalUEHTOB (OPMUPYETCS TYTOMOJABMIKHOCTH BCEX TPYIII
CYCTaBOB, B pe3yJibTare KOHTPAKTyp MeK(aJaHTOBBIX CYCTaBOB U YKOpOueHHs (ajaHr, oOpa3yroTcs
nedopmanuu kuctedl mo tumy "kortuctod nambl". TazobenpeHHble cycTaBbl CHOPMHPOBAHBI
HETMpaBUJIbHO, TOJIOBKU OCAPEHHBIX KOCTEH MaJIeHbKHUE, YIUIONMIEHHBIE U y3ypHUPOBAHHbBIC, XapaKTepHa
coxa valgum. [TonB3nomHneie KOCTH MprUOOpeTatoT ' TpeyroibHyo" nedopmanunto. PeHTreHonornueckue
U3MEHEHHUs, BUAUMBbIE TIpu cuHApome ['yprep, onmchbiBalOTCS KaKk MHOXXECTBEHHBIM Au30CTO3. s
JUIMHHBIX TPyO4aThIX KOCTEH XapaKTEepHO pacHIMpeHue auadu30B, PEHTTCHOJIOTMYECKH HEMPaBUILHO
nposBIstomuecs Meradussl u dnudu3sl. Kirounibl ykopoueHsl, yToiieHbl. Pebpa onuckiBaroTcst Kak
«BECII000pa3HbIey, UX BepTeOpasibHble KOHIIBI CYKEHBI, a CTEpHAJIbHBIC - YTONIIEHBl U PACIIHNPEHBI.
danaHru KUCTeH M CTON YKOPOYEHbI, UMEIOT TpamnelueBUAHYI0 GOopMy U pacliupeHHble Tuadu3bl.
dopmupyroTcs TIaTUCIOHAWIUSA, Kudo3, Kudockonnos. [103BOHKM pacuidpeHbl B TOMEPEUYHHKE,
BbICOTAa UX yMEHblIeHa. B yudactkax, rae cdopmupoBaH Ku(oO3 WIH KHU(OCKOINO3, BBISIBICHO

HEJ0pa3BUTHE MONEPEYHBIX OTPOCTKOB MO3BOHKOB MJIM UX "s13bIK0OOpa3Has" nedopmarius.

[entpanbHas HepBHasi cucteMa. [Iporpeccupyronme NCUXUYECKHE PACCTPOICTBA XapaKTEpHbI IS
cunapoma [ypnep, B To BpeMms kak npu Msarkux ¢popmax MIIC I (cunapomsr ['ypaep-Uleite u leiie)
MHTEJUVIEKT TMAalMeHTOB NPAKTUYECKH HE CTpajaeT WIM HaONIOJaloTCad JIETKUE KOTHUTHBHBIE
HapyuieHus. [IcMXOMOTOpHOE pa3BUTHE TpPU CUHIpoMe [ypiep HIOET ¢ 3aMETHBIM BO3PACTHBIM
OTCTABAaHUEM U JIOCTUTAeT MAaKCHMAaJbHOTO Pa3BUTHsI Ha ypPOBHE 2-4 JIET, 3aT€M OCTaHAaBJIMBAETCS U
NEPEXOAUT (BMECTE C MOTOPHBIM pPa3BUTHEM) B CTAJUI0 perpecca, JOCTUTasl MOJHOM JIEMEHLIMH.
OpHako cHCTEeMAaTUYECKHE 3aHSTHs, HANpPaBICHHbIE Ha pPa3BUTHE KOTHUTHBHBIX (PYHKIIHM,
CHOCOOCTBYIOT OoJiee JIMTENbHOMY COXPAaHEHHUIO MHTeliekTa. [loBeneHuecke HapyleHus: perpecc
KOTHUTUBHBIX (YHKIMI Hapsay ¢ TOKENIOM noTeped ciyxa, HEJOCTaTKOM CHA, BbBI3BAHHBIM
OOCTPYKTHBHBIM arHO3, OKa3bIBalOT CYUIECTBEHHOE BIUsSIHWE Ha MoBejaeHue pedenka. [lo mepe
HapacTaHUsi KOTHUTHMBHOTO Je(UIMTa K THUNEPAKTUBHOCTH W arpeCCHUBHOCTH MPHUCOCTUHSIOTCS
ayTUCTUYECKHE 4YepThl. MeauKaMeHTO3Hasl Tepanusi, HalpaBiIeHHAs Ha KOHTPOJIb Pa3pyLIUTEIbHOTO
noBeleHus, 4acto ObiBaeT HeadpdexktuBHOU. IIporpeccupyromas cooOmaromascs Tuapouedamus
ABIIAETCS] HAaOOJIee YacThIM CUMIITOMOM CUHApoMa ['yprep u peako BcTpedaeTcs npu MIrkux gopmax

MIIC I tunma (cungpomax ['ypnep-Lleiie u Illeiie). [Ipu cmaaBieHun CIMHHOTO MO3Ta, BBI3BAHHOTO
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HapyIICHUE TOXOJKH, MBIIICUHYIO C1ab0CTh, HEYKITIOKECTh MPU COXPAHHBIX MOTOPHBIX HAaBBIKAX U
mucyHKIMI0 ModeBOro my3bips. [Ipu Tspkénoit popme 3aboneBaHUsl YacTO HAONIIONAIOTCSA CYJOPOTH,
4TO TpeOyeT MPOBEACHUS OLIEHKA HEBPOJOTUYECKOTO CTaTyca. Y MAIMEHTOB CO cIa00 BBIPAXKEHHBIMU
KIIMHUYECKUMU TIPU3HAKAMU CYJOPOKHBIM CHHAPOM BCTpEYaeTcss HAMHOTro pexe. [IporpeccupoBanue
3a00JI€BaHMS COIIPOBOXKIAETCS T€HEPATM30BaHHBIMY TOHUKO-KJIOHMUYECKUMHU MAPOKCU3MAMHU, KOTOPBIE
OOBIYHO XOPOLIO MOAJAIOTCSI MOHOTEpANHMK MPOTHUBOIMUICITUYECKUMH Mpenaparamu. KapnanbHbli
TYHHEJIBHBI CHHJIPOM — YacTas HeHpomaTHs COABJICHHs y MAalMEHTOB B Bo3pacte oT 5 mo 10 ner u
B3pOCIbIX. [IpM OTCYTCTBHM JIEUEHHS] MOXET MPUBECTH K HEOOPATUMON KOHTPAKTYpE IHUCTAIBHBIX
Mex(aJaHTOBbIX CYCTaBOB, a TAaKXE€ K HApyUIEHUIO WJIM NOTEPE UyBCTBUTEIBHOCTH IMEPBBIX TPEX
najbpleB M mape3dy Mol TeHapa. K cokaleHdio, TanueHThl PEeaKo COOOMIAloT O OOJEeBbIX

OIIYIICHUSIX, TTIOKA HE MPOUCXOIUT ToTepsi QYHKIUH.

Cepneuno-cocynucras cucrema: BenencrBue omioxkenuss I'AlT ¢ panHero Bo3pacra KiamaHsl cepata
YTOJIIAIOTCS,, BO3HUKAET PErypruranus, Jubo cTeHo3. B psae ciydaeB BO3MOXKHO (OPMUPOBAHUE
TUNEPTPOPUN MBIIICYHOW TKAHU CEepAlla, YMEHBIIICHHE €€ dJTACTUYHOCTH, HAPYIICHUE TPOBOIUMOCTH,

NOpaXEHUE KOPOHAPHBIX apTEepUid.

Yame BcTpeyaeTcsl MAToONIOTHs KianaHoOB cepiaua (HEeAOCTAaTOYHOCTh W/WIM CTEHO3 MUTPAJIbHOTO,
A0OpTaJIbHOI0, TPUKYCIHJIAJIBLHOIO W JIETOYHOIO KJanaHoB). MIMeeT mMecTo mopaxeHue KOPOHApHBIX
cocynoB. MarucrtpanbsHble cocyasl y manueHToB ¢ MIIC MoryT uMeTh yTONILEHHBIE CTEHKH, HO IpU
3TOM OBITH CY:KEHHBIMU WIH JUJIAaTUPOBAaHHBIMU. B CBsI3U ¢ cykeHHMEM apTepuil, y TaKUX MalUEeHTOB
MOSIBIISIIOTCS  KJIMHUYECKU BbIpAXEHHAs apTepualibHas TunepTeH3us. Bo3MOXHO paciupeHue
BOCXOJSIIEH YacTH AaOpThbl, M 3HAYUTEJIbHOE YMEHBIIEHHE 3JIAaCTUYHOCTU CTEHOK aopthl. llpu
KapauoMuonaruu (MHQUIBTPATUBHON) BBIABIAETCS THIEPTPOPUS MHOKApAa WM JuilaTalus Kamep
cepaua. Mmeer MecTO HapylIeHHME pHUTMa M NPOBOAMMOCTH cepAua. TedeHwe cepaeqyHon
HegoctatouHoctu (CH) mpu MIIC umeer mporpeccupyrommii xapakrep. TpyIHOCTH JUAarHOCTUKHU
3TOrO COCTOSIHUS CBSA3aHbl C HECTEU(PUUHOCTHIO KIMHUYECKOW CUMIITOMATUKH, OTCYTCTBUEM Kayoo,

XapaKTEepPHBIX MPU3HAKOB HAPYIICHHUS] KPOBOOOPAIIEHUSI HA pAaHHUX JTalax €€ pa3BUTHS.

OpFaHBI ABbIXaHHWA: 9aCThIC PCCIIMPATOPHLBIC 3a00J1eBaHUs B BHUJIC PUHUTOB, OTUTOB. Haxorienue I'AI' B
MUHIOAJIWHAX, HAATOPTAHHUKC, a TAKIKC B TPAaXCC IMPUBOJAUT K YTOJIIICHUIO U CYKCHHUIO AbIXATCIbHBIX

MyTe U Pa3BUTHIO OOCTPYKTUBHOTO AIHO?.
Opransl 3peHus: IOMyTHEHNE U IUTMEHTHAS JAET€HEPaLys pOrOBUILbI, [JIAYKOMA.

XKemynouHo-kuiieyHasi cucTeMa: renaTociyieHOMeranus, Tuapesi B paHHEeM BO3pacTe, MynoyHas W/ uin

IMaxoBas I'pbIxKH.

Ha NO3AHUX CTAAUAX Y I[GTGfI BBIABJIAIOT TYI'OYXOCTb, CHMKCHUC 3PCHUA U YMCTBCHHYIO OTCTAJIOCTD.
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2. JIlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHEHUIO
METOA0B JMATHOCTHUKM

Huarno3z MIIC tun I 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  2aHeAUO3UO0308, MYKOIUNUOO30M, HEUHMEKYUOHHBIMU — NOAUAPMPUMAMU,

snuguzapuvimu oucniazuamu [5, 7].

llayuenmam ¢ ycmanoenennvim ouacrnozom MIIC I nposooumcs ounamuueckoe nabntodenue (cpeoHss

yacmoma nposedeHUst KOHCYIbmayull u 06ciedosanus npeocmasiena 6 lpunosicenuu A3.4).
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2.1 /Kaa100bI 1 aHAMHE3

IIpu cbope anamueza u 24#anob pekomMeHO08aHO 0Opamums 6HUMAHUE HA cledyloujue Hcaiodwvl u

aHamHecmuyeckue coobimusi.:

o OMALOUJEHHBIU CeMEUHbIU AHAMHE3 (CXOOHble CUMNMOMbL Y POOHBIX Opamves u cecmep npooaroa,
OIUZKOPOOCMBEHHBIU OPAK),;

o HU3KUU pOCm;

e ocpyoOnenue yepm auya;

e yacmovle pecnupamopHvle 3a001e6anusl,;

e CHUDICEHUe ClyXa;

* CHUDICEHUE 3DeHUsl;

o MHOJCECMBEHHbIL  0u3ocmos  (Oegpopmayuu  yepena, 2pyoOHOU  KIemKuU, NO360HOYHUKA,
KOHeuHocmell),

e Hapyuienue OCaHKu - Kugo3s, cKonuo3,

o peyuousupyrowue epuloicu (dauje 08yCmopoHHue);

o NOMYMHEHUE PO2OBUYbL,

e YXyouieHue nepeHoCUMOCmU PU3U4ecKux Hazpy3oK;

e crnabocms 6 KOHEYHOCMAX,

e MY20N00BUICHOCTb 8 CYCMABAX,

o MPYOHOCMU NOObEMA U3 NOJIONHCEHUSL CUOSL U NEMHCA;

* U3MEHEHUe NOXOOKU,

* HENOBKOCHb MENIKOU MOMOPUKU,

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

e anHo3 80 CHe.

e JKanobwvl u anammes maxice ONUCAHbGI 6p(130€]l€ (KJIUHUYECKAA KapmuHay.
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2.2 Pu3uKaJbHOE 00CTeI0BAHUE

[Ipu ocMoTpe HEOOX0NMMO OOpaTUTh BHUMaHUE Ha OCHOBHbIE KinHU4Yeckue nposiienus MIIC I:

o 2pybOvie uepmul TUYa,

* HU3KOPOCAOCMb,

o MY20N00BUICHOCHb CYCMABOSE,

* NOMYMHEHUE PO2OBUYDL,

* 2enamomeanus;

* CHleHOMe2aNus,

e NAX0B80-MOWIOHOYHbLE U NYNOYHbBIE 2PbIXCU (08YCIMOPOHHUE).

e cepoeunbvie uymbl

I1o0pobHO Oannble u3UKATIBLHO20 00CIE008AHUS ONUCAHBL 8 PA30ele K KIUHUYECKAsl KAPMUHAY.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

OcHosHvle nabopamopubvie Memoobl noomeepicoenus ouaernoza MIICI exnouaiom onpedenenue
akmusHocmu epmenma anvgha-L-uoyponuoaswl, KoauuecmeeHHwvlli u Kauecmeenuwlii ananuz Al
MOYU U MoneKyuspHo-2enemudeckue uccieoosanus 2ena IDUA. [lanuvie ucciedosanus npogoosamcs 6

CneyuatusupoOBarHHblX CEHEMUYECKUX Jza60pam0puﬂx.

e PexomeHnayercs c 1e/1b10 MOATBEPKICHUS AMarHo3a u ycranosiuenus tuna MIIC Bcem nmanueHTam
Omnpe/ieICHUE YPOBHS MIMKO3aMUHOITIMKAHOB MOYM (KOMIUIEKC HCCIIEIOBAHUN ISl JUATHOCTUKU

Mykononucaxapuao3a tui I) [7, 8].
YpoBenb yoeauteabHocTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeJbCTB — 5).

KomMeHnTapuii: dannvlii mecm s615emcs OOHUM U3 NEPBLIX NOOMBEPAHCOAIOUWUX OUOXUMUYECKUX
mecmog ons MIIC I muna. Ilpu konuwecmseennom ananusze vlasisaiom nogviuieHue konyenmpayuu I AI
c Mouou, npu npogedenuu onekmpogopesa [AI' (Dnexmpogopemuyeckoe ucciredosarue
2NIUKO3AMUHOSTIUKAHO8 MOYU) - NOBLIULEHHYIO IKCKPEYUI0 OepMAmMAancyib@ama u 2enapancyib@ama ¢
mouou. Imu usmenenus nabmooaromes makxce npu MIIC 11, VII munos. Yposenv [Al" aensaemcsa
s03pacm-3asucumvim napamempom. Taxowce npu neexoti popme MIIC I konyenmpayus 1Al 6 moue

Mooicem Oblmb TUULL HE3HAYUMETIbHO NOGbIULCHA.

HUccneoosanue nposooumcs 6 OuHAMU4eckoM HAOI00eHUU NAYUSHMAM, NONYYAIOUWUM (HhepMEeHMHYIO
3amecmumenvHyio mepanuro ¢ uacmomoiul He pedce 1 pasa 6 6 mecsayes, nayueHmam , He

nonyuarowum epmeHmuyIo 3amMecmumensHylo mepanuio - He pedce 1 pasa 6 200.

e PexomenmoBaHo BceM mnanueHTam sl noatrBepxkaeHus guarHoza MIIC 1 onpenenenue
akTUBHOCTU anb(da-L-uaypoHunassl B KynbType (uOpoOmacToB, M30JIMPOBAHHBIX JICHKOLIUTOB,
a1n00 B MATHAX KPOBH, BBICYHICHHBIX Ha (uibTpoBaibHON Oymare (puubtp Ne 903) (komruiekc

MCCIe0BaHUM ISl AMArHOCTUKYA MyKomoyincaxapuaosa tui 1) [2,7,8].
YpoBenn yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

KomMmenTapuu: noxazamenu sensaromes ochogHuviMu aabopamopusimu kpumepusimu MIIC I muna. ¥

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

e PexomeHnayercst BCeM MalMeHTaM CO CHHYKEHHOM aKTHBHOCTHIO (pepMeHTa anbda-L-uaypoHuaassl
C IUENbI0 TOATBEPKACHHUS JMAarHO3a Ha MOJICKYJSIPHO-TEHETUYECKOM YPOBHE TMIPOBEICHUE

uccnenoBanus rea /IDUA [9, 10].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 4).

KommenTapuu: mecm Heobxooum 015 eepugpukayuu 0uacHo3a HaA MONEKYIAPHO-2eHemudecKom
ypoene. Buwiasnenue cemetinoti mymayuu 2ena IDUA oOenaem 603modxcHbiM  0bcredosanue
pPOOCMBEHHUKO8 npobanda, a makdice nposedeHue npeHamaibHou U NpeumMniaHmayuoHHOU
ouaznocmuku. bonvwuncmeo mymayuii y nayuenmog ¢ MIIC I mozym b6vime 6bifgnensbl ¢ HOMOUbIO

cexkgeHuposarnusi no Coneepy 6cex 9K30H08 U NPULeaoujux K HUM Y4acmKo8 UHMPOHO8 2eHd, HO 8
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HeOONbUWIOM NpOYeHme CIyiaes Mymayuro ¢ NpuUMeHeHuem CmaHOapmHubix Memooo8 OOHAPY’CUMb He

yoaemcs.

B coomeemcmeuu c¢ Ilpukazom Munzopasa Poccuu om 13 oxkmsaopa 2017 2 Ne 804u «O6
VMBEPIHCOeHUU HOMEHKIAMYPbl MeOUYUHCKUX YCaye» Hazeéanue ycayeu: Komnaexc ucciedosanuil 0ns

OUazHOCMUKU MyKonoaucaxapuoosa mun 1

o Pexomenayercst Bcem mnamueHtamM ¢ MIIC [ mpoBeneHune aHanmm3a KpOBH OMOXMMHYECKOTO
OOLIETePareBTUYECKOT0  JUIsl ONpeleieHus] (PyHKIMOHAJIBbHOTO COCTOSIHUS TI€YEHHU, KOTOpas
ABIII€TCS OAHUM U3 opraHoB-muiieneit npu MIIC (onpenensitor anannnamunoTpancdepasy (AJIT),
acnapraramuHoTpancdepazy (ACT), oOmmii u npsmMol OWIUPYOUH, XONIECTEPUH, TPUTITUIIEPHUIBI.
[27,45].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb J0CTOBEPHOCTH A0KA3aTEJNbCTB — ).
KomMenTapuu: ucciedosanue nposooumcs ne pexce 1 paza 6 6 mecsayes

o Pexomenayercsi Bcem manueraTam ¢ MIIC I mpoBenenue o0rero (KIMHAMYECKOTO) aHAIM3a KPOBHU
(OOt (KTUHUYECKHU) aHallu3 KPOBH PAa3BEPHYTHIM) M7 OIICHKA OCHOBHBIX IapaMeTpOB

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

KoMmMmeHnTapuu: 6 ca3u ¢ blcokuM puckom pazgumusi UHMepKyppeHmHbIX UHGDeKyull, ACnUpayuoHHOU
nnesmonuu y nayuenmos ¢ MIIC pexomenoyemcs npogederue 0aHH020 UCCe008anUsl He pedxce 4 pa3 6

200.

e Pexomenayercs Bcem maruentam ¢ MIIC I npoBenenue o61iero aHanu3za 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: g cea3u ¢ 8b1cokuM puckom pazeumusi UHMepKypPPeHmMHbIX UHGeKYUull y NayueHmaos ¢

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

e Pexomennyercs Bcem mnaunumeHtam ¢ MIIC [ mnpoBeneHwe uCCIENOBaHUS KOAryJIOrpamMMbl
(AKTMBHpPOBaHHOE YAaCTHYHOE TpOMOOIUIacTUHOBOE Bpemsi OmpenesneHne MNpoTPOMOMHOBOTO
(TpoMOOIIIaCTUHOBOIO) BpeMEHHM B KpoBHU, OrmpezneneHne TPOMOMHOBOIO BpPEMEHHU B KpOBH,
UccnenoBanue ypoBHs QuOpuHOreHa B kpoBu, OmnpeaeneHrue KOHIEHTpauuu J[-aumepa B KpOBH)
JUTSL OIICHKHA COCTOSTHUSL CHCTEMBl KOArylisllMM ¥ CBOEBPEMEHHOW MNPOPUIAKTUKUA Pa3BUTHUS

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

o KommeHTapum: vacmoma uccneoosanus, 6 cpeowem, I p 6 200, npu neobxooumocmu — dauje

(nepeo Kaxcovim onepamusHbiM GMeuameibCmeadm,).
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o Pexomenayercs Bcem mamentam ¢ MIIC I mpoeaenue MccnenoBanusi ypoBHsi N-TepMHUHAIBHOTO
¢dbparmenta Harpuilyperndeckoro nponentuga MosroBoro (NT-proBNP) B kpoBu mis
CBOEBPEMEHHOM JAMArHOCTUKH CEPIICYHON HEIOCTATOYHOCTH, NU(PPEepeHIIaTbHON TUArHOCTUKHU C
OJIBIIIIKOM, BBI3BAHHOW PECHUPATOPHBIMU TMpOOJIEeMaMu, HJisi PELICHHsS BOMPOCOB O crapte/
KOPPEKIIMU KapMOTPOIHON Tepanuu [28].

VYposenb yoenurenbHOCTH pekoMeHaanuu C (ypoOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4).
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2.4 UucTpyMeHTA/IbHbIC TUATHOCTHYCCKUE
UCcJIe0OBAHUSA

e Pexomenayercs nanuentam ¢ MIIC I npoBeaeHre MarHuTHO-pE30HAHCHON ToMorpaduu OpraHoB
OpIOIIHON TOJOCTH W/WIM KOMIIBIOTEPHON TOMOrpaduu OpraHOB OpPIOLIHOW TMOJOCTH W/WIU
yaeTpa3BykoBoro wucciuenoBanusi (Y3M) opraHoB OpromHOW mojocTH  (YABTPa3BYKOBOE
UCCJIEIOBAaHUE OpraHoB OpIOUIHOM MOJIOCTH (KOMIUIEKCHOE), YIIBTPa3ByKOBOE HCCIEI0BAHUE
MEUYCHH, YIIBTPa3ByKOBOE HCCIIEIOBAHUE CEIE3€HKH) C IEIbI0 BBISBICHUS YBEIUYEHUN Pa3MEPOB
TEYEHU U cesie3eHku [1].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb J0CTOBEPHOCTH A0KA3aTEJNbCTB — ).

KOMMCHTapl/ll/IZ BBIABNIAIOMCA YMEPEHHAS 2cenamomezcaiusd Uuiu 2cenanmocnjienHomezaiusl. Ha ¢0H€

mepanuu pasmepsvl NeYeHU U CeNIEe3EHKU YMERbUAIONICAL.

Buvibop memooa uccnedosanus — no UHOUBUOYAIbHBIM HNOKA3AHUAM UCX00SI U3 BO3MONCHOCHEL
nayuenma u KiuHu4eckou nompeornocmu. Ilpu neobxooumocmu npumeHsiemcs. aHecme3uoil0eUieckoe

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

o PexoMeHayeTcsi C LEIbIO BBISIBICHUS MHOXXECTBEHHOro au3octo3a BceM nauueHtam ¢ MIIC 1
IIPOBEJICHNE PEHTreHOrpapuu MEHHOTO, IPYJHOTO U MOSCHUYHOTO OT/JENa MO3BOHOYHHUKA, a TaKXKe

peHTreHorpaduu BepxXHUX U HUKHUX KOHeuHocTel [1, 2, 5].
YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KomMeHTapuu: guia61110mes MHOJICECmBEeHHble OU30CMO3bl CKagoyedanus, 2unoniaszus 3y008UOH020
ompocmka C2-no3eomxa, 00pconromoOanvhulil Kugos 6 pezyivmame NAAMUCNOHOUIUU, NOSCHUYHBLU
eunepiop0o3. Onpeodensomes wupoxue peopa, KOpomkue U302Hymole KA4uybl, 2UNONIA3USL 20T080K
njeyesvix Kocmel U 8apycHas oOegopmayus niedegvlx KOCmeUu 6 NPOKCUMAIbHLIX O0mOendax,
oucmanvHvle Muuzvl Kocmetl npeonieusbs CKoueHbvl opye Kk opyey. 3adepoicka ghopmuposarnus soep
oxocmeneHus. Ilacmuvie Kocmu Kucmeu YKOPOUEHbL U CYHCEHbL — «3A0CMPEHBLY 8 NPOKCUMATbHBIX
omoenax, «CKOUWEHHOCMbY BEPNIYICHLIX BNAOUH, OehopMuposanHvle, YNIOULCHHblE 20N06KU

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

o Pexomenayercst Bcem manuentam ¢ MIIC 1 mposenenue snexkrponeiripomuorpaduu (OHMI)
(Onexrponelipomuorpadusi CTUMYJISIIMOHHASL OTHOTO HEpBa, DIEKTPOMUOTpausi CTUMYJISLUOHHAS
CPEAVHHOIO HEpBa, DJIEKTpoMHOrpadus uroipyaras), I OUEHKH (PYHKIHOHAJIBHOTO COCTOSHUS

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

Kommentapuu: cmumynayuonnas IHMI' nozeonsiem onpederums coasieHue cCpeOuHHO20 Hepsd

oasice 00 NOSABIeHUS. CUMNIOMOS8 U OO0NIHCHA npoeoéumz)c;z, HA4YuHas ¢ eospacma 4-5 nem eorcecoono.
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o PexomengoBana KOHCYJIbTAIUs Bpaya-0TOPUHOIAPUHIOIOTA u Bpaua-cyp/aoJsora-
OTOPUHOJIAPUHTIOJIOra, ITpoBesieHne aynuomeTpun BceM nanueHtaM ¢ MIIC I ¢ nenbio BbIsIBIEHUS
tyroyxoctd (Tonanmbnas ayauomerpusi, PeueBas aymuomerpus, MWrposas ayauomerpus,
Peructpanusi BbI3BaHHBIX aKyCTHYECKHX OTBETOB MO3ra Ha MOCTOSHHBIE MOIYTHMPOBAHHBIC TOHBI
(ASSR Tecrt)), SHAOCKONHUS HOCOTJIOTKH Y TOPTAHU JIJIsl OLIEHKH CTEMEHU TUNepTpodun aJeHOU 0B
U MUHAQIMH (DHOOCKONHMYECKash »SHJOHa3ajbHas pPEBU3UA IOJIOCTH HOCA, HOCOIIOTKH,
OnudapuHTOIAPUHTOCKONNS, ONU(ApUHTOCKONHS BUIAeOdHAOoCKonmdeckas) [1, 2, 5]. Tlpm
MOJIO3PEHUN Ha CHIDKEHUE CJyXa HEO0OXOIMMO MPOBENCHHE OTOAKYCTUYECKON AMHUCCHUU (TIpH
OTCYTCTBUU dKccynatuBHoro oturta) (MccriemoBanue BbI3BaHHOW OTOAKyCTHUECKOM SMHUCCHUH,

HccnenoBanne 0ToOaKyCTHUECKOM YMUCCUU Ha YACTOTE MPOIYKTA UCKAKECHHUS).
YpoBenn yoenureabHOcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KommenTapuu: myeoyxocmv pasHoii cmeneHu  8bIpAdCEHHOCMU XApakmepHa Ol  OAHHO20
3abonesanus. Ona modxcem OblmMb KOHOYKMUBHOU UIU HEUPOCEHCOPHOU UNU HOCUMb CMEUAHHbLLL
xapakmep. Pannee e6visgnenue my2oyxocmu no3601sem YIVHUUMb KA4eCmeo IHCU3HU NAYUeHmOas,

obecneuumov um ayduiee ooujeHue u ooyuenue.

Ayouomempuro cnedyem npogooums He pexce 1 paza 6 200. Hacmoma ocmanvbHulX UCCIe008aAHULL

onpeoensaemcs UHOUBUOYATbHO.

o PexomengoBaHo mpoBeneHue wucciaenaoBanus (yHkuum BHemHero nbixanus (®BJl) metomom
cnupomerpun BceM mnaruentam ¢ MIIC I, cnocoOHBIM BBIOTHUTH TPEOyeMbIN AbIXaTEIbHBIHI
MaHEBp JJisi OLEHKH dS(PPEKTUBHOCTU MPOBOAMMON TEpanuM, 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 HOMEHKIAmypvl MeOUYUHCKUX yciayey: Hcecnedosanue HecnposoyuposanHvlx
ObIXxamenbHblX 00beMo8 u nomokos, Hccinedosanue OvlxamenvbHbIX 00beM08 ¢ NPUMEHEHUeM

JEKAPCMBEHHbLX npenapamaoe.

o PexomengoBano mnposeneHue IlpunenbHON peHTreHorpaguu OpraHoB TPYJHOM KIETKU BCEM
nanuentaM ¢ MIIC I ¢ nenbio oueHku aedopManuii rpyIHON KIETKM W W3MEHEHHM JIETOYHOU
TKaHu [29].

Yposenn yoenureabHOCTH pekoMeHAanuu C (YPOBEHb J0CTOBEPHOCTH A0KA3aTeNbCTB — S).

KomMmeHnTapuu: npu nanuyuu ayckyiomamueHblx USMEHEeHUl 8 JIe2KUX maxace ciedyenm paccmompens
nposedeHue 0AHH020 UCCLe008AHUSL 8 C8A3U C BO3MONCHOCMbIO PA3BUMUS NHEBMOHUU V NAYUEHMO8 C

MIICI. Kpamnocmo ucciedosanusi onpeoensiemcs uHOusudyaivHo, 8 cpeonem, 1 p/2 2ooa

o PexomengoBano mnpoBeneHue snekTposHiedanorpapun  (O3I7) Bcem mammentam ¢ MIIC 1 ¢

LEJIbI0 CBOEBPEMEHHOIO BBISIBJIEHUS SIIMAKTUBHOCTH, HA3HAYEHUS U Koppekuuu tepanuu [30].
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YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

KomMmenTapuii: xax wHaubonee unHgopmamuuyro mMemoouxy OAHHO2O0 UCCIe008aHUs Cledyem

8b1OUPAMb ANLEKMPOIHY ehanocpauio ¢ 6UOeoOMOHUMOPUHSOM.
Hccnedosanue ciedyem nposoouns exce200H0 npu OMCymcemeuu npomueonoKa3aHull.

o PexoMeHa0BaHO MTpOBEICHNE MTOINCOMHOTPApUN/KapANPECTTHPATOPHOTO MOHUTOPHHTA MAIIICHTaM

MIIC I ¢ nomo3peHriemM Wiu MOATBEPKAEHHBIM JIMarHO30M CHUHJIpOMa OOCTPYKTUBHOTO artHO? CHa
[1,2,5].

YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KomMeHnTapuu: 011 ouacHocmuxu 0OCMPYKMUBHO20 ANHOI CHA NPOBOOUMCS NOIUCOMHOZDAPUS/
KapouopecnupamopHulil. MOHUMOPUHE, KOMOPAs. NO380JSen Onpedeiums Xapaxkmep OblXamenbHbIX
Hapyuwenutl (UCKIoUUmMb YEeHMpAlbHblll 2eHe3, C653b ¢ cunepmpoueli adeHoudo08, CepoeyHol
He0OCmamo4HOCMvlo  UIU  KOMWIEKC NpUuyduH), NAmoLo2Uurd  CepoeyHO-coCyOUCMOoU  CUCMEMbL.
Hccnedosarnue nposooumcs ne pexce 1 pasza 6 200.

B coomeemcmeuu ¢ Ilpuxazom Munzopaséa Poccuu 13 oxmaops 2017 2 Ne 804n om «O6
YMBepHCOeHUU HOMEHKIAMYpbl MEOUYUHCKUX YCay2y Hem ycayeu «llonucomnocpaguay, 6 cesazu ¢ yem
B03MOJCHO UCNONb308AHUE Habopa ycaye:  Diekmposnyeghpanozpagus ¢ 6U0eOMOHUMOPUHSOM,
Cymounoe MoHUmMopupoganue apmepuanbHo2o o0aeéneHus, Pecucmpayus 31eKmpokapouoespammol,
Monumopupoeanue  snekmpokapouocpaguueckux Oaunnvlx, Xoameposckoe MOHUMOPUPOBAHUE
cepoeunozo pumma, Pacwugposka, onucanue u uHmepnpemayus 1eKMpoKapouUocpapuiecKux
OanHblx, Onekmpomuozpagus HAKONCHAS (00HA anamomMuyeckas 30Ha), IDNeKmpookyiozpagus,

Onpeoenenue napyuanrbHo2o 0a61eHUsl KUCIOPOOd 8 MASKUX MKAHAX (OKCUMemPUsL)).

e PexomengoBano nposenenue DKI, 9xo-KI, xonrepoBckoro monutopupoBanust IKI' u cyrounoro
MOHUTOPHUPOBAHUS apTepUalbHOrO AaBieHus Bcem namueHtam ¢ MIIC I ais oneHku cocTosHus
cepaua [31].

YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

Kommentapuu: pecynaprnoe nposedenue IKI, Oxo-KI, xonmeposckoco monumopuposarus KT,
CYMOYHO020 MOHUMOPUPOBAHUS APMEPUATBHO2O OAdB/leHUs HeoOX00UMO NnayueHmam ¢ OaHHOU
namonoauet, maxK Kax ¢ paHHe20 803pacma y HUX OMMeyaomcs cepoeuHo-cocyoucmoie HapyuleHUs.

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

B coomeemcmeuu ¢ Ilpukazom Munzopasa Poccuu 13 oxmsaops 2017 2 Ne  804u om «O6
YMBEPHCOEHUU HOMEHKAAMYpvl MeOUyuHckux ycayey: Cymounoe MOHUMOPUPOSAHUe apmepuaibHo20
oasnenus, Pecucmpayusa snexmpoxkapouocpammol, Mornumopupoeanue 31eKmpoKkapouocpapuuecKux
oanHvlx, Xonmeposckoe MoHumMopuposauue cepoeuno2o pumma, Pacwugposxa, onucanue u

unmepnpemayus 31eKmpoxapouocpaguyeckux OaHHuix,
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e PexomenmoBano Bcem mamumeHtam ¢ MIIC 1 mpoBeneHne KOMIBIOTEPHON TOoMOTpaduu WIH
MarHuTHO-pe3oHaHcHOM Tomorpaduu (MPT) rogoBHOro Mo3ra u menHOro otjesaa N03BOHOYHUKA C

IIETBI0 BBISBJICHUS KOMITPECCHH CITMHHOTO MO3Tra U ruapolnedannu, B cpeadem, 1 p/2 rona [1].
YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KommenTapuu: Hecmabunvnocms amianmoakcuaibHo20 COUJIeHeHUs: Modcem Oblmb 6blAGNIeHa Npu
pernmeenocpaguu  welHo2o omoend HNO360HOYHUKA C (DYHKYUOHATbHLIMU NpoOdAMU, OOHAKO Ojisl
HOOMBEPIHCOEeHUSI KOMNPECCUU CHUHHO20 MO32d 8Cledcmeue YmolweHus e2o0 000104eK U
Gdopmupyrowuxcsa anomanuil no3eonkos mpebyemcs npogseoenue MPT u/unu KT. B coomeemcmeuu c
IIpukazom Munzopasa Poccuu 13 oxmsbps 2017 2 No 804n om «O6 ymeepoicoenuu HOMEeHKIAmypbl
meouyunckux yenyey. KT (MPT) weiinoco omodena no3eonounuxa: MaeHumno-pe3onancuas

momoepagus weu, Cnupanohas KOMnbIOMepHas momozpaghus uieu.

e PexomengoBano nanuentam ¢ MIIC [ mpoBenenuwe HMcCClIenOBaHUS MEPEAHEr0 CErMEHTa Iias3a
METOZI0M OOKOBOTO OCBEIICHUS, U3MEPEHHUE BHYTpUIIa3Horo aasieHus (OdTaabMOTOHOMETpUS) U
olleHKa cocTosiHus mazHoro aHa (Odranbmockonusi, OcMmoTp nepudepuu [Ia3HOrO JHA C
WCIIOTb30BAaHUEM TpEeX3epKaabHONW JWH3BI [onmbamana, buomukpodororpadus masHoro mHa C
UCIOJIb30BaHUEM (YHIYC-KaMepbl) C LENbI0 BBISBICHHUS IVIAYyKOMbI, U3MEHEHHS IMPO3PAuHOCTH

IJIa3HBIX CPENl U COCTOSIHUS ceTyaTku [1].
YpoBenn yoenureabHOCTH pekoMeHAanuu C (YpOBeHb J0CTOBEPHOCTH J0KA3aTeJNbCTB — 5).
KommenrTapuu: Kpamnocmo uccneoosanuii, 6 cpeonem, 1 p/2oo.

Y nayuenmos ¢ MIIC I ommeuaemcs pannee nepagHomepHoe NnoOMymHeHue po2osuybvl. B oanvhetiuiem
passueaemcs 21aykomd, nuemenmuas oucmpogus cemuamku. Peoxo - omex oucka 3pumenvroco

Hepeéa.

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

[32].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb J0CTOBEPHOCTH A0KA3aTeNbCTB — ).

Kommentapuu: Tecm 6-munymuoti xo0b0bl 56715€mcsi OOHUM U3 Haubonee npocmulix U OOCHYNHbIX 8
MUPOBOU NPAKMUKe CNOCOO08 OYEHKU BbIHOCIUBOCMU U (PYHKYUOHALILHBIX 803MONCHOCEL NAYUEHMO8
¢ KapOuono2udeckol u 1e204HOl NAMOLOSUAMU, A MAKICE BbIAGIEHUS MAKO8bIX, 8 MOM YUcie U Y
Odemeil. Jlucmanyuio, npoudenuyo 6 meuenue 6 mun (6MTX), usmepsirom 6 mempax, oyeHusaom 6
ounamuke Munumym 1 pasz 6 200. u cpasHusarom ¢ OAHHLIMU NPeobIOYUie20 UCCTe008aHUS.

Ilpunoscenue A3.5.

Hccnedosanue cnedyem nposooums ne pedce I paza 6 6 mecsiyes npu yCi08UU O3MONCHOCMU

6blNOJIHEHUA NAYUEHNTOM.
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e PexomengoBano mamuentaMm ¢ MIIC 1 koHTponb MUHEpPaJbHOW IUIOTHOCTH — KOCTEH
(PEHTreHOACHCUTOMETPHS) MpPU MEPBUYHOM JUMArHOCTUKE U B IMpOILECCe JHUHAMUYECKOTO

Habmronenus [33].
YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

KOMMCHTapI/II/IZ 00KA3amMenbHblX OAHHbIX N0 ONMUMANLHOU Yacmome I’lpOGédéHuﬂ UCCe008aHUs Hem,

nposooumcsi, 8 cpeonem, 1 pasz 6 1-2 2o0a.
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2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

He Tpebyrorcs
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3. Jleyenue, BKJIKOYAST METUKAMEHTO3HYIO 1
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

Jleuenne MIIC tun I BKiIro4aeT kak naroreHerndeckoe jgeuenne HaszHadenue O3T, Tak u npoBeaeHue
cuMmnrTomaruyecko  rtepanuu. Benenuwe mamuentroB ¢ MIIC  tum 1 MPEAnoiaraet
MYJIBTUAUCUUIUIMHAPHBIA TMMOJAX0J] C YYacTHEM Bpada-meauarpa, Bpada-HEBpPOJOTa, Bpadya-reHETHKa,
Bpada-o(TaIpbMOJIOTa, Bpada-KapauoJiora/Bpada- JIETCKOTO KapauoJora, Bpada-ImyJIbMOHOJIOTa, BpaJa-
Cyp1070Ta-0TOPUHOIAPUHTOJIOTA, Bpaya-OTOPHUHOJIAPUHTOJIOTA, Bpaya-Xupypra/Bpada-JaeTCKoro
XUpypra, Bpaya-4eIrOCTHO-JIMUIEBOIO XHUPYypra, Bpavya-HEUpOXUpypra, Bpada-pu3noTEpaneBTa,
MEJIMIIMHCKOTO TICHUXOJIOra M Bpadyed JPYrux CHelUalibHOCTEH, UMEIONIUX OMNBIT B JICYECHUU ATOTO

peaKoro 3a00eBaHusl.

3.1 I1aToreHeTn4YecKoOe JJCUCHHE

o PexomengoBaHo npoBeneHue pepMeHTHOH 3aMectutenbHoil Tepanuu (O3T) Bcem mammeHTaMm C
ycTaHoBlieHHbIM guarHozoM MIIC 1 ¢ menpro 3amennieHus: mporpeccupoBaHus 3a00JIeBaHMS,
YMEHBIIEHUS] pa3MEpOB INEUYEHU U CEJIE3€HKH, YIydlleHHs (YyHKUUU cepAla, CHYXKEHUsI YpOBHS

skckperupyeMmbix Al [11-14, 17].
YpoBeHb yOoequTeJIbHOCTH peKOMEHAAIMU A (YPOBEHb JJO0CTOBEPHOCTH J0KA3aTeJNbCTB — 1).

KommenTapuu: Ilpenaparom ans ®3T sasnsercs maponmpaza** (kom ATX A16ABO05). B 1 wmn
pactBopa coaepxkutcsa 100 EJl (mpubnusutensuo 0,58 Mr) maponuaassl. ITo pekoMOMHaHTHas (popma
yenoBeueckoil  anbga-L-uaypoHuaasel,  NPOU3BOAMMAS ~ C  HCIOJIB30BAaHUEM  TEXHOJOTHH
pexomOunanTHo JIHK B kierounoit kynbrype kurtaiickux xomsukoB. D3T mnpegHazHaueHa st
BOCCTAHOBJICHUS YPOBHsI (D€PMEHTHOM aKTUBHOCTHU, IOCTATOYHOTO JJIsi TUAPOIN3a HaKorIeHHbIX AT
U Ui TpefoTBpalleHus] UX JAajbHeimero HakorieHus. [locnme BBeneHust napoHugasa™* OwbicTpo
BBIBOJIUTCSI U3 CUCTEMHOIO KPOBOTOKA U IOIVIOIIAETCS KJIETKaMH, IOCTyNas B MX JIM30COMBI YEPE3
MaHHO030-0-(ocarHbie penentopbl. PekOMeHIOBaHHBIM pEXUM JO3UPOBAHUA: €KEHEACIbHOE
BBeneHue B no3e 100 EJI/xr B Bune B/B uHdy3uun. HauanpHas CKOpOCTh BBEIEHUS, COCTABISAIOMAs 2
EJl/kr/4, mpu Xopoleil MepeHOCHMOCTH MOXKET TMOCTENEHHO YBEJIMYMBAThCS Kaxable 15 MuH,
MakcumaiabHo 10 43 EJl/kr/a. Bech HeoOxomumbiii o0BeM pacTBopa JOJDKEH OBITh BBEACH

MpUOIM3UTEIHHO B TeueHue 3—4 4. [12, 13].

CJ'IGI[YGT o6pamaTb BHUMAaHHUC Ha COGHIOI[CHI/IC HHTCPBAJIOB MCKOY I/IH(by3I/ISIMI/I U HCOOIMYCTUMOCTD
INEPCPLIBOB B TCpAIllMK, T.K. HAPYHICHHUC PCKUMaA JICUCHUA COIIPOBOXKAACTCA IMOTCHUOHWAJIBHBIM PHUCKOM

YXyIUIEHUsI COCTOSIHUA MalMeHTa u nporpeccuponanusi cumnromoB MIIC 1.

BBenenne ocyuiectpisiercs yepe3 nepudepruyeckuii BEHO3HbIM KaTeTep (Karetep nepudepuyeckuii)
WM 4epe3 MOopT-cuctemMy (MmopT WHEGY3MOHHBIN/MHBEKIIMOHHBINA, HUMIUIAHTUPYEMBIN®**), KkoTOpBIE

YCTaHABJIMBAIOTCA  CONIACHO  METOAMYECKMM  pykoBoAcTBaM  «Benosnwii  npoctym, 2019
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(https://msestra.ru/download/file.php?id=4763) ¢ wucnonb30BaHKHEM HEOOXOAUMBIX JICKAPCTBEHHBIX
cpencts. [lopr-cucremsl ycranaBnuBaroTcsi cortacHO Pacnopsbkenuto IlpaBurtenscrBa Poccuiickoi
Oeneparuu ot 31.12.2018 Ne  3053-p «OO06 yTBepKIeHUU TIEPEYHS MEIAUIIMHCKUX W3JCTUH,
MMIUTAHTHPYEMBIX B OPraHU3M YEJIOBEKa MPU OKa3aHUH MEIUIIMHCKOW MTOMOIIH B paMKaX MPOTrpaMMBbl
rOCyJapCTBEHHBIX TapaHTUH OECIUIATHOTO OKa3aHUs TpakJaHaM MEIUIIMHCKON TIOMOIIM, a TaKXkKe
MEepPeUHsl MEIUIMHCKUX W3JIeTUNA, OTIMYCKAaeMbIX II0 pelenTaM Ha MEIUIUMHCKUE W3ACIHS TIpU

IIPEIOCTABIEHUU HA00pa COLUATIBHBIX YCIIyT».
Jleuenue nposooumcs npu 0OmMcymcmeuu npomueonoKa3aHuli.
TpaHcIUIaHTAIMSA TeMONOITHYECKUX CTBOJIOBBIX KJIETOK

e PexoMeHI0BaHO TPOBEICHUE TPAHCIUIAHTALUU TEeMOIOATHYECKUX CTBOJOBBIX KieTok (TI'CK)
nanuentaMm ¢ MIIC 1H o moctmxenust Bo3pacta 2,5 I€T NpU HOPMAIBHBIX WU CyOHOPMaTbHBIX
nokazarensax pazsutus (DQ>70) [11,16].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeJNbCTB — ).

Kommenmapuu: nyuwue pezyiomamosl noxyyenvl NpU UCNOIb308AHUU CMBOTO08bIX KIEMOK KOCMHO20
mozea HLA-coemecmumblx poOcmeeHHbIX OOHOPO8 UMU CMBON08bIX KIEMOK HNYNOBUHHOU KpOBU
poocmeenHvlx 0oHopos. TI'CK eedem Kk ymeHbuieHuro pasmepos nedeHu U Cele3eHKU, VIyYUleHUIO
@yuxyutl ovixamenvrotl u cepoeuno—cocyoucmou cucmem. Ilposeoenue TI'CK 6 panmnem 6ospacme
noseosnsem uzoexcamv HApYWeHUti KOSHUMUBHuIX yHxkyull. I[lpempancnianmayuonuas mepanus
00MICHA ~ 001a0amsb — BbIPAICEHHOU  UMMYHOcCynpeccueli. B nocinednee epems  ygenuyunaco
gviorcusaemocms nayuenmos nocie TI'CK, xoms puck yeposvl Ons dwcusnu oemeti COXPAHAEMICS
gvicokum. Pempocnexmuenviii ananuz nokasaun, umo evidxcuseaemocmv nayuenmos nocie TI'CK
cocmasnsiem 85%. Knunuueckasn agpgpexkmusnocmo TI'CK 3a6ucum om eo3pacma pebenka na momeHm
onepamuHO20 MeulamenbCmed, CImeneHy Mmaxicecmu KIUHUYecKux HapyueHui, 0CoOenHo cOCMOsIHUSL
CepOeyHo-cocyOuUcCmoll U HepeHOl CUcCmeM, a Maxdce Mmuna OOHOpA U BO3MONCHOCU OOCMUYDL
CMAaOUIbHOU NPUICUBAEMOCMU MPAHCHAAHmMama 0e3 pa3eumusi peakyuu mpaHcniaumama npomue

xozauna. Haunyuwuii kiunuueckuil ucxoo Habarooancs y oemeul 6 gospacme 00 2,5 nem ¢ DQO>70).

OOnum  u3  naubonee  3HAUUMBIX  IPGexkmos  mpancniaHmayuu  A61Aemcsi  COXpaHeHue
UHMENLEeKMYAbHO20 pA36UMuUsl  0emell, UMEIOWUX MANCENbll 2eHOMUN, ACCOYUUPOBAHMBIU C
cepbe3HbIMU YMCMEEHHbIMU paccmpoticmeamu. 1lomymuenue po2oguybl ymeHbuiaemcesi MeoeHHo, npu
9MoM He ucuyezaem NOIHOCMbIO, CHOPMUPOBAHHbIE UIMEHEHUs CKellemd, O0COOEHHO NO360HOYHO20

cmonba, makoice He Kynupyomcsi 8 NOJHOM obveme.
PekomenioBaHO neueHue nereit, kotopeie rotoBsaTesa K TT'CK o cxeme
1. lo nepecanku 12 Henens u nociie nepecaaku He menee 15-17 nenens npoogutcss O3T.

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

O6HIGI‘O COCTOAHUS IMALIMCHTA, HAJIUYUA IMOAXOLAIICTO JOHOPA.
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3. IlpopgomxurensHocts ®3T mocne TpaHCIUIAaHTAIMU 3aBUCUT OT ypoBHS ['Al, akTMBHOCTH
(¢epmenta anbda-L-uagypoHuaasbl, COCTOSIHUSA AbIXaTEIbHOM, CEPAEYHO - COCYIHUCTOM CHCTEM,

o011ero coctosiHusl pe0eHKa, BOCCTAaHOBJICHUS TeMaToJIOrnYecKkux napametpos [11,16].
YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

Kommenmapuu: Pewenus o evibope neuenus onsi nayuenma c¢ MIIC 1 Oondxxcna npunumamo
MYTbMUOUCYUNTUHAPHASL KOMAHOA. B smy epynny nomumo épaua Kypamopa u y3Kux Cneyuaiucmos
(6pava-nesponoea, 6paua-Kapouon02a/8pava 0emcKkoz20 Kapouoio2d, 6payd-omopuHoIapuH2oL02d,
8pava-mpasmamonoza-opmoneoa u opyeux) OOJCHbL 6X0OUMb UMeruwue Oonvim pabomovl ¢
nayuenmamu MIIC epau ¢ onvimom pabomuvl no nepecaoxke KOCMHO20 MO032a (eciu obcyxcoaemcs
nayuenmsl ¢ cunopomom Iypnepa) u meouyunckuti ncuxonoe. Meouyunckuii ncuxonoe 00nHCeH umenms
onvim mecmupoganus oemeti ¢ MIIC IH yuumvieams msscenoe comamuieckoe cocmosinue pebenka,
HapywieHue Ccayxa U 3peHus, my20noosudcHocms 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, maxk Kax 5mo yayyuwum comamudeckue CUMRmMoMbl
3abonesanus. IDpgpexkmusnocmov D3T 6ospacmaem npu ycroeuu mepanuu 8 paHHeM B03pdacme.
llayuenmol, komopwvim naanupyemcs nposeoenue TI'CK, npeosapumenbrHo 00ndCHbL NOTYYUMb KYPC
@3T, nockonvky smo yayuywaem Kiunuyeckoe cocmosanue nayuenma. TI'CK npumensemcs 0ns

nayuenmos 6 gospacme 00 2,5 nem.

TT'CK y nayuenmoe ¢ cunopomom 1 ypnepa 6onee ycnewina, eciu 8bINOIHAEMCs HA PaHHel CMmaouu, U

00JIICHA I’IPOGOOMWIbC}l, KAk moJlbKO comamu4ecKoe CoOCnoAHUue no3eount npoeecmu npouedypy

YV e3pocnvix nayuenmos ¢ MIIC I, komopvim 6 Oemckom eo3pacme 6Ovina npouszeedena 11CK,
HeoOXo00uMoO NpoU3BOOUMb  NEPUOOUHECKVIO  KIUHUYECKYIO OYEHKY KIUHUYECKUX CUMNIOMOS,
Konmponuposams ypoeeno 1Al 6 moue u He pedice 00HO20 paza 6 200 OYeHUBAMb AKMUBHOCHIb
Gepmenma anvgha-L-uoyponudasvl. B cuyuae npoepeccuposanus cumnmomos, yeenudenuu [AI" 6

Moue, CHUMCeHUsl aKMUusHoCmu pepmenma, Heobxooumo paccmompems nasnadenue P37,

Y nmanmentoB ¢ MIIC I, xoropbim Obuia mpousBeaeHa TI'CK, Heo0XoqumMo NpPoOBOAUTH
NEPUOANYECKYI0 KIMHMYECKYH) OLEHKY KJIMHUYECKHX CHMMIITOMOB, KOHTPOJHMPOBATH YPOBEHb
I'AT' B Mo4e u He peske 2 pa3a B IoJl OCHUBATh AKTUBHOCTH epMeHnTa anbda-L-uayponunassl.
B caydae mporpeccupoBaHusi CMMITOMOB, yBejn4uenusi ypoua A’ B moue, CHHU:KeHHS

aKTUBHOCTH (pepMeHTa anbda-L-uaypoHuaaspl, He00X0AMMO paccMoTpeTh Ha3HayeHne D3T.

3.2 CumMnoToMaTH4ecKoe JeYeHue

o PexoMeHI0BaHO TIPOBEICHUE MEIUKAMEHTO3HON IpPEeMEIMKAIIMK  TPH TOSBICHUH TOOOYHBIX
AJUIEPTUYCCKUX PEaKIHil ¢ mocheayromei nadysueid mapoauaaszer** [18]. Ilpuaoxkenue A3.6 u
Ipunoxenne A3.7

Yposenb yoeIuTeILHOCTH DEKOMEHIAIN C (YDOBEHL JOCTOREDHOCTH NOKASATEULETR 1 ) o com/



KommenTapuu: V nayuenmos ¢ MIIC, nonyuarowux @37, kax u npu 6/6 gederuu 106020 Opy2020
berkoso2o npenapama, MoO2ym —pazeumvbCs  NoOOuHble peakyuu  (MUXOpaoka, 03Hob, peoma,
KpanueHuya, msigcenvle peakyutl SUnepuyscmeumenbHOCmu auilepeuieckoco muna), npoucxoosuue
U 80 8pemMsi UHGY3uu Ui 6 meyenue OHs nposedenus ungysuu. Ilpu nosenenuu nOOOUHBIX peakyull
80 8pems/nocie UH@Y3UU PEKOMEHOYEemc st COOmeememeayioujee iedwenue, npu Komopom HeooXooumo
C1e008amb  COBPEMEHHbLIM CMAHOAPMAM  OKA3AHUS MEOUYUHCKOU NOMOWU  (AHMUSUCTAMUHHbLE
npenapamsl CUCMEMHO20 Oelicmaus, uodynpogen™™ wunu napayemamon™®*, ropmuxocmepouoHvle

npenapamsi CUCMEeMHO20 Oeticmeusi (npeoHu3onon™* unu dexcamemason™*)).

o Pexomenpyercst nanuentam ¢ MIIC [ koHCynbranuum cieayronmx cCnenuaiucToB He pexe 1 pasza B
6 MecdleB WM 4Yaule I[P HAIWYUMK [IOKA3aHHW: BpPauOM-OTOPUHOJIAPUHIOJIOIOM, BpavuoOM-

HeBposiorom [1, 2, 5, 14, 18].
YpoBeHnnb yoenuteabHOCTH pekoMeHaanuu C (YpoBeHb JJ0CTOBEPHOCTH J0KA3aTENbCTB — ).

o Pexomenayercs nauventam ¢ MIIC [ xoHcynbpTanuu cieayronmx CrenualIncToB He pexe 1 pasa B
6 MecsleB WIM 4Yalle TMpyd HAJIMYMKA TOKa3aHWM: BpauoOM-KapAHOJIOroM/BpauoM-/I€TCKUM

KapJIMOJIOTOM, BpadyoMm-oprtornienom. [1, 2, 5, 14, 18].
YpoBenb yoenurteabHOCTH pekoMeHAannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 5).

o Pexomenayercst mamumentam ¢ MIIC [ koHcymbranus BpauoM-XHPYProMm/BpadyoM-IETCKUM

XUPyprom (IIpyv HAJIMYKUK MATOJIOTUHU, TPEOYIOIIEeH XUpypruyeckoro BMemarenscraa) [1,2,5,14,18].
YpoBenb yoeaurteabHocTu pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).

e Pexomenayercs namuentam c¢ MIIC [ koHcynabranus BpauoM-IyJIbMOHOJIOTOM (IIPpU HAJIUYUU

MaTOJIOTHH CO CTOPOHBI JbIXaTeabHOM cuctemsl) [1, 2,5,14,18].
YpoBenn yoenureabHOcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

o JleyeHne XpoHWYECKHX 3a0oneBaHU (MIOBENCHUYECKUX HApyIICHHH, OQTaIbMOIOTHYECKUX
HapyIlICHW, OpPTONEAMYECKON  MaTOJIOTMH, CyIOpOKHOro  cuHiapoma, Al, cepaeuHoi
HEJ0CTATOYHOCTH, PELUAUBUPYIOLIUX OTUTOB, YACTBhIX PECIUPATOPHBIX 3a00JI€eBaHUM U 1p.) Y
naupeHToB ¢ MIIC 1 pexkoMeHAOBaHO MPOBOAWTH C YYETOM JECUCTBYIOIIMX KIMHUYECKUX
pEeKOMEHJalui, MPUHMMAasT BO BHHUMAaHHUE PE3YJbTAThl KOMIUIEKCHOM OLIEHKHM CO CTOPOHBI BCEX

OpPraHOB M CUCTEM M MEPCOHAIM3UPOBAHHBIE 1Ieu nanuenTa [1,2,5,14,18,34].
YpoBeHb yoenutreabHOCTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — ).

KommenTapmii: Jleuenue nosedenueckux HapyuleHuu HNPOBOOUMCS BPAYOM-HEBPON020M, OObIYHO

UCNOJIb3YIOMCA cedamuenvie cpedcmea, AHKCUOIUMUKU U ()pyeue.

Buvibop npenapama, 0o3uposka, O1uUmenbHOCHb Kypca onpeodeniaiomcs uHoueudyanvro. Havunarom
npuem OaHHbIX NPenapamos noo MuamenbHbIM 6pa4eOHbIM KOHMPOTEM 8 YCI08UAX KPY2lOCYIMOYHO20
/ Onesnoeo cmayuonapa [1,2,5,14,18, 34].
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e [Ipu odranbMoOIOTHYECKUX HAPYIIECHUSAX PEKOMEHIYETCS MPOBOIWTH JICUCHHUE IO IMOKA3aHHSM,
noJ0Op Tepanmuu OCYLIECTBISTh HA OCHOBAaHMM PEKOMEHJALMN IO JIEYEHUIO COOTBETCTBYIOLIUX

Hozousoruit [1,2,5,14,18].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

e PexkomeHIyeTcCsl B KaueCTBE OPTONEANYECKON KOPPEKIIMU HAPYLIEHUS OCAaHKH, KOHTPAKTYp CyCTaBOB
C WCMOJb30BAaHUEM HEXUPYPIHUECKUX METOAOB MPHUMEHATh (U3HONPOLEAYPl H JIe4eOHYIO
(buU3KyIbTYpy, HCHOJB30BaTh OpTONEAWYEeCKHe YycTpoicTBa. [lo mMmoOKa3zaHUSIM OCYIIECTBISTH
XUPYPrUYECKOE JICUCHHE CHUHIPOMA KapIajbHOIO KaHaja, MPOBOAUTH JHAONPOTE3UPOBAHUE
Ta300€JPEHHOr0 WJIM KOJIEHHOTO CYCTaBa, KOPPUTHPYIOLIUE OCTEOTOMHUH JUIsl MCHPABICHUS OCHU

koHeuyHocreit [1,2,5,14,18].
YpoBenb yoeaurteabHOCTH pekoMeHaannu C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 5).

e PexoMeHI0BaHO MPHU PEUUIUBUPYIONINX OTHTAX, YaCThIX PECHUPATOPHBIX 3a00JIEBAHUAX BEPXHUX
JIBIXaTeNIbHBIX MyTeH MPOBOAUTH CUMIITOMATUYECKYIO, aHTUOAKTEPHAIbHYIO TEpPANUIo, IPU OTUTaX

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

e V¥V nanuentoB ¢ MIIC npu Hanmuyuuy 3MUATENTUYECKUX TPUCTYIIOB PEKOMEHI0BAHO UCITOJIb30BAHUE

MpenapaToB M CXEM JICUCHHS, HA OCHOBAaHWU PEKOMEHIAIMH 110 JieueHuto snuiencuii [1,2,5,14,18].
YpoBeHnb yoenuteabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH A0KA3aTeNbCTB — ).

° PeKOMeHIIOBaHO y4acCcTuce MYJ'IBTI/II[I/ICL[I/IHJII/IHapHOI\/JI KOMaHAbI B BCACHHUHN CGpI[G‘-IHOﬁ

HenocrarouyHocTH y manuento ¢ MIIC 1[1,2,5,14,18].
YpoBenn yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJNbCTB — 5).

e [lpu neuenun aprepuanbHOil runeproHuu y nanueHToB ¢ MIIC I pekomeHIOBaHO Ha3HAYeHUE
AHTUTUIEPTEH3UBHOM TEpallMM B COOTBETCTBUM C KIMHUYECKMMHU PEKOMEHJALMSAMH  I10

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

o Pexomenpyercst narmentam ¢ MIIC I ¢ HapyleHUsIMH MOTOPHUKH KETYAOYHO-KUIIEYHOTO TPAKTa
(3armopamu) HCTOIB30BaHUE CIAOMTEIBHBIX IMPENaparoB B COOTBETCTBHU C PEKOMEHAAIUSMH TI0

3amopam [36].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o Pexomenayercss marmentam ¢ MIIC I npu xpoHnueckoil HelponaTuueckod OOIM Ha3HAUCHUE
IpenaparoB, BO3ACHCTBYIONIMX HAa LIEHTPAJIbHbIE MEXaHU3Mbl (POPMUPOBAHUS XPOHUUECKON OOJH:
MPOTUBOAIMIICITUYECKUE TpenaparaMbl (7103a MOA0UpaeTCsl WHIUBUIYAIbHO), aHTUACTIPECCAHTOB

[37].
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YpoBennb yoenureabHOCTH pekoMeHaanuu C (YPOBeHb JOCTOBEPHOCTH A0KA3aTENbCTB S)

KommenTapuu: Ilonosxxcumenvsrnoco agppexma hapmaxomepanuu xponuyeckou 001U y nayueHmos ¢
MIIC mooicHo 0obumvcsi npu  yuéme NPUHUMAEMbIX NAYUESHMOM Npenapamos u pe2yisipHoM
MOHUmMopunee 6OesonacHocmu aevenus. Ilpu neuenuu 6Oonesoeo cunopoma y nayuewma ciedyem

UCNONB306AMb HAUMEHEe UHBA3UBHbLI CNOCOO.

3.3 Xupypruuyeckoe jJedeHue

Xupypruueckoe Jsedenue mnanueHtoB ¢ MIIC 1 crnenyer nmpoBoauTh TpU  y4acTHH
MYJBTUAUCUUIUIMHAPHON  KOMaHJbl B COOTBETCTBUM C  JCHUCTBYIOIUMMHM  KIMHUYECKHUMU

PEKOMEHTALIASIMH.

e PexomeHayercsl manyeHTaM ¢ COXpPaHHBIM MHTEIUIEKTOM U HapylleHueM (YHKIIMH KUCTeH WU C
HapyLICHUEM HEPBHOM IMPOBOAMMOCTH M0 pe3yapraraM DHMI onepanus 1eKoMInpeccuu HEPBHBIX
ctBoyioB (HeBponu3 u gexommpeccusi HepBa, Pacceuenue craek u JEKOMIIPECCHs CTBOJIOB HEPBHBIX

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

KommenTapuu: vacmoma peyuouoé KapnaibHo20 mMyHHEIbHO20 CUHOPOMA V NAYUEHMO8 C
paznuunoimu munamu MIIC neuzsecmua. Ilockonbky nosmophas Komnpeccusi MeouaHHo20 Heped
gcnedcmeue  pyoyesamus — UIU  OMAONCEHUS.  2TUKO3AMUHOSIUKAHOG — BO3MOMNCHA,  HE0OXO0OUMO

npooocams HabwoeHue.

o Pexomenayercsi mamuentam ¢ MIIC 1 Tuma mnpu coobmiaromierics ruaponedaiud ¢
MPOTPECCUPYIOMINM YBEIIMUCHHEM JKEIIYI0YKOB 10 JaHHbIM MPT w/mnm moarBepka&éHHBIM
MOBBIIICHUEM JaBJICHHS IepeOpo-cnuHanbHOM xkuakoctu Oonee 250-300 cm BomHOTO CcTONOA

BEHTPHUKYJIO-IIEPUTOHEAIBHOE IIyHTUpOoBaHue [ 1, 2, 14, 19-22].
YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoOBeHb JO0CTOBEPHOCTH A0KA3aTENbCTB 4)

o PexoMeHZOBAaHO  TIPOBEACHUE  XUPYPIHUYECKOTO  BMEIIATENbCTBA  JUI  MALMEHTOB  C
JIMarHOCTUPOBAHHBIM CTEHO30M LIEWHOIO OT/EIIA - JEKOMIIPECCUU CIIMHHOTO Mo3ra (Jlexommpeccus

MMO3BOHOYHOTO KaHaJla MUKPOXMPYPruuyeckas), 4YTO MMEET pellarollee 3Ha4eHUE B YCTPAHCHUU
crenosa [1, 2, 14, 19-22].

YpoBenn yoenureabHOCcTH pekoMeHAanuu C (YpoOBeHb J0CTOBEPHOCTH A0KA3aTENbCTB — 4).

KomMmeHnTapuu: coasnenue cnuHHo20 Mmo32a NpuBOOUm K HEOOPAMUMbIM — HeBPON0ULECKUM
HApPYWEeHUIM, Oonepayuro ciedyem paccmampusams oadce y NayueHmos 0e3 He8poI0cUYeCcKOU
CUMNMOMAMUKU, €CNIU CAcUMMAlbHbll Ouamemp NO380HOYHO20 KAHALA cyxceH Oonee yem Ha 50%.
Xupypeuueckoe emeulamenbcmeo OO0NNHCHO BbINOJHAMBCA pPAHbUE DPA3BUMUSL  HEeBPOI0CUYECKUX
NpOosBIEeHULL.
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o PexomeHnayercsi IpoBeeHHUE XUPYPTUUSCKOM 3aMEHBbI Ta300€PEHHOTO WJIM KOJEHHOTO CYCTaBa,
KOPPUTUPYIOIIUE OCTEOTOMUHU KOCTEH KOHEYHOCTEH MpHU BBIPAKECHHOM HApYIICHUU (QYHKIUU
KOHEYHOCTH OOYCJIOBJICHHOW nedopmanvel WM apTpo3oM, MpH OTCYTCTBHH d(ddekra oT
KOHCEpBaTUBHOM Tepanuu [ 1, 2, 14,20,22].

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

e PexkomengoBano namuentaM ¢ MIIC I tuna paccMOTpeTh, IPU HAJIMYMU MOKa3aHUM, TPOBEICHUE
AneHonadKkToMuu (AIEHOMIIKTOMUM C UCIOJBb30BAHUEM BHJIEOIHAOCKONMYECKUX TEXHOJIOTHIT) 1/
i Tonsmikromun (TOH3WIIAKTOMUHN € UCTIONIB30BAHUEM BUICOIHI0CKOMMMUECKUX TEXHOIOTUIA) C

LEJBI0 YIIYYIIEHUS MPOXOJUMOCTH bIXaTeNIbHbIX IyTel [1, 38].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

KommenTapuii: dannvie emewamenvcmea npumensiomcs y nayuenmos ¢ MIIC I muna, xax u 6
ooweti NOnYIAYUU, ¢ CUHOPOMOM OOCMPYKMUBHO20 HOYHO2SO ANHOE, IKCCYOAMUBHBIM OMUMOM,
3ampyoHeHueM HOCOB8020 ObIXAHUS U PeYUOUBUPYIOWUMU UHDEKYUAMU BEPXHUX ObIXAMETbHBIX Nymell.
IIpu smom mHeobxooumo yuumwieams, umo npu MIIC I muna xupypeuueckoe emewiamenbCcmeo
mpebyemcs uawe, yem cpeou ooviunvix oemei. lIlayuenmam ¢ MIIC [ muna credyem evioupamo
MAKCUMANbHO waoswue u 3ggdekmuenvle Memoouxu, omoasams NpeonoymeHue 3HOOCKONUYECKUM

emewamenvcmeam [39,40,41].

e Bcem nmammentam ¢ MIIC I pexomenayercs mpoBeneHre 6-TH MUHYTHOTO TecCTa C XOAbOOW Jist

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

YpoBenn yoenureabHocTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —5).
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4. MequuMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE OKA3AHUA U
IPOTHBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
JJe4eOHbIX (PAKTOPOB

Cneunduueckort peabunuranuu nauuentam ¢ MIIC 1 ne tpelyerca. B kpyr peabuinTalinoOHHBIX
meporpusatuii marperTam ¢ MIIC I MoryT ObITh BKITIOYEHBI 3aHATHSA C MEIUIIMHCKUM IICUXOJIOTOM,
OTIBIX B CIENUAIM3UPOBAHHBIX CAHATOPHUSAX, a TaKXKE COIMalibHas ajanrands C Y4acTHEM
CHEIUATNCTOB U COIMANbHBIX PAOOTHUKOB, Kypchl Maccaxka. Crenuduueckue MeToibl peaduinTauuu

IIpHu HAJTUINHU OCJI0KHECHUM YKa3aHbl B COOTBCTCTBYIOIIUX pa3aciiax.
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S. IIpoduiaakTuKa ¥ AUCIAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

e PexomeHnayercsi KOHCYJIbTAIMs Bpauya-reHeTUKA nocie yctaHoBieHusa nuardo3za MIIC I nauueHty
WM ero OoQUIUAIBHBIM TPEACTABUTENSAM, C IIEbI0 Pa3bICHEHWM TE€HETHYECKOTO PHCKa,

00CyKJIeHUsI BOBMOXKHOCTEW MTPEHATAIbHON U MPEUMILIAHTallMOHHOM TMarHOCTHUKU [2, 6].
YpoBeHnsb yoeaureabHocTH pekoMeHAanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 5).

Kommentapuii: Cembsam ¢ nayuenmamu pexomernoyemcs MeouKko-eeHemuyeckoe KOHCYIbMUpo8anue ¢
yenvio onpeoenenuss 2eHemuueckoeo pucka. Kax u npu Opyeux aymocommo-peyeccuenvlx
3aooneeanunax, npu MIIC mun I 0na Kaxcooii 0epeMeHHOCMU DPUCK POXCOeHUA pedeHKa
cocmasnsiem 25%. B cemvsx, eoe ecmv pedenox ¢ MIIC I, 603moorcno npogedenue npenamanbHou u
NPeUMNIAHMAYUOHHOU  OUACHOCMUKU. {11 3mo2o  pooumensim HeobX00UMo 0Opamumscs 8

cneyuanusupoearmble ouazHocmu4ecKue Jza6opam0puu u MeaI/lZ/;MHCKue uernmpol.

IIpenamanvhas OuacHocmuka npoBOOUMCS MONEKYIAPHO-2EHeMUYECKUMU UTU  OUOXUMUYECKUMU
memooamu, nymem uccieoosanus /J[HK, evioenennou uz buonmama eopcun xopuona va 9-11 nedene
bepemennocmu u/uiu Kiemox amHuomu4eckou sxcuoxkocmu Ha 16-18 nedene bepemennocmu, niooHou

kposu Ha 20-22 nedene bepemenHocmu.

5.1 Ilpenaranbuas quariocruxka MIIC 1

o Pexomenayercsi TIpoBeIEHWE TpEHATATbHOM JAMATHOCTUKH I JIIOOOW  Mmociemyromen
OEpEMEHHOCTH B CEMBbSX, OTATOMICHHBIX XOTs Obl ogHuUM ciydaeM MIIC I, HO B ciiydae nerkux
dbopm 00s1€3HH, pEIICHUE O €€ MPOBEACHUHN JOIDKHO OBITh MPHUHSTO MOCIIE MOAPOOHOTO 00CYKACHUS

C cembeid Bcex puckos [1,2].

YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

5.2. JlucnancepHoe HAOJIIOAEHUE

IIposooumcs pecynsapnoe ounamuueckoe Haomooenue (Ilpunosxcenue A3.4)
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6. Opranu3zanus OKa3aHusl MeJIUIUHCKON IMOMOIIH

6.1 Iloxkazanus a1l rOCHIMTAJIU3ANUN B METULMHCKYI0 OPraHU3aLHI0

6.1.1 Ioxa3anus 4151 NJIAHOBOM IrOCIUTAJIN3ANN

NPOBEACHUE AUATHOCTUKH U JICYEHHUsI, TPEOYIOIUX KPYTIIOCYTOYHOTO MEIUIIMHCKOTO HAOIIOICHHS;
COCTOSIHME, TpeOyIollee aKTHBHOTO JIEYCHHS WU KPYINIOCYTOYHOTO MEIUIIMHCKOTO HaOIIOIeHHUs
(TppDKEeceueHre, ONepaTHBHOE JICUCHUE TIOPAKEHUS CYCTaBOB, IT03BOHOYHHKA, CKOJHO3,
aJICHOOKTOMUS, TOH3WUIDKTOMUS, HEUPOXUPYpPrHUECKas JIEKOMIPECCHS CHHAPOMA 3aIsCTHOTO
KaHala, YCTAHOBKAa TPAHCTUMIIAHUYECKOTO JpEeHa)ka IMpH CPEeJHEM OTHUTEe, XHUpypruueckas
KOpPPEKLIHUS MMaToJI0TUuu cepedHo - cocyauctoit cucremsl (CCC) u npyrue);

COCTOSIHHE, TpeOyrolee MPOBEIACHHS BBICOKOTEXHOJOTUYHBIX METOMOB JICUCHHS (B TOM YHCIIE,
koHTpOJTb A PexTuBHOCTH TT'CK);

OTCYTCTBUE BO3MOXXHOCTU obOecneueHus @O3T B aMOynaTOpHbIX U CTalMOHAPO3aMEIIAIOIMINX
YCIIOBUSIX;

HEOOXOAMMOCTh TIPOBEICHUS PA3IUYHBIX BUIOB DKCIEPTH3 WM OOCICAOBAaHUS B MEIUIIMHCKOM
OpraHu3allud TMpPH HEBO3MOXKHOCTH MPOBEACHUS HMX B aMOYJaTOPHBIX YCIOBUSX, TPeOyHOIIUX

JTMHAMHUYECKOTO HaOMoeHUs (B TOM YHCie oopMieHre 3aKiTtoueHns PeaepabHOr0 KOHCUIINyMa).

6.1.2 IloxazaHus 1Jjis SKCTPEHHON rOCHUTAJIN3ALMHI:

OCTpBIC 3a00JICBAHUS;

000CTpEeHHS XPOHUYECKUX O0JIC3HEH;

OTpaBJICHUS W TpPaBMbI, COCTOSIHHS, TPeOYyIOIIMNEe WHTCHCUBHOW TEpalud W TMEpPeBOAa B
peaHUMAIlMOHHBIC OTIICJCHUS WM OTJCJICHUS WHTEHCHBHOW Tepamuu (B TOM YHCJIE TOOOYHBIC
peakIMM, MPOHUCXOISINNE B Mporecce WHPY3UU WIH B TeUCHHUE JHS npoBeacHus uHPy3un D3T,
IIEPBUKAIBHBIN CTEHO3 C KOMIIPECCUEH CIIMHHOTO MO3ra M JPyTHe YrpOKAIOIIUEe KU3HH OCTPhIC
COCTOSIHUSA), @ TaK)Ke KPYITIOCYTOYHOTO MEIUIIMHCKOTO HAOIOACHUS U MPOBEICHUS CICIHATBHBIX

BUJIOB OOCJICIOBAHUS U JICUCHUS.

6.2 Iloka3zaHusi K BINKCKE NAHEHTAa U3 MeIULMHCKONH OPraHu3anmu:

OTCYTCTBHE yTPO3bI KU3HH MMAIMCHTA,
OTCYTCTBHE yIrPO3bI PA3BUTHS OCIIOKHEHUM, TPEOYIOIIMX HEOTI0KHOTO JICUCHHUS,

CTAOWMJIM3AIMsl COCTOSHHUS M OCHOBHBIX KJIMHHKO-Ta0OPaTOPHBIX IOKa3aTeNIel IMaToJOrHYeCKOTo
mpoiiecca o OCHOBHOMY 3a00JI€BaHUIO;

OTCYTCTBHE HEOOXOAUMOCTH B TIOCTOSHHOM BpadeOHOM U KPYITIOCYTOYHOM MEIUITMHCKOM
HaOJIOICHUH TI0O OCHOBHOMY 3a00JI€BaHHUIO;

HEOOXOJMMOCTH TEepeBOjJia TMAaIlMeHTa B JAPYTyH OOJBHUIYY WM YYPEKJICHUE COIUATBHOTO
obecrieueHusl.
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7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA UJIH
COCTOSIHMA)

[Ipu npoBeaeHNM Hapko3a W HMHTYOAIIMM HEOOXOAMMO TOMHHUTH O BBICOKOM PHCKE KOMIIPECCHH
CIIMHHOTO MO3Ta BCJEACTBUE HECTAOWJIBHOCTH aTJIaHTOAKCHAThbHOTO cycTaBa. KopoTkas 1mes,
OTPAaHUYCHUE TMOABMIKHOCTU HIDKHEM 4YETIOCTH, YBEJIWYEHUE S3bIKA, BBIPAKEHHas THUHEPTpodUs
aJICHOUJIOB MU MUHJAJIMH CO3AA0T MpoOJeMbl MpHU MPOBEICHUU AHECTE3UOJIOTMUYECKOrO MOCOo0us,
MOATOMY IPEANOYTEHUE CIAEAYET OTJaBaTh MECTHOMY WJIM PETHOHAIBHOMY o0e30onuBanuio. [lanuent
NPEIBAPUTEIHHO KOHCYJIBTHPYETCS BPa4OM-KapaUOJIOrOM/BPauoM JETCKHM KapAHOJIOTOM, BPadOM-
OTOPHUHOJIAPUHTOJIOTOM, BpPauOM-aHECTE3U0I0TOM-PEAHUMATOIOTOM, BpPauOM-HEBPOJIOTOM.
OO0s13aTeNIbHO TIPOBEICHUE TOJTHOTO KapAUOJIIOTMYECKOTO O00CIe0BaHUs, MOIMCOMHOTpadun (s
BBISIBJICHUS] CTETICHM JBIXaTeNbHBIX HAPYIICHHH), TP HEOOXOIUMOCTH - YHAOCKOMUU HOCOITIOTKH U
KOMIIBIOTEpHON TOMOrpaduu Jerkux. OrnepaTiBHOE BMENIATENILCTBO C aHECTEe3We HeoOXOauMO
MPOBOAUTH B KPYMHBIX MEAUIMHCKUX LEHTPaX, UMEIOIIUX OTICICHUE peaHWMAllud U WHTCHCUBHOMU
teparuu (OPUT), Tak kak wHTyOaus W TMOCHeIylomias SKCTyOalus y TaKUX MallueHTOB MOXKET

BbI3BaTh 3aTpyaHeHus [1-3].
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Kpurepun onieHKH Ka4yecTBa MEIUIIUHCKOU MTOMOILIH

Ne Kputepuun kayecrBa YpoBeHb YpoBeHb
y6eautenbHoCTH AOCTOBEPHOCTH
pekoMeHaaumn AOKa3aTenbCTB

1 BbinonHeHo onpeneneHne ypoBHA u crnekTtpa FAT mMoun (npu C 5

NOCTaHOBKE AnarHo3a)

2 BbinonHeHO onpeaeneHve akTMBHOCTM anbda L naypoHuaassl B C 4

nenkouunTax nepudepruyeckon KpoBu MM NATHaX BbICYLUEHHOM

KPOBW  W/UAN  MONEKYNSIPHO-reHeTu4yeckoe  uccnegoBaHue
(BbiIsBNeHne MyTaumn B reHe IDUA,) (npw nocTaHOBKe

AnarHosa)
3 BbINO/IHEHO Ha3HaueHWe hepMEHTHOW 3aMeCcTUTENbHOM Tepanuu A 1
C npuMeHeHneM napoHuzasbl B nose 100 E[/kr B Buae B/B

VIHCbYBVIVI €XEeHEAENBbHO NPpU OTCYTCTBUA I'IpOTVIBOI'IOKaBaHVIVI

BbinofIHEHO onpeaeneHne rANKO3aMUHOIMIMKAHOB Mo4yn  (He C 5
pexe 1 pasa B 6 MecsueB, NauuveHTam , He MoJsy4varwmm
(hepMeHTHY0 3aMeCcTUTENbHYD Tepanuio - He pexe 1 pasa B
roa)

5 BbinonHeHbl 2KI, 2x0-KI, XonTepOBCKOE MOHUTOPMPOBaHUE C 5
OKI 1 cyToyHOEe MOHUTOPMPOBaHWE apTepuasibHOro AaBleHUSA
(ecnn He NpoBOAMAOCH NpeallecTByoWme 12 Mecsaues)

BbiNONHEHO onpefeneHne pa3MepoB MEYEeHU U Cene3eHKU Mo C 5
OAHHbIM  YNbTPa3BYKOBOr0 uccnegoBaHus (M/Mam  MarHUTHO-
pe30HaHCHOM ToMorpadum opraHoB OpPKOLWHOM MOAOCTU U/UIn
KOMMbIOTEPHON TOMOrpadmn opraHos OpIOLWHON NONOCTK) (ecnun
He NpoBOAWIOCE NocneaHne 12 Mecsiues)

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

8 BbinonHeHa peHTreHorpadus OpraHoB rpyaHOM knetku (ecnm C 5
He npoBoAunnack nocnegHve 24 mecsiua)

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

10 BbinonHeHa KOMMbIOTEpHas ToMorpaduss WAM  MarHUTHO- C 5
pe30oHaHcHas ToMorpadusa rofioBHOro Mo3ra (ecnu He
NpoBOAMSOCHL B NocneaHne 24 mMecsua)

BbinosiHeHO onpeAeneHne CKOPOCTW HEpPBHOW MNPOBOAMMOCTU Cc 5
anekTpoHenpommnorpacdum (3HMIN) (ecnu He NpPoBOAMNOCH
nocnegHue 12 mecsues)

11

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

12

BbinonHeHa NOMCOMHOrpadmus/KapamopecnnpaTtopHbIi C 5
13 MOHUTOPUHI  naumeHtam MIMC I ¢ noao3peHueM  uam
NOATBEPXAEHHBIM AMArHO30M CMHAPOMA OBCTPYKTMBHOMO arnHo3d
CHa (ecnu He npoBoAunachb nocneaHne 12 mecsiues)

BbinonHeHa peHTreHorpadums LIenHoro, rpyaHoro 7 C 5
NOSAICHNYHOrO OTAENa NO3BOHOYHMKA, @ TakKXXe peHTreHorpadus
BEPXHUX W HWKHUX KOHEeYHOoCTeh (ecnm He npoBoAnnach
nocnegHue 12 mecsiues)

14

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

BbinosHeHa KOHCYyNbTauus Bpa4yoM-odpTanbMo0roM n C 5
16 nccrenoBaHUsl NMepeaHero cerMeHTa rfasa MeToAoM 60KOBOro
OCBELLEHUs, U3MEepeHue BHYTPUINIa3HOro AABJIEHMS M OLEHKa
COCTOSIHWUS TNa3HOro AHa C Uenbl BbIABNEHUS T/1ayKOMbl,
M3MEHEHWS MPO3PAaYHOCTU INa3HbIX Cped U COCTOSIHUS CeTYaTKM
(Ap®  HanuumMm natonorMm 3perHuns) (ecnn He npoBoAMNACb
nocnegHue 12 mec.)

17 BbinonHeHa KOHCynbTaums BpayoM-reHeTMKOM npu C 5
YCTaHOBJIEHUM AMarHo3a v Npu naaHMpoBaHUM 6epeMeHHOCTU B
cembe
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Ne Kputepuun kauyecrBa YpoBeHb YpoBeHb
y6eautenbHocTH AOCTOBEPHOCTH
pekoMeHpaaumn AOKa3aTenbCcTB
18 BbinonHeHa KOHCYbTauns Bpa4yoOM-KapAnosioroM/Bpayom- C 5
AETCKUM  KapAMONIOrOM MpU  HanuyuMu natosornm CepheyvHo-
COCYANCTOM CUCTEMbI (eCNM HE NPOBOAMNACL NocneaHne 6 Mec.)

19 BbinoNHEHa KOHCyNbTauus BpayoM-OTOPUHOMAPUHIONOroMm (Npu C 5
HannM4ynKM NaTosiormMm Co CTopoHbl JIOP-opraHoB u/unuM BepXHUX
AbIXaTesbHbIX NyTen) (ecnn He NpoBoOAMICSA NocnegHue 6 mec.)

20 BbinoMHEHa KOHCy/bTauMs BpPayYoOM-HEBPOJSIOFOM MPU Hannyum C 5
naTosIorMN CO CTOPOHbI LIEHTPasIbHOW HEPBHOW CUCTEMbI (ecnu
He npoBoAmaca nocnegHve 6 mec.)

21 BbinonHeHa KOHCynbTauuMsi BpayoM-TPaBMaTO/I0rOM-0pTONeAOM C 5
npy HanAM4yuuM NaTonorMM CO CTOPOHbI OMOPHO-ABUraTenbHOro
annapata (ecnm He npoBoaunack nocnegHne 6 mMec.)

22 BbinonHeHa KOHCyNbTauuMsi BpayoM-XMpyprom/BpayvyomM-AeTCKUM C 5
XUpYyprom (npun HanmMumm naTonoruu, Tpebytowen
XWUPYPruyeckoro BMeLlaTenbCTBa)

23 BbinonHEeHa  KOHCy/nbTauusi  BpavyoM-MnynbMOHOMIOrOM  (npu C 5
HaSM4YMKM NaToNOrMM CO CTOPOHBI AbIXaTeNbHOW CUCTEMbI)

24 BbinosiHeH 6-TM  MUHYTHbIXW TecT C Xxoabbolr (ecnn He C 5
npoBoAWSICS nocnenHne6 Mec.) npu OTCYTCTBUU
NpoOTMBOMNOKa3aHWi

25 BbinosHeH aHanus KpoBU 6roxmMmnyecknin C 5
obuweTtepanesTuyecknin  (anaHMHaMmMHoTpaHcdepasa  (AJIT),
acnaptatammHoTpaHcdepasa (ACT), obwuhm wn  npsMon
6unnpybuH, xonectepuH, Tpurnmuepuabl) (ecnn He NpoBoAMICS
B NpejlecTsyowme 6 mecsues)

26 BbinosiHeH obwmii (KNMHMYECKUIA) aHanuM3 KPOBU Pa3BEPHYTbIN C 5
(ecnun He npoBoAMACA B NpeALlecTBylowme 3 mecaua)

27 BbinonHeH o6wun aHanuMs Moum (ecim He MpoBOAMICS B C 5

npealwecTsytowme 6 Mmecsua)

28 MpoBEAEHO XWMPYPruyYecKoro BMeLaTeNnbCcTBa Afd MauMeHToB C C 5

ANarHoCTMpoBaHHbIM CTEHO30M LenHoro oTaeNna -
AEKOMMNpeccnmn CNMHHOro Mo3ra
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke M mepecMOTpPy KIMHUYECKHX
pPeKoOMeHaalni

Baiinakoa Tanuna BukrTopoBHa- K.0.H., BeAylUMid HAyYHBI COTPYIHUK Jaboparopuu
HacJeICTBeHHBIX Oone3nelr oomena ®I'BHY "Menuko-reHeTnyeckuii HayqHbIN [IEHTP UM. aKaJeMuKa

H.I1.boukosa".

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

IJIaBHBIM BHEIITATHBIN crielUaIuCT neauarp Munsapasa Poccun.

BaxioBa Hpuna BenuammnHoBHa- a.M.H., mpodeccop, 3aBemyromas kKadempoil ToCTHHTAIBHOU
neauarpuu Ileauarpuueckoro daxynsrera @PI'bOY BO VYpanbckuit ['ocygapcTBeHHbINH MEAUIIMHCKUAN

YHUBEPCUTET

Bamakman3ze Haro [I:kymOGepoBHa- 1.M.H., JomeHT Kadenpsl (akynsrerckoii mnenuarpun [1D
OI'bOY BO PHUMY wmmenun H.U. Iluporoa M3 P®, MHCcTUTYT menuarpur U OXpaHbl 340POBbs
nereit [IKb PAH.

BockoOoeBa Esena IOpbeBHa - K.M.H., B.H.C. JJaOOpaTOpHUH HACJIECICTBEHHBIX Ooyie3HEH oOMeHa

OI'bHY "Menuko-reHeTu4eCcKuil Hay4HbIi [EeHTp".

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

ooMena ®I'BHY "Menuko-renernueckuii HayuHbli HeHTp M. akagemuka H.I1.boukosa.

Ky3enkoBa Jlvonmuia MuxaiisioBaa- 1.M.H., PI'AY «HMMUL] 3n0poBbs aereit» Munzapasa Poccun,
npodeccop kadeapsl nenuarpum U aerckoi pesmaroiorun GIAOY BO Ilepsbiii MockoBckuit
rOCY/IapCTBEHHBIM MeIUIHMHCKANA yHUBepcuTeT uM. .M. CeuenoBa MuUHHUCTEPCTBA 3APABOOXPAHEHUS

Poccuiickoit ®enepannu (CeueHOBCKUI YHUBEPCUTET)

Kyues Cepreit UBanoBuu - wi.-kopp PAMH, n.m.H., nupekrop @I'bHY "Menuko-renetndyeckuit

Hay4HbIM LeHTp uM. akajgemuka H.I1.boukosa
(AMI).

', IIpe3ugeHt Acconuanvu MEIUIIMHCKUX T'€HETHUKOB

Jlapuonosa Banentuna Unbuanuyna- 1.M.H., PI'bHY "UHCTUTYT S3KCIEpUMEHTaIbHON MEIULIUHBI.

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

MuxaiisioBa Jlwoammia KoHcTaHTMHOBHA - A.M.H.,, Tpodeccop, ydeHbld cekperapp DIBY
"HammoHanbHbIM MEIUIIMHCKUNA MCCIIEI0BATEILCKUI LIEHTP TPaBMATOJIOTUM U opTonenuu umenn H.H.
[Tpuoposa" M3 PO.

Muxaiisioa Cperiiana BurtajabeBHa -1.M.H., 3aBeaywouias otaeiaeHuemM @DPI'BY  «Poccuiickas
Herckas Knuandeckas bonpaunay M3 PO.
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Moucees Cepreii BaneHTHHOBHY- 1.M.H., 3aBeyIONINI Kadeapoil BHYyTPEHHHX, TPO(HECCHOHATBHBIX
oonesznerr u pesmaronorun GIAOY BO Ilepseiii MI'MY um. U.M. CeuenoBa (CeueHOBCKUi

yauBepcuret) M3 PO.

Ha3apenko Jlwoamuiaa IlaBaoBHa- 1. M. H., mpodeccop 3aciayxeHHbId Bpaud PD,, pykoBoIuTENbH

naboparopun HacneacTBeHHoU nartonorun HUM menuuunckoit renetuku Tomckoro HUMIL PAH.

HamazoBa-bapanoBa Jleiiia CeiimypoBHa- akaa. PAH, mpodeccop, a.m.H., mpe3uaeHt Coro3a
nenuatpoB Poccum; mact-npesupent EPA/UNEPSA; pykxoBomutens HUU nemmarpum u oxpaHsbl
3nopoBbs netedt LIKb PAH, 3aBenyromas xadenpoii (akylbTeTCKOM Meauarpuyd NeAHaTpUudecKoro
dakynerera ®I'BOY BO «PHUMY um. H.U. Tluporosa» Munsnpasa Poccun, raBHbIN BHEIITATHBINA

JIETCKUN CTIEUATUCT 10 MpodrtakTHaeckoi MmeauHe Munsapasa Poccun.

Huxutun Cepreii CepreeBud - 1.M.H., podeccop, npeacenarensb «OO1mecTBa CrenuanIucToB Mo

HCPBHO-MbLIIIICYHBIM 3a00JICBAaHUSIMY.

IleuarnukoBa Haraawbs JleonmaoBHa - pykoBogutenb lLleHTpa opdaHHBIX U JPYrUX pPeIKuX

3aboneBannii ['BY3 «Mopo3oBckast neTckas ropojckas KImandeckast oonpauma J[3My».

HonsaxkoBa Ouabra AJiekcaHAPOBHA- JaeTcKkuil opronen, TpaBmarosnior PI'bY «HannonanbHbIN
MEIMLIUHCKANA HCCIIEI0BATENbCKUI UEHTP TpaBMaroyioruu u oproneauu umenn H.H. [Ipuoposa" M3
PO.

Cemsiukuna AJsuia HukoaeBHa- [.M.H.,, T[H.C. OTICICHMSA KIMHHUYECKOM TreHeTuku POI'BY

«Mockoscknii HUM nenuarpun n nerckon xupyprun Munsapasa Poccun.

Ynanosa OQOuabra BacmiabeBHa- k.M.H., OO0 «Menuko-reHetuueckui 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 00HAPOI0BATb.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



IIpunoxkenne A2. MeronoJiorusi pa3padoTku
KJIMHUYECKHUX PEeKOMEeHIAUH

Hacrosimue pexoMeHmanuu NpeIHa3HAauYeHbl ISl NPUMEHEHUS MEIWLIUHCKUMHM OpPraHU3aALUsAMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX M MYHUIUMAIBHBIX OPraHoOB YIPABIICHUS
3[paBOOXPAHEHUEM, CUCTEM 00sI3aTEIBHOTO M TOOPOBOJLHOTO MEIUIIMHCKOTO CTPAXOBaHUs, APYTUMU
MEAMIMHCKAMU OPraHU3alMUSIMHU  PaA3IMYHBIX OPraHU3alMOHHO-NIPABOBBIX (OPM JESATEINBHOCTH,

HANPaBIICHHOW HA OKa3aHUE MEIUIIUHCKOU MTOMOUIH.

MYKOHOJII/ICElxapI/IIIOSI)I OTHOCATCA K PCAKHM HACICACTBCHHBIM 3360H6B3HI/IHM, YTO MHCKIIIO4YAacT
BO3MOXHOCTb IIPOBCACHUSA OOJIBIITNX KOTOPTHBIX W PAHIOMHU3HUPOBAHHBIX KOHTPOJIHWPOBAHHBIX
I/ICCHeI[OBaHI/Iﬁ U 1 CO3JaHHA IIPOTOKOJIIOB MOHUAHOCTUKM MW TCPAIHMHM HCIOJBb3YIOTCA JIMIIb

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

OI_[eHKa Kay€CTBa OJ0Ka3aTrCJbCTB W CHJIIbI peKOMeHI[aI_[I/Iﬁ MNPUMCHCHUA MCOUIMHCKUX TEXHOJIOTUM

MIPOBOAMIIACH B COOTBETCTBUU C YHU(DHUIIMPOBAHHOM IIKAJIOHN, MPUBEIEHHOMN B Tabiuax 1-3.

LeseBasi ayTuTOPUS JAHHbIX KJINHUYECKUX PEKOMEH/TAIlHii:

. Bpauu o6meli BpaueOHOM MpaKkTUKH (CEMEHBIC Bpayun);
. Bpauu- nexguarper;

. Bpaun-repanesTsl;

. Bpauu-reneruku;

. Bpaun-naboparopHble T€HETUKH;

. Bpauun-xapauonoru;

. Bpaun-nerckue kapinoaory;

00 39 N L AW N

. Bpauun- HeBponoruy;

O

. Bpauu — TpaBMaronoru-opTone/ipl

p—
S

. Bpaun-xupypru

—
—

. Bpaun - nerckue xupypru

—_—
N

. Bpan/I - AHCCTC3HUOJIOTN-PCAHNMATOJIOTH

—
(98]

. Bpauu - oropuHONapuHronoru

[E—
N

. Bpauu -cypaoi10ru-oTopuHOIapUHTOJIOTH

—
N

. Bpauu peBmaronoru

—
(o)

. Bpaun-snaokpuHonoru

—
~

. Bpauu -nerckue 3HI0KpUHOIOTH

p—
0]

. Bpauu - pentrenonoru;

—_
Ne)

. Bpauu -ncuxuarpsl

[\
S

. Bpauu ¢hyHKIIMOHAIBHOM TUArHOCTUKY;

[\
p—

. MeauuuHcKue NCuxojory;

[\
[\

. CtynenTtsl MenuiuHckux BY308B;

[\
W

. OGyuarouuecs B OpJIMHaType.

Ta6omuma 1. Illxkama omenkm ypoBHEH moctoBepHOCTH mokazarenbceTB (Y/J]) mus meromos
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yaa PacwudcdpoBka

1 CucrtemaTnyeckme 0630pbl UCCNEAOBaHWM C KOHTposieM pedepeHCHbIM MEeToAOM WM  CcUcTeMaTuyeckui o063op
pPaHAOMU3MPOBAHHbBIX KIIMHUYECKUX UCCef0BaHN C MPUMEHEHMEM MeTa-aHanm3a

2 OTaenbHble UccneaoBaHUs C KOHTposnieM pedepeHCHbIM MEeTOAOM WU OTAEeNbHble paHAOMU3UPOBaAHHbIE KIIMHUYECKUEe
nccnenoBaHus U cuctemMaTudeckme o0630pbl MCCreAoBaHWin No6oro AmsaliHa, 3a UCKIYEHMEM pPaHAOMU3UPOBAHHbIX
KJTMHUYECKUX UCCNEef0BaHWI, C MPUMEHEHWEM MeTa-aHanunsa

3 WccnepoBaHmst 6e3 nocnefoBaTeslbHOMO KOHTPOAsS pedepeHCHbIM MEeTOAOM WM UCCefoBaHWUs C pedepeHCHbIM
MEeToAa0oM, He 4BndrWwmMMmMca Hes3aBUCMMbIM ¢ OT wmccnegyemoro Metoga WM HeEpPpaHAOMU3UPOBAaHHbIE CpaBHWUTEJNIbHbIE
nccnenoBaHusl, B TOM YMCe KOrOpTHbIE UCCef0oBaHus

4 HecpaBHWTENbHbIE UCCNEA0BaHMS, ONMCaHNe KITIMHUYECKOro Ciyyas

5 NmMeeTca nuwwb 060CHOBaHWE MeXaHW3Ma AeNCTBUS MU MHEHME SKCNepToB

Tabamma 2. [lkama OLEHKM ypOBHEW JA0cTOBepHOCTH pokazarenbeTB (YJI) s meromoB

NpoQUIaKTUKHY, Je4eHus U peadunutanuu (mpouiakTUyecKux, Je4eOHbIX, PeadMIUTAIIMOHHBIX

BMEILIATEIbCTB)

yaan PacwudpoBka

1 CucrtemaTtmyeckuin 063op PKU ¢ npumeHeHnem MmeTa-aHanmsa

2 OtaenbHble PKU 1 cuctematmyeckme 0630pbl uccnenoBaHuin nwoboro amsariHa, 3a uckiaodeHnem PKW, ¢ npuMmeHeHunem
MeTa-aHanusa

3 HepaHAOMM3MpPOBaHHbIE CpaBHUTENbHbIE NCCEA0BAHUS, B T.4. KOFOPTHbIE NCCef0BaHns

4 HecpaBHUTENbHbIE WCCNENOBaHUS, OMUCAHME KIMHUMYECKOro Cryyas WM Cepumn CcilyyaeB, MUCCNefoBaHUs «Cny4yan-
KOHTpPOJ1b»

5 NmeeTca nuwb 060CHOBaHME MexaHuM3Ma AeNCTBMS BMewaTenbCTBa (AOKAMHUYECKME WCCNef0BaHUS) WAW MHEHue

3KCMepToB

Ta6aumuna 3. Illkana oneHku ypoBHEHW yoOemuTenbHOCTH pekoMeHmanuid (YYP) s meronos

HpO(i)I/IHaKTI/IKI/I, JUAarHoCTHUKHU, JICHCHHUA H pea6I/IHI/ITaHI/II/I (HpO(bI/IJ'IaKTI/I‘-IeCKI/IX, JUAarHoCTHYCCKHUX,

ne4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIHCTB)

yypP

PacwudpoBka

CunbHas pekomeHzaumsa (Bce paccMaTpuBaeMble KpUTepUn 3pheKTUBHOCTU (MCXOAbI) SBASIOTCS BaXXHbIMU, BCE
NCCNefoBaHNs MMEKT BbICOKOE WAW YAOBNETBOPUTENIbHOE METOAO0/IOMMYECKOe KauyecTBO, WX BbIBOAbl MO
WHTEPECYIOLMM UCXOAaM SBASIOTCA COrNacoBaHHbIMM)

YcnoBHasa pekoMeHaaums (He Bce paccMaTpuBaeMble KpUTepun 3hhekTUBHOCTU (MCXOAbl) SBASIOTCS BaXHbIMU,
He BCE WCCNefoBaHUS WMMEKT BbICOKOE WAW YAOBNETBOPUTENbHOE METOAO0SIOMMYECKOE KavyecTBO W/UAN KX
BbIBOZbI MO MHTEPECYIOLMM UCXOAaM HE ABSTCS COrNacoBaHHbIMM)

Cnabasi pekoMeHAaumns (OTCYTCTBME A0KAa3aTebCTB HAANeXallero Kayectsa (BCe paccMaTpuBaeMble KpUTepum
3hdEKTUBHOCTU (MCXOAbI) ABMAOTCS HEBAaXHbIMW, BCE WCCNELOBAHWS WMEKT HU3KOEe MEeToAoSIorMyeckoe
KauyecTBO M UX BbiBOAbI MO MHTEPECYIOWMUM UCXOAaM HE ABAOTCS COrNTacoBaHHbIMMN)

DKOHOMHUYECKHUI aHAJIN3:

AHanu3 CTOMMOCTH HE MPOBOAWIICS U MyOIUKALUU MO (papMaKOAKOHOMUKE HE aHAIM3UPOBAIIUCE.

MeToa BaJuan3auuu peKOMeHAAui:

o BHewmHss dKkcniepTHas OLICHKA;

e BHyTpeHHss dKCIIepTHAS OLIEHKA.

Onucanue MeTo1a BAJINAN3ANUN PEKOMEHIALMM:
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Hacrosmue pexoMeHmanuu B TNpEABAPUTEIBLHON BEepCHU OBUIM PEICH3UPOBAaHBI HE3aBUCHMBIMH
AKCHEPTAMH, KOTOPBIX MOMPOCUIIA TPOKOMMEHTUPOBAThH MPEXKIE BCETO TO, HACKOJIBKO MHTEPIIPETALUS

JIOKAQ3aTeIbCTB, JICKAIUX B OCHOBE PEKOMEH AN, TOCTYITHA ISl IOHUMAHUS.

[TonyyeHsl KOMMEHTapUM CO CTOPOHBI Bpauyeil IMEPBUYHOIO 3BEHA B OTHOIIEHUM JIOXOAYUBOCTH
U3JIOKEHUS PEKOMEHJAIMl M KX OLEHKH BaXXHOCTU pPEKOMEHJAlMil Kak pabodyero MHCTPyMEHTa

ITOBCEHEBHOM ITPAKTUKH.

HpC,Z[BapI/ITSHBHa}I BCpCHU OblIa TaKKe HaIlipaBJicHa PCLOCH3CHTY, HC HMCIOIICMY MCIHUIMHCKOI'O

O6p330BaHI/I$I, AJI1 TTIOJTYUYCHUA KOMMCHTAPUEB C TOUKHU 3PCHUSA IMCPCIICKTHUB ITALIUCHTOB.

KomMeHTapuu, mnojgydeHHbIE OT JKCHEPTOB, THIATEIBHO CHUCTEMATU3UPOBAIUCH M OOCYKIAIHUCh
npejceaareneM U ujaeHamu padodeit rpynnbsl. Kaxkapiii myHKT 00Cy»k1ajcsi, U BHOCUMbIE B PE3YyJIbTaTe
JTOr0 M3MEHEHHUS B PEKOMEHJALMHU PErucTpUpoBainuch. Ecin ke M3MEHEHUs HE BHOCWIIHUCH, TO

PETUCTPUPOBATUCH PUYUHBI OTKa3a OT BHECEHHS U3MEHECHUM.
Koncynbranust M 3KkcrepTHasi OLEHKA:

HpOGKT pCKOMeHI[aHI/Iﬁ OBLI PCOCH3UPOBAH HE3aBUCUMBIMU JSKCIICPTaMH, KOTOPBIX IOMPOCUIIN
IMPOKOMMCHTHUPOBATD, IMPCIKAC BCCTO, AOXOAYHNBOCTb U TOYHOCTHb MHTCPIIPETAINN I[OKaBaTGHBHOfI 6213]31,

JIe)KalIe B OCHOBE PEKOMEH AL M.
PaGouas rpynmna:

JUisi  OKOHUATENbHOW pENaKIMd M KOHTPOJS KadyecTBa PEKOMEHJAlUU ObUTM  MOBTOPHO
IpOaHaTU3UPOBAHBI YJIeHAMU pabodeil rpyIbl, KOTOPHIE MPHIILIN K 3aKII0OYEHHUIO, YTO BCE 3aMEUaHUs
Y KOMMEHTapHH SKCIIEPTOB MPUHATH BO BHUMAHUE, PUCK CUCTEMATHUYECKUX OMIMOOK MpH pa3padoTke

pEKOMEHAIMI CBEJIEH K MUHUMYMY.
I[Mopsiiok 00HOBJIEHNSI KIMHUYECKUX PEKOMEH/IalH .

MexaHu3m OOHOBIICHHUS KIMHUYECKUX PEKOMEHJAIMN TpeIycMarpuBaeT HUX CHCTEMAaTHYECKYIO
aKTyaJlM3alfi0 — HE peXe 4YeM OJWH pa3 B TPHU TO/a, a TaKXKE MPHU TMOSBICHUH HOBBIX JAHHBIX C
NO3UIIMM JOKa3aTeJIbHON MEIUIIMHBI 110 BONPOCAaM JWArHOCTUKH, JI€UEHHUs, NPOPHUIAKTUKUA U
peadmIuTaly KOHKPETHBIX 3a00J€BaHUM, HAIMYUU OOOCHOBAHHBIX JIOMOJHEHUI/3aMeUaHuil K paHee

yTBepxAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.
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Ipuaoxkenue A3. CripaBoyHble MaTepPHAJIbI,

BKJII0YAsl COOTBETCTBHE NMOKA3AHNN K NPUMEHEHUIO 1

l.

9.

10.

11.

12.

MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO npenapara

Ipusoxkenue A3.1 HopmaruBHbBIE JOKYMEHTbI, HCII0JIb30BAHHBIC MIPH
MOATrOTOBKE KJIMHUYECKUX PEKOMEHAAIMH

[lpukaz MunuctepcTBa 3apaBooxpanHeHuss P® "OO6 yrBepxkaeHun I[lopsnka oka3aHus
MEAMIIMHCKON TOMOIIY OOJBHBIM C BPOXKACHHBIMU U (MJIM) HACJIEICTBEHHBIMU 3a00JIEBAHUSIMU" OT
15 nos1Opst 2012 . N 917n).

. [Ipukaz MuHHUCTEPCTBA 3IpaBOOXPAHEHHUS U colraibHOro pazButus PO ot 16 ampens 2012 . N

366H "OO6 ytBepx)acHuM [lopsiaka okazaHus neguaTpudeckoil moMorm"

. [Ipuka3z Munznpasa Poccun ot 11.10.2018 Ne 694n CranmapT nepBUYHONW MEAUKO-CAHUTAPHOMN

MOMOIIH JIETAM NpHU MyKononucaxapuaose | tuna (pepmenTHas 3aMecTUTENbHAS Tepanusl)

. I[Ipukaz MunzgpaBa Poccuu ot 11.10.2018 Ne 696n  Crangaptr cnenuaiu3upOBaHHON

MG,Z[I/IHI/IHCKOﬁ nmoMom ACTAM IIPH MYKOIIOJIMCAXapruao3¢ I tuna (,Z[HaFHOCTHKa N HMHUIHanus

(hepMEHTHON 3aMECTUTEIILHOU TEPAITIH )

. CTaHmapt crienuaau3upoBaHHON MEAUIIMHCKOM MOMOIIHM JIETIM HpU MyKonojicaxapuaose I tuna

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

. Undopmanus o nexapcTBeHHbIX Mpenaparax: [ocynapcTBeHHBIN peecTp JIEKapCTBEHHBIX CPECTB:

https://grls.rosminzdrav.ru

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

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

. MexxayHapoaHas kiaccudukamnus 00JIe3HeH, TpaBM U COCTOSHHUM, BIUSIONMX Ha 370poBbe (MKB

—10);

[Tpukaz M3 P® ot 20 nexabpst 2012r. Ne 11831 «OO0 yTBep:KI€HUU HOMEHKJIATYPhl JOJKHOCTEH
MEIUIIMHCKUX PAa0OTHUKOB U (hapMaeBTUUECKUX PAOOTHUKOBY.

[Ipukaz M3 P® ot 23 wmtong 2010 . Ne 541n. Enunbpiii kBadupUKaMOHHBIN CIPaBOYHUK
JNOJDKHOCTEM  PYKOBOJIMTENEH, CIEHMAIMCTOB M CIyXKalux, paszaen KsanupukannoHHbIE
XapaKTePUCTUKU JTOJKHOCTEHN pabOTHUKOB B c(pepe 3paBOOXpaHEHUS.

Oenepanbubii 3akoH OT 25.12.2018 Ne 489 489-®3 «O BHeceHuu u3MeHeHUU B ctatbio 40
®enepanpHoro 3akoHa "OO 00s3aTeNbHOM MEIMLMHCKOM cTpaxoBaHuu B Poccuiickoit
Oenepanun" n denepanbubiii 3akoH "OO OCHOBaxX OXpaHbl 340pPOBBS TpaxaaH B Poccuiickoit
Oenepaunn” Mo BOMPOCAM KIMHUYECKUX PEKOMEH AN,

[Tpuka3z MunzapaBa Poccum Ne 103w ot 28.02.2019 1. «O0 yTBEep)KICHHH TIOPSIIKA U CPOKOB
pa3pabOTKM KIMHMYECKUX PEKOMEHJAlUW, UX IEepecMOTpa, TUIIOBOM (OpPMBbI KIMHHUYECKUX
pEeKOMeHJaluii U TPEOOBAaHUI K UX CTPYKTYpE, COCTaBY U Hay4YHOH 000CHOBAaHHOCTH BKJIIOUAEMOM

B KIIMHUYECKUE PEKOMEH IAIINHN HH(OPMAITUN. _
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13. [Ipukaz Munzapasa Poccun ot 13.10.2017 N 804n "OO yTBepKIECHHUH HOMEHKIATYPHI
MEJIMIIUHCKUX yCIyT".

14. [Ipukaz MwunHucrepcTBa Tpyaa M comuanbHoM 3ammTel PO or 27 asrycra 2019 . 585H «O
KIaccu(UKaIMsIX W KPUTEPUSIX, HCIOJIb3YEeMbIX MPU OCYIIECTBICHUH MEIUKO-COIUATIBLHOM
AKCHEPTU3bl TpakaaH (eaepatbHbIMU TOCYIaPCTBEHHBIMHU 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 JIEKApPCTBEHHBIE IpenapaThl, Mopsiika o(pOopMIIEHHs yKa3aHHBIX OJJAHKOB, UX ydeTa U
XpaHEHUSD»

16. [Ipukaz MuUHHCTEPCTBO 31PaBOOXPAHEHUS U COLMAIbHOrO pa3Butus Poccuiickoit @enepaunn «O
MOPSZIKE MPUMEHEHHsI JIEKAPCTBEHHBIX CPEJACTB Y OOJBHBIX IO JKU3HEHHBIM IOKa3aHUAM» OT 9
asrycra 2005 . Ne 494

17. Undopmanmonnoe nucbMo Mun3apaBa Poccuu 1Mo BO3MOXKHOCTH 3aKyIKH JIEKapCTBEHHOTO
mpemnapara mo ToproBomy HamMeHoBaHuio (https:/www.rosminzdrav.ru/news/2019/12/18/13043-

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

OcHOBHBIE HOPMATHBHO-IIPABOBbIE AKTHI, PeryJIHpPYyOLIHe OKa3aHue
NAJUVIMATUBHON MeIMIMHCKOH MOMOIIU

1. ®denepanbHbIid 3ak0H "O BHeceHUH u3MeHeHni B DenepanbHblid 3ak0H "OO 0CHOBaX OXpaHbI
310poBbs TpaxkaaH B Pocculickoit denepanuu" 1o BorpocaM OKa3zaHUs NAJJIMATUBHOM MEIUIIUHCKOM
nomonu" ot 06.03.2019 Ne 18-D3.

2. [Ipuka3 Munsapasa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEPKJICHUU TTOJIOKEHHUS 00 OpraHu3alii OKa3aHus NaNIMaTUBHON MEIUIIMHCKON TTOMOIIH, BKJIIOYAs
MOPSJIOK B3aUMOJICHCTBUS MEIUIIMHCKUX OpraHU3alldii, OpraHU3allid COIMATBHOTO OOCITYKUBAHUS U
OOILIECTBEHHBIX OOBEAMHEHUM, WHBIX HEKOMMEpPUECKHMX OpraHu3aluil, OCYIIECTBISIOIINX CBOIO

NESTENBHOCTD B C(hepe OXPaHbl 310POBbSI.

3. [Tpuka3 Munsnapasa Poccun Ne 348n ot 31 mas 2019 roga «O06 yTBep:KIE€HUM NEpeyHs
MEIMLVHCKUX W3ACIUHN, IpPEAHA3HAYCHHBIX Ul IIOAJNEP)KAHMS OPraHOB M CHUCTEM OpraHu3Ma

YCJIIOBCKA, IMPCAOCTABIIACMBIX I UCIIOJIB30BAHUS HA JOMY».

4. [Tpuka3z MunszapaBa Poccun Ne 5051 ot 10 urons 2019 roga «O6 yrBepxaenuun Ilopsiaka
nepenayv OT MEIUIMHCKOM OpraHu3alyy MalueHTy (ero 3aKOHHOMY IMPEICTaBUTEIN0) MEIULUMHCKUX
W3JIeH, TpeAHa3HAYCHHBIX JIJIS OJAepKaHusl (PyHKIUM OPraHOB U CUCTEM OpraHU3Ma YelloBeKa, IS

HCITOJIb30BAHUA HA JOMY TP OKA3aHUU MaJlJIMaTUBHOM MC}IHHHHCKOﬁ IIOMOIIIN» .

5. [Tpukaz M3 PO Ne 831 ot 3 oktsi6pst 2019 roga «O0 yTBep»KIECHUU BEJOMCTBEHHOU 11€JI€BOM

IporpamMmabI «Pa3BuTHe cucTEeMBI OKa3aHUs MalInaTUBHOM MeI[I/IHHHCKOﬁ IIOMOIIIN .
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Ipuaoxenue A3.2 Knaccupukanusa MyKoOnoJanucaxapua03oB.

Knaccuduxamnus mykomnonucaxapuio3os. [7]

MMC Moatun CuHApOM leH depMeHTHbIN gedekT JNokyc OMIM
I MMNCIH l'ypnep IDUA Oedvunt anbda-L- 4p16.3 607014
MAypoHMAa3bl
MMNC 1 l'ypnep-Lerie 607015
H/S
MMNCIS Lene 607016
II MIC II XaHTepa IDS Oedvumt  mnaypoHat-2- Xq28 309900
cynbdaTasbl
III MMC CaHdununno 252900
IIIA SGSH Oedvunt renapaH-N- 17925.3
cynbdaTasbl
MMNC NAGLU Oedvunt N-auetun-a-D- 17g21.2 252920
IIIB rNOKO3aMUHMAA3bI
Oedvunt N-auetun-a-
rt0KO3aMUHMAA3bI
MIMC HGSNAT Oedvunt renapaH-a- 8p11.21 252930
IIIC rNOKO3aMUHUL, N-
aueTunTpaHcdepasbl
MMNC GNS Oedvunt N- 12g14 252940
IIID aueTUIrIioKo3aMnNH-6-
cynbdaTasbl
v MMNC Mopkuno GALNS Oedvunt 16g24/3 253000
IVA ranakro3aMmmnH-6-
cynbdaTasbl
MIMNC GLB1 Oedvunt B- 3p21.33 253010
IVB rasakTo3naasbl
VI MMNC VI MapoTo-Jlamu ARSB Oedvunt N- 5g14.1 253200
aueTuiranakTo3aMmuH-4-
cynbdaTasbl
VII MMNC VII Cnas GUSB Oedvunt B- 7q21.11 253220
rAIOKYPOHMAA3bI
IX MMNC IX HepoctaTouyHOCTb HYAL1 Oedvunt 3p21.31 601492
rmanypoHuaasbl rmanypoHuaasbl

IIpuioxkenue A3.3 BbIpakeHHOCTh KJIMHUYECKHX

pa3HOM BO3p

acTe

BripaxxenHocTh KnuHMYeckux nposisiiennii MIIC I B pasHom Bo3pacte

nposijiennii MIIC 1 B

Cucrtema CumnToM Oetn Moapoctkn/
B3pOC/ble
CepaeuHo-cocyancrast KapavomvonaTus + ++
YTO/ILLEHME CTBOPOK K/anaHoB +++ +++
LUHC HapylweHune noseaeHus ++ ++
LiepBrKanbHasi MuenonaTtms ++ +++
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'mapouedanus ++ ++
3agepXka W OTCTaBaHuMe B +++ ++
pa3BuTUMK
Cypoporu + ++
HapylweHune rnotaHus + +
MuweBapuTensbHas [Ounapes + +
cucrtema
[enaTocnneHomeranus +++ +++
OpraH cnyxa MoTepsa cnyxa ++ ++
Peunansupyrowmnii cpegHmi ++ ++
oTuT
OpraH 3peHus Ouctpodus ceTuatkm + +
[MoMyTHEeHMe poroBuLibl + +++
CkeneTtHo- HecTtabunbHocTb aTtnaHTo- + +
MbllleYyHas OKLMMNNTANIbHOrO COYNEHEHUNS
TyYHHEeNbHbIN KapnanbHbIl ++ ++
CUHAPOM
[pybble yepTbl Nnua +++ ++
Ovcnnasua TBC ++ ++
MHOXEeCTBEHHbI AN30CTO3 + +
pbbxun +++ ++
KOHTpakTypbl CycTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[bixaTenbHas O6CTpYKTUBHOE anHo3 BO CHe +++ +++
PectpukTnBHoe  3abonesaHue + +
nerkmnx
O6cTpyKuma BEPXHUX +++ +++
AblXaTeNbHbIX NyTen
Cneuvanb- [JepmaTtaH cynbdat B Mo4e ™ ™"
Hble nabopaTtopHblie
TecTbl
[enapaH cynbdaT B Moue " "
MaypoHunaasa W Wl
O6uwue Al B MOue M "

Ipuaoxenue A3.4 Hacrora nposenenusi oocienosanusi y nauueaTos ¢ MIIC 1

THIIA

NccneposaHus [MepBoHayanbHas Kaxable Kaxxable Kaxxable 12 OauH pa3s
oLeHKa 3 mec 6 mMec Mec B 2 roga
Mpuem Bpaya-reHeTuKa X X
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AHaMHe3 6onesHun X

KnuHuueckui OCMOTp X X

Bpava-neamartpa

Pocr, BEC, OKPY>XHOCTb X X

ros10Bbl

BblHOCNMBOCTb (6-Tn X X

MUHYTHBIN TeCT X0Ab6bI)?

OcMoTp Bpavya-HeBpoJsiora X X

OcmMmoTp Bpada-xupypra/ X X

Bpaya-AeTCKoro xumpypra

KomnbloTepHass  Tomorpadus X X

wnn MPT ronosHoro mosra

KorHutnpHoe TecTupoBaHue X X

(DQ/1Q)?

SnekTpoaHuedanorpamMma X X

CkopocCTb HepBHOM X X

nposogmMocTtu/ DMl

OcmoTp Bpauva- X X

OTOpPMHOJIapUHroJsiora

OcmMmoTp cypaonora- X X

OTOpPMHOIApUHroJsiora

AyannomeTtpus X X

OcmoTp Bpaua- X X

ocdTanbmonora

OcTpoTa 3peHus X X

OcMOTp rnasHoro gHa X X

MccnenosaHmne porosuLbl X X

OcmoTp Bpaua- X X

nysibMOHoOJIOra

oBA (nccnepoBaHune X X

HEeCrnpoBOLMPOBAHHbIX

06bEeMOB 1 MOTOKOB)

WUccnepoBaHune cHa/ X X

nosimcoMHorpadus

KapanopecnupaTopHbIi

MOHUTOPUHT

OcmoTp Bpaua- X X

KapawvoJsiora/Bpaua-

AETCKOoro kapauoJsiora

DnekTpokapanorpamma X X

Dxokapauorpadus X X

OcmoTp Bpaua- X X

TpaBMaToJiora-oproneaa

PeHTreHorpadus ckeneta X X

Y3u opraHos 6ptowHom X X

nonoctn; obbeM ceneseHkn,

neyeHu

OcmoTp Bpaua- X X

cdbumsnorepanesTa o .
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MpuemMm Bpaua no seyebHOM X X
cdbuskynbType

OcmMmoTp Bpaua- X X
croMmaTtonora/Bpava-
AEeTCKOoro cromartoJsiora

JNa6opaTtopHblie

nccnenosaHunA

Onpepenexne ' Al B Moye X X
AHanus KpOBU X X
Buoxmmunuecknii

obleTepaneBTUYECKNN

(anaHnHamMuHoTpaHcdepasa

(ANT),

acnapTaTaMmHoTpaHcdepasa

(ACT), obwnmrn wn npsaMon

6unnpy6buH, XONecTepuH,

TpUrnuuepuabl)

' Jlns mereit crapine 5 et; paccTOSHHE, MPOMACHHOE 33 6 MUHYT (IIPEIMOUTHTEIBHBIM SBIACTCS TOT
&KE MPOMEKYTOK BPEMEHHM, YTO MU B MPEAbIAYLIMX TECTax J3TOro MalMeHTa); YHUCIO CTyNeHeM,
MPOMACHHBIX BBEpX 3a 3 MHUHYTHL. OreHuBaroTca mnokasarenu carypauuun SpO2, Y/, YCC mo mu
HocJie Harpy3KH.

2. DQ umn Kosdpduiment 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 paccuutbiBaeTcst AeieHUEM UHTEIUIEKTyaIbHOTO BO3pacTa Ha XPOHOJOTUYECKUM U YMHOKEHUEM
Ha 100 mis momydenus nenoro yucia. Cpenanii KodQPUIMEHT YMCTBEHHOTO Pa3BUTHS JUIsl JTFOOOTO

Bo3pacrta cuuraercs paBHbM 100.

Ipuaoxkenue A3.5 Tect 6 MunyTHOM X0nb0bI (6MTX) [24]

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

Tecm O6-munymuou Xo00b0bl A6715€MCsi OOHUM U3 HAUbOONee NPOCMbIX U OOCMYNHLIX 6 MUPOBOL
npaKkmuke Cnocooo8 OYEeHKU BbIHOCIUBOCTMU U (DYHKYUOHAIbHBIX B03MONCHOCMELN NAYUEHMO8 C
KApOUOL02UYECKOU U 1e20UHOU NAMONOSUAMU, A MAKICE BbISAGIEHUs MAKOBLIX, 8 MOM Yucie Uy oemell.
Ilepeo nauanom mecma u no ucmevyeHuu wecmu MUHYm CHREYUaIUCmom OYEeHUBAemcs NPOUOeHHbLL
nyms ¢ MOYHOCMbIO 00 Mempa, d MaKice NepeHoCUMOCmb Hazpy3Kku no wkaie bopea, apmepuanvroe
oasnenue, Nyuvbc, YaAcmoma ObIXAHUSL U Camypayusi KUCIOPOOOM KPOBU. NAYUEHM) HeoOX00UMO
usMepums  apmepuaibHoe O0dgleHue, UYacmoma CepoeyHblX COKPAWeHUll, 4acmoma ObIXAHUs,
HeobX00uMo npogecmu nynvbcokcumempuiro. Pebénox oOondcen 3a 6 mumym npoumu MakCUMAaibHO
803MOJICHOE OJIsl cebsi paccmosnue 6 Kompopmuom 0nsi cebss memne. Jucmanyuio, NpotuoeHHYI0 8
meuenue 6 mun (6MTX), usmepsitom 6 mempax oyenugarom 6 ounamuke 1 paz 6 6 mec. u cpasHU8arOM

C OAHHBIMU NPEObIOYULe20 UCCTe00B8AHUSL.

Cnedoyem nomuumo, umo O OAHHO20 Mecma UMEMCcs cledylowue  adbconomHuvle

NPOMUBONOKA3aHUA: ocmpas 6016 6 2pYOHOU KlemKe, OeKOMNEHCUPOBAHHAS CepoeuHas U
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ovixamenbHass HeOOCMAmMOYHOCMb, OCMpble 3a00Nesanus, JIUXOpPAOKd,  3a001e8aHUsl ONOPHO-

08UCAMENbHO20 annapama npenimcmeyrouiue 6blnOJIHEHUIO np06bl.

K ommnocumenvnuvim npomugonoKa3zaHusimM MONCHO OMHECMU BblPANCEHHYIO Opaoumaxukapouro,
8bICOKYIO APMEPUATbHYIO 2UNepmeH3uio U eo3pacm pebdenka. Manviuwam mpyoHo ocosnams u

UCnoJiHums ece npasuia mecma, no3nomy Oxn peKOMeH()OGClH ons1 Oemeui om 5 nem u cmapute.

Ecnu nayuenm naxooumcsi Ha nOCMOSAHHOU KUCTIOPOOHOU NOOOepICcKe, CKOPOCMb NOOA4U KUCIOPOOd
npu  nposedeHuu mecma OO0NJNCHA COXPAHAMbCS 8 COOMBEMCmeuU ¢ NpeonucaHuemM 6pava,

HA3HAYUeUWe20 U KOHmpoJaupyruieco mepanuio.

IIposedenue mecma HeoOX0OUMO HeMeONleHHO NpeKpamums 6 ciyuae 803HUKHOBeHUs OOnu & 2pyou,
CUTLHOU O0ObIWKY, CYOOPO2 8 HO2AX, 201080KPYHCEHUS, NOmepu YCMOUYU8oCmu, Hapacmaroujeu

crabocmu u 18HOU OieOHOCMU Clledyem HeMeOleHHO NPeKpamums mecm.

6MWT nposooumcs 6 nomeujeHuu, Xopouo 3HAKOMOM NAYUEeHmy, umerujem 00CMamoyrHo OJUHHBIU
KOpUOOp ¢ meepobiM NOKpblmueM. [[muna npoxooumozo nymu OONHCHA cocmasisimes He meHee 3()
Mempo8 ¢ pazmemxoul Kaxcovie 5-10 mempa, a maxice moukamu nosopomoe/pazeopomos. Ha oboux
KOHYAax Nymu HYMCHO pazmMemums Kpecia OJisi N0020moeKu u omovixa nayuenmos. Kpome moeo,

HeobX00UMO No3abOMUMbC 0 HAAUYUU UCTNOYHUKA KUCTIOPOOa U 0epubpuiisamopa.

Taxorce Onss mecma 6am NOHAOOOUMCS MOHOMEMP, 4ACbl C CEKYHOHOU CMPENKOU, NYIbCOKCUMemp U
menegon. Tecm pexomenoyemcsi nposooums 6 YmpeHHue 4dacvl nocle Jjeckoco 3aempaxa. Ha
nayuenme OO0JHCHA OblMb YOOOHAsE 00exc0a U nooxooawsdas Oas NpocyaKu 00y8b. 3anpeujeHvl
UHMEHCUBHbIEe (u3uuecKue HApy3Ku Menee yem 3a 06a daca 00 uchvlmauus. Jleuenue nayuenma
npoxooum 6 ooOvluHOM pedicume. Ecnu 6 nosceonesnoil smcusnu peb6EéHox ucnoavzyem O X00bObl

mpocnib, KOCmbsllu UlU XanHKI/l, Cﬂedyem ocmasums ux u 0J15 mecma.

[Hpunoxenue A3.6 OCHOBHBbIC MEPONIPUATHSA NPH OKA3AHUMN NTOMOIIH
MAalMEeHTaM ¢ AJUIEPru4ecKoM peakinue Ha npenapar [25]

Anneprunuyeckasn peakuusa (AP)

OcTtaHOBUTb UH(Y3UIO

OueHUTb cTeneHb annepruquKoﬁ peakummn

JNlerkas AP:
KpanuBHULA.

InXopaaka, MNOKpaCHeHue, Cbinb, JNerkasa Tsbkenana AP: Bblpa>xeHHasi KpanMBHMULA, OTEK Nnuua,

3aTpyAHEeHHOoe [biXaHue, MposABJ/IeHUA cepaeyHoun
HeAOoCTaTOYHOCTU U Ap.

U6ynpoden** unm napaueramon**, aHTUrucramMmHHble

o] r néynpodeH nnm napaueramon**, aHTUrMCTaMUHHbIE
npenapartbl CUCTEMHOIO A€MCTBUSA B BO3PacTHOW A03UPOBKe

npenapaTtbl CUCTEMHOrIo AeﬁCTBMﬂ, KOpPpTUKOCTEpOUADbI

CUCTEMHOro AencTeunn (1-2 Mr/kr/cyTt no
npeaHU3osIoOHy**), ecnn BO3HUKHET Heo6xoaMMOoCTb
- anuHedpuH**1

Ha6niogeHue 3a nayMeHTOM

MpoposkaeTcs peakuusa Ha BBeAeHue

HeTt peakuuu Ha BBeaeHue

OCTaHOBUTb MH(Y3UIO U HE BO3OGHOB/IATL B 3TOT AE€Hb

NAKT(
T

MpopomxuTb MHPyY3nN0 Ha He60o/ILLIOW CKOPOCTH
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Cnepyrowyro MHdy310 NpoBOAUTb Ha HE60NbLLIOK CKOPOCTU MNoc/ie npeMeankauum (MOBTOPUTb NpeabIfYLLYI0 CXEMY)

! OcHOBHBIC MEPONPHSTHS MPH OKA3AHMM MOMOIIN MALMEHTAM ¢ aHADUIAKTHYECKON PEaKIMei CM.

npunoxenue ['7

Hpunoxenue A3.7 OCHOBHBbIC MEPONPUATHUSA NPHU OKAZAHUM ITOMOIIH

NMaNMEeHTaM ¢ aHAPWIAKTHYECKOU peakumei|[26]

MpekpaTuTe BHYTPUMBEHHOE BBEAEHME TepaneBTUYECKOro JIEKapCTBEHHOIO CPeACTBa, KOTOPbIA Bbi3biBAeT
aHadwWIakcuMo UanM, ecnu NaumeHT Havan oTMeYaTb U3MEHEHUS B O6LLUEM CaMOYyBCTBUU

OueHnte KpoBoobpaleHne nauymeHTa(nyfbC), NPOXOAMMOCTb AblXaTesbHbIX MyTel (4acToTy AbiXaHus),
NCUXMYECKOE COCTOSIHME, YPOBEHb CO3HaHUA, apTepuasnbHOEe [AaBleHWe, Halnmunme KOXHbIX MpPOsBAEHUN,
yTOUHWUTE Maccy Tena

Beeante anuHedpuH** BHYTpUMbIWLEYHO, B nepeaHebOKOBYK noBepxHocTb 6eapa), makcumym 0,5 mr
(nogpoctkun) mnam petam 0,05mMn/kr maccel Tena (MakcumanbHo 0,3 M), HoBopoxAeHHbIM —0,01 mn/kr.
3anuwunte BpeMsi, BBEAEHHY 03y WU, NMpu HeobxoaMMoCTu, nosTopuTte 4epes 5-15 MWH. BonblWKMHCTBY
nauneHToB Heob6xoammo 1-2 fo3bl annHedpuHa**,

He pekomeHayeTcsi BBeAaeHWe B ogHO Mecto 1 mMn u 6onee anuHedpuHa**, Tak kak, obnagas 6onblinM
COCYAO0CYXMBAKOLWMM AENCTBUEM, OH TOPMO3UT U COBCTBEHHOE BcacbiBaHue. NpeanoytuTenbHee BBOAUTb €ro
ApobHo no 0,3-0,5 Mn B pasHble y4yacTku Tena kKaxable 10-15 MWH A0 Tex nop, MokKa He HacTynuT
TepaneBTUYeCKMn 3D EKT NN XKe He MoC/efyeT pa3BUTME BbIPaXXEHHbIX MOBOYHbIX SIBIEHWIA.

MonoxuTe MauMeHTa Ha CMUHY ecnv MMEETCs PecrnMpaTopHbI AUCTPECC W/UAK pBOTa; MOAHUMUTE HUXHUE
KOHEYHOCTW (MauMeHT He AO0JKEH CTOSTb, CUAETb WM ABUraTbCsl, MOCKOJSIbKY 3TO MOXET MPUBECTU K
BHE3arnHo CMepTu B Cy4dasx TsSKesoMn aHaqmnaKTom,u.Hom peakuumn).3anpoKnHbTE 1 NMOBEPHYTb B CTOPOHY
rofioBy, BbIBEAUTE BMepea W BBEPX HMXKHIOW UYesoCTb, MPUOTKPOWTE pOT, 3apUKCUPYMTE A3bIK, yaAanuTe
CNU3b N3 BEPXHUX AbIXATENbHbIX MyTEN, €C/IM B 3TOM MNOsiBUIAaCb HEOH6XOANUMOCTb.

Mpn nokasaHusix AailTe AOMNONHUTENbHO kucnopos (6-8 n/MUH) uepe3 Macky WM opodapuHreasnbHyto
TpybKy (Bo3ayxoBoa opodapuHreasnbHblii)

BAXXHO

BeTa-aapeHobnokaTopbl yMeHblIAT TepaneBTUYecknin  addekT snuHedpuHa** YcunmeatloT noboyHble
apdekTbl aNMHEedpuHa** cMMNaToOMUMETUKN, AUTFOKCUH

Hpunoxenue A3.8 3ad0op OMomarepuasia 1Jisi AMATHOCTUKHU B IATHAX KPOBH

nnoo B YNCTbIN

NHMOPMUPOBAHHbIE

KpoBb cobupaeTcs Ha cTaHAapTHYH KapTouky-cdunbtp (N2 903),
KOTOpasi MNpUMEHsIeTC ANs  CKPUHUMHIA HOBOPOXAEHHbIX B

Poccuiickoit ®epepaumm AN aHaNOrMYHy AN nosly4YeHust Cyxoro o ~
nATHa KpoBW. KpoBb MOXeT 6bITb, Kak KanunnspHas (M3 nanbua,

nsTKM), Tak W BeHo3Hasl. BeHo3Hass kpoBb cobupaeTca B

npobupKy, akKypaTHO rnepemMewmnBaeTcs W 3aTteM 6bICTPO C

MOMOLLbKO MUMETKN HAHOCUTCS Ha dunbTp No 25-50 MK KPOBM Ha
Kaxayl BblaeneHHyo obnactb. HeobxoanMMo XOpoLwwo nponutaTtb L A T p——
BblAeNeHHY0 obnactb Ha dunbTpe (puc. 1). MNpeanoyTuTenbHO
cobupaTb o6pa3ubl nocne eabl Yepes 40 MUHYT - 1 yac. Bo3MOXHO
TaKXXe OCyLLeCTBMTb 3a60p KpOBU M HaTOLLaK.

Ha kapTouke-dunbTpe 06a3aTenbHO A0MKHbI H6bITb YETKO yKa3aHbl
ONO, KkeM W OTKyAa Hanpas/eH MNauueHT, AaTta POXAEHUs W

TenedoH nevawero spayva (PUCYHOK 2).
ObpaseL cyxoro nsiTHa KpPOBM BKaZAblBAETCS B YUCTbIN KOHBEPT,
6 M dann. KapTtouyka-¢punbTp He  AOJIKHa
conpuKacaTbCs C rpsi3HOM MOBEPXHOCTbIO U C obpasuamMu Apyrux
nauneHToB. Heobxoanmo NPUNOXUTb K obpasuam

npeAcTaBuTenei Ha npoeefeHne NabopaTopHbiX UCCNefoBaHMM PucyHok 1. O6paseu nNpaBWIbHOrO HaHECEeHUs KPOBW Ha

*  Kanaw 4oasHb NONHOCTEK NPONUTATE KpYEKu € 00paTHOR CTOPOHLS
¢ He kacaimecs 05ABETH, NPBAUTAHHEH KPOELK

cornacma  nauuveHtTa WM ero  3aKOHHbIX

KapTO4Ky-punbTp
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PucyHok 2. O6bpasey kapToukn-bunbTpa

AJITOPUTM J1eiiCTBHI MeIMUIMHCKOI0 EePCOHAJIA PU B3ATHH 00pa310B KPOBH

BBIMBITh PYKH (TUTUEHUYECKUN YPOBEHD), HAIETh NIEPUATKH;

BBIMBITh PYKH NalIMeHTA (MATKY peOeHKa, B cilydae, eclid KpOBb OepeTcs U3 MTKH);

MpOTEepeTh O0NACTh TMPOKAJIBIBAHUSA CTEPWIbHOW candeTkoil, cmoueHHour 70% cmuprom,
MPOMOKHYTh CyXOM CTEpUIBHOW caideTKoi; - TPOKOJOTh CTEPUIBHBIM  OJHOPA30BHIM
CKapu(pUKaTOpOM;

CHSITh NIEPBYIO KAIUTIO KPOBU CTEPUIIBHBIM CyXHUM TaMIIOHOM;

MSTKO HAJIaBUTh JUIsI TIOTYUYEHUSI BTOPOU Karid KpOBU;

NPUIIOKUTH MEPIEHIUKYISIPHO TECT-0JIaHK K KaIljle KpOBHU U MPOIMUTATh €T0 KPOBBHIO HACKBO3b;
aHAJIOTMYHBIM 00pa30M HAaHECTH Ha TecT-ONaHK 6-8 Karenb, BUJ MATEH KPOBU JIOJKEH ObITh
OJTMHAKOBBIM C 00EMX CTOPOH.

BBICYIIIUTh TECT-OJIAHK B TOPU3OHTATHHOM TOJIOKEHUU HAa YUCTON 00€3KUPEHHON MOBEPXHOCTH HE
MeHee 4 4 6e3 MpUMEeHEHHs TEeIJI0OBOM 00paOOTKH U MOMAaJaHus MPSMBIX COJTHEYHBIX JTyUeH;
yIakoBaTh TECT-OJAaHKM B YHUCTBIM KOHBEPT TakuM o0Opa3oMm, 4YTOOBl TSITHA KpPOBU HE

COIIPHUKACAINCh.

Oco0enHocTH Npu HHPY3HOHHOM Tepanuu

Hekotopsle manueHTsl MOTYT MOJIy4aTh WH(Y3UOHHYIO TEpaIlvio, MepeTuBaHue KOMIIOHEHTOB KPOBH,

YTO MOXKCT OKa3aTb BJIMAHUC Ha PC3YJIbTAaTbl TCCTOB. HaanMep, IIpu 1CpPpCIrMBaHUU I1JIa3Mbl KPOBHU

MOTYT OBITh TIOJYYEHBI JIO)KHO-OTPHUIIATENbHBIE PE3YyNbTaThl, TaK Kak oIlpeaensieMble (epMEeHTHI

HaxosTCS B IJIa3ME U B KJIETKaX KPOBU. PeKkoMeHIyeTCst 0CyIeCTBUTE 3a00p KpOoBH IS (hepMEHTHON

u JIHK-auarnoctuku He paHee yeM uepe3 6-7 qHel mocie nepeuBanus Miia3Mbl KpoBU U uepes 7-10

,Z[Heﬁ IMOCJIC TICPCIIMBAHNA KOMIIOHCHTOB KPOBHU

He nomyckaercs 3a60p kpoBu
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e Cpazy MocJje MPOBEACHUS MAMEHTY NH(PY3UOHHOW TEpaInH;

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

OOpa31pl BHICYIICHHBIX MATEH KPOBU MOXKHO XpPaHUTh B OOBIYHOM Kamepe XojoauibHUKa mpu +40C
10 otrpaBku. Cpok XpaHEHHUs 10 MOMEHTA OTHPABKHM HE JIOJKEH NMPEBBINIATh 7 AHEH. Eciin XpaHUTh
JONbIe U Tpu OoJiee BBICOKOW TeMIeparype, TO aKTUBHOCTh (EepMEHTa Jake B HOPME MOXKET

CHWIKATHCA, UYTO IPUBCACT K JIOKHO-IIOJIOKUTCIIbHBIM PE3YyJIbTAaTaM.

Hpunoxenue A3.9. PacuundpoBka npumMedyaHui

v — @pemapar BXOMWT B IEPEYCHb JKM3HEHHO HEOOXOMMMBIX M BAKHEHIINX JIEKAPCTBEHHBIX
npenaparoB (Pacnopsbkenue IlpaButensctBa PO ot 12.10.2019 Ne 2406-p) «OO0 yTBepkaeHUU
MepeyHs KU3HEHHO HEOOXOIMMBIX U BaKHEWIIUX JIEKAPCTBEHHBIX npenaparoB Ha 2020 rox, a Takxke
MepeyHer JICKapCTBEHHBIX IMpEnaparoB g MEIUIMHCKOTO TMPUMEHEHHS] ¥ MUHUMAJIbHOTO
ACCOPTUMEHTA JIEKaPCTBEHHBIX MpEenaparoB, HEOOXOAUMBIX ISl OKa3aHWsS MEIUIIMHCKOW IOMOIINY,

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

# - mpumenenue off-label — BHe 3aperucTpupOBaHHBIX B WHCTPYKIIMH JICKAPCTBEHHOTO CPEICTBA
MOKa3aHUM OCYIIECTBISIETCS IO PEUICHHI0 BpauyeOHON KOMHUCCUHM, C paspeuieHust JIokaibHOTO
ATUYECKOTO0 KOMHUTETa MEIWLMHCKOM opraHu3anuu (Ipv HaJIUYUM), C YCIOBHUEM MOAMHCAHHOTO
MH(GOPMUPOBAHHOTO COIIACHS poaUTENEeH (3aKOHHOTO MPEICTABUTENISA) U MALIMEHTA B BO3PACTE CTaplle

15 ner;

X - MEAMIIMHCKOE H37eNIhe, UMIUIAaHTUPYEMOE B OPraHU3M 4YeJIOBEKa MPU OKa3aHWU MEIULIMHCKOMN
MOMOIIIM B paMKaxX MPOrpamMMbl TOCYJApPCTBEHHBIX TapaHTUH OeCIIaTHOTO OKa3aHWs TpakIaHaM

MEJUIIMHCKOM TTOMOIIH.
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Ipuioxenue b. AJropurmsl aAeiicTBUI Bpadya

NauwenT c cmnTomas MNAC I

!

AnarHocTHka

KoxcyneTauns
npoduneHoM
CneunanncTa

Hazuawenme O3T ww TTCK
B CTAUMOHADE

MoraropMnr
COCTOMMHN
MU TOE,

nomEowHx S3T
wum nocne TICK

CHMNTOMaTHYECKER TEpaA

HET PeabunuTauna

|

MNoxazaxa xoppexuwa $3T?
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Ipuiaoxenue B. UHpopmanusa 1Jis manmueHTa
Cunopom I'ypnep, Ileite u I'ypnep-Lleiie

Cunapom I'yprmep mnmm mykomonucaxapumo3 | (MIIC I) — omra w3 mepBBIX OMHCAHHBIX (HOPM
myxkomnonucaxapunozoB (MIIC). 3aboneBanue, n3HayanbHO Ha3zBaHHOe Oonesnb I[ldaynmmepa —
I'ypnep, BriepBbie onucaHo AByms nenuarpamu: aBctpuiickuM — leprpynoit I'ypaep (1889—1965) u
HeMeukum — [ldaynanep Meitnapn (1872—1947). 3arem amepukanckum odramsmoniorom llleite
(1909—1990) onucana BrOopas ¢opma Oone3Hu ¢ Oonee TMO3AHUM HavaioM U Ooiee
n00poKkauecTBEHHBIM TeueHreM, HazBaHHas cunapom [leite. [Toke onucana nmpomexxyTouHas gpopma
Oone3nu, HazBanHas cuHapom ['ypraep-lleiie. MIIC I —ouens penkoe 3abosneBanue. [lo oreHkam

CIIEHHUAINCTOB, OHO BCTPEYAETCS BCETO JIMIIb Y 0HOro u3 100 000 HOBOPOXKICHHBIX.

3a mpoueqmue roAbl ObLT CO3/1aH CIEUUAJbHBIM Ipenapar, KOTOPbIM IO3BOJIAET 3aMENIUTh
MpOrpeccupoBaHre OOJE3HMU, CMSTYUTh HEKOTOpble M3 ee mnposiBieHuidl. OpHako, Hapsaxy ¢
MPUMEHEHUEM JTOTO TMpernapara, HEOOXOAMMO He 3a0biBaTh, O CHMIITOMATUYECKOW Teparuu,
¢uznorepanuu, peabUIUTAMY, @ IJIABHOE — IMO3UTUBHOM OTHOUICHHM K U3HU MAIMEHTa M YJICHOB

€r0 CEMBHU.
Ilamocenes

[Ipu Bcex Mykomonucaxapuao3ax Hapyiiaercs oOMeH (pacuierienre) rmuko3amuHorukanos (I'Al) —

0COOBIX CTPYKTYPHBIX KOMITOHEHTOB COSANHUTEILHON TKaHM.

I'AT" — 370 nMHHBIE LEMOYKU MOJIEKYJ caxapa, KOTOPbIE COSAMHSIOTCS C OeJIKaMH U CIIy>KaT BaKHBIM
CTPOUTENIBHBIM MaTEPHAIOM ISl KOCTEW, XPSALIEH, KOXKH, CYXOKHWIHMM, KIalnaHOB CEepAla U MHOTHUX
npyrux Tkaneil. Al comepxarcs B BA3KOM CHMHOBHAIBHOM >KMAKOCTH, KOTOpasl yBIAXXHSET CYCTaBbl,
BXOIAT B COCTAaB KJIAllaHOB CEPILIA, CYCTaBOB M CYyXOXKWIHW. B HOpME NpPOUCXOAWUT ITOCTOSHHBIN
npouecc obpazoBanusi «HOBbIX» Al W pacuierienue «crapbix». st mpoiecca paciuerieHus: U
nepepabotku AT HeoOxoguma rpynma ocoObx OenkoB-epMeHTOB. [ TOro, 9ToOBI pacIICTUTh
I'AT, dbepmeHTBI pabOTAIOT MO OYEpEAr, APYT 3a APYTOM, M PACIICIUIAIOT JIMHHYI0 MoJjekyny [Al” Ha

qacCTu.

VY Bcex manmeHToB ¢ MIIC otcyrctByer (hepmeHT (0c00BIM M kaxkmoro tuma MIIC), koTopsrit
HeoOxoauM Juis pacuieruieHus: onpenesieHHoro Al (Puc.1). ¥ nmamuentoB ¢ MIIC I Tuna orcyTcTByeT
(depmeHT, Ha3zbiBaeMblil anbda-L-uayponunaza, kortopblii HeoOxoaum Juis pacuierienus [ADT —
renapancyibpara u aepmarancynbdara. Hepacmennennsie Al HakanmuBaroTcs B KI€TKaxX, HapyIIas
ux paboty. [lepmarancynbhar HaxOAUTCs, TIIABHBIM 00pa3oM, B KOCTAX U COCIWHUTEIHLHOU TKaHU H
€ro HaKOIUIEHWE, NPEKJE BCEro, BbI3BIBAET MHOXKECTBO MpPOOJIEM, CBSI3aHHBIX CO CKEJIETOM.
I'enapancynpdar HaxoauUTCA MPEUMYIIECTBEHHO B KIETKAX HEPBHOM CHUCTEMBI, YTO MPUBOIUT K

MNOPaAXCHUIO I'OJIOBHOI'O MO3ra

MIIC I Tuna OTHOCUTCSI K JU30COMHBIM OOJEe3HSAM HakormjieHus. B nm3ocomax (opraHesuibl KIETKH)

MPOUCXOAUT PACHICTUICHHE KPYIHBIX MOJEKYT (MakKpOMOJIEKYN), TaKHX, KakK JKHpbI, OEIKH,
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[JIMKO3aMUHOTIIMKAHbI, THKOreH. [lpu pasHbix (opmax Ooje3HM HApyIIAIOTCS pPa3HbIE CTaaus

pacuierieHUs 3TUX MaKpPOMOJIEKYI.
Hacneoosanue cunopoma I ypnep, llletie u ' ypnep-Illeiie

Myxkomnonucaxapuao3 | Tuma — OTHOCHTCS K HACHEACTBEHHBIM 3a00JIEBaHUSM U HACIIEIYeTCs II0
ayTOCOMHO-PEIIECCUBHOMY THUITY. JTO 3HAYHUT, YTO OOJE3Hb MPOSBISCTCS TOJBKO B TOM CIIy4ae, €CIu
00a poauTens SBISIOTCS HOCUTEISIMH OOJIC3HH W, XOTS CaMH OHHM HE OOJICIOT, IepeatoT peOCHKY J1Ba
MOPaXCHHBIX T€HA. BONBITMHCTBO CeMei, IJie €CTh peOCHOK C ATUM 3a00JIEBaHUEM, HE CTAIKUBAIUCH
paHblIe ¢ monooHou npodiemoit. Puck mosropuoro poxaenust pedenka ¢ MIIC 1 B cembe, rie yxe

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

Bce cembu ¢ MIIC I pomksbl 00s3aT€bHO NPOWTH MEIUKO-T€HETHUECKOE KOHCYJIBTUPOBAHHUE U
MOJIyYUTh TOJHYI0 HMH(POPMAIMIO OT Bpada-TeHETHKAa O PUCKE MOBTOPHOTO MPOSIBICHUS JaHHOTO
3a0o0JeBaHUsl B CEMbE, OOCYIUTHh CO CIIELIMAJIMCTOM BCE BOIPOCHI, CBsI3aHHBbIE C HAcCElI0BaHUEM

3aboneBanms. B Poccun Mennko-reHeTHIeCKUe KOHCYIIBTAIlMU PaboTaloT B KaXKIOM PETHOHE.
Kax ycmanaenusarom ouacnos?

Bpaun Ha OCHOBaHMM KJIMHMYECKUX CHMIITOMOB MOTYT 3alloJI03pUTh OO0JI€3Hb. 3aTeM MPOBOIATCS
naboparopHble TECThl M MHCTpyMeHTaldbHOe uccienoBanue. [lockonbky paszubie Tunbl MIIC ouenb
MOXOHU TI0 CBOMM KIMHMYECKUM TMPOSBIEHUSM, HEOOXOIMMO TOATBEPAUTH TUArHO3 C TOMOIIBIO
naboparopHbix MeTofioB. [logTBepkaatomas quarHoctrka MIIC 3akimtodaeTcs B onpeeseHuu ypOBHS
skckpenuu ['Al’ B Moue U u3MEpEHNHN aKTUBHOCTH (PEPMEHTOB B KJIETKaX KPOBH, MATHAX BBICYIICHHON
KPOBH WJIH KYJIbType KOXHBIX (puOpoOmactoB. Jlmsa MIIC I mpoBomsT ompenencHue aKTHBHOCTH
anbda-L-unyponunasel. B nmanmpaelimem pexomenmyetrcs mpoBeaenue [IHK muarnoctuxu (ecnu

aKTUBHOCTH (pepMeHTa ObljIa CHUXKEHA).
Knunuueckue nposienenus mykononucaxapuoosa I muna

Cunnmpom Typnep (a taxxke Illeite u [D'ypnep-lLlleiie)- nporpeccupytoniee MYyJIbTHCUCTEMHOE
3a0oneBaHNe M y MalMeHTa OBIBAIOT MOPAXEHbl HE TOJBKO CKEJIET U CYCTaBbl, CTPAAAIOT TaKKe

HEpBHAs CUCTEMA, OPTaHbI 3pEHUS, CIIyXa, CEPACIYHO-COCYANCTAsI K OPOHXO-JIETOYHASI CUCTEMBI
Boinenstor Tpu popmsr MIIC tum I:

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

- cunapom ['ypnep-Ieite (mykonmomucaxapumos I H/S- nmpomexxyTounas gopma).

- cunapom llleite (mykononucaxapunios I S - nerkas popma)

CreneHb BBIPAKEHHOCTH KJIMHUYECKHUX MPOSBICHUN MPU JTaHHOM CHHAPOME paziuyHa. M3BeCTHBI u
KpaiiHe TspKenble QopMbl 3a0oieBaHus - CHHApOM [ypiep, KOTOpble MPOSBIAIOTCS YK€ B paHHEM
JIETCTBE, U JOBOJIbHO JIETKWe, MsArkue ¢opmbl Oone3Hu - cuHapom llleiie. U, coOTBETCTBEHHO,
npoMexyTtouHast popma - cunjapom ['yprep-Illeiie. B HeKoTOpbIX cilydasix Hajdu4ue CUHApPOMA HE
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BIIMACT HAa MPOAOIDKHUTCIBHOCTD XM3HH IMAIMCHTA, HO KA4Y€CTBO >KW3HU, 6G3YCJ'IOBHO, CTpaagacT Ipu

Bcex (hopmax OOJIE3HH.

OcHoBHas 3agada Bpaqeﬁ, OJIM3KHX M CaMOTro nmanueHTa ¢ MYKOIIOJINCaxapuao30M I Tuma — cpenathb
KU3Hb MaKCHUMaJIbHO KOM(l)OpTHOI;'I, CHU3HUTD PHUCK TAXKCIIBIX OCHO)I(HCHPIﬁ, 3aMCIJINTh

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 O3HAYaeT, YTO OHM O00s3aTE€IBbHO OYAYT y KaXJIOro

nanueHTa. 3a00JieBaHie MPOTEKAET OUEHb MO-PAa3HOMY, J1aXKe B OJHOU CEMbeE.
Pannee pazsumue, pocm

[ToctaBute nuarno3 cunapoma I'ypiep-llleiie HOBOpOXKIAEHHOMY NPAKTUYECKH HEBO3MOXKHO, TaK Kak
Hallld TMAIMEHThl POXIAIOTCS B CPOK, C HOPMAJIbHBIMH POCTO-BECOBBIMH IMOKazaTessiMu. Ho mpu
cunapome ['ypnep - Oonee Tspkenodt ¢opme - MepBble KIMHUYECKUE TNPU3HAKK 3a00JIeBaHUs
MOSIBJISIIOTCS. Ha TEpPBOM TOAYy KU3HU. B psjge ciayyaeB, yxke C pOXACHHUS HaOMIOIAI0TCA
HE3HAUMUTEIIbHOE YBEIMYEHUE [I€YEHHU, IMYIMOYHbIE WM [aXOBO-MOIIOHOYHBIE TIpbLKU. PocT
3aMeJIsIeTCs, KOT/Ia MaJIbIIINA TOCTUTAIOT BO3pacTa OJHOTO-ABYX JeT. [laruenTs! ¢ Tsokenon (hopmoit
3a00sieBaHMsI OOBIYHO TMOYTH MPEKPAIlaloT PacTH B BO3PAacTe€ BOCBMHU JIET — UX POCT OOBIYHO HE
npesbimaet 110 cM. Jpyrue nanmeHThl MpoI0JHKAKT PacTH 40 NOJPOCTKOBOTO BO3pACTa U JOCTUTAOT
152 — 160 cm. Ilpu nerkoir ¢opMe pOCT y TAIMEHTOB, KaK MPAaBWIIO, HIKE YEM Yy 370POBBIX

CBCPCTHHUKOB, HO OBIBAET U MOYTH HOPpMAJIbHBIM.
Buewnue ocobennocmu

BuemHuii BUA NanueHToB ¢ TshKeIol ¢opMoil cunapoma ['ypiaep HEOObIueH — OHM OOJIbILIE MOXOXKU
JpyT Ha Apyra, 4eM Ha CBOUX POJUTENIECH U 370pOBBIX OpaTheB U cectep. VI3MeHeHUs B CTPOEHUU UX
au1; 0003HAYAIOT CHEIHANTbHBIM TEPMHUHOM JHUIEBON au3Mopdusm (orpybreHue dYepT): KpyImHas

roJIOBa, KOPOTKas 1Iesl, KpyIoe JIUILO, HIMPOKUNA HOC C IUPOKON U TUIOCKON IEPEHOCULIEH.

[Ipu nerxoit m mpomexxkyTouHOU ¢opMe 3a00JeBaHUS BHEIIHME OCOOCHHOCTH y MAaIlMEHTa CTOJb
HE3HAYUTENIbHBI, YTO HMX BHUIAT TOJBKO Bpaud, a ONM3KHE M 3HAKOMBIE HE 3aMEYarT HUYETo

HEOOBIYHOTO.

VYV maumentoB ¢ MIIC I u3-3a OTJI0KE€HUSI MYKOIOJIHMCAXapHUJIOB KOXKa «TOJICTAas» M JKECTKas, YTO

3aTpyAHsIET 3a00p KPOBU
Ckenem, onopro-oguzamenvhas u KOCMHO-CYCMAGHAs CUCeEMA

VY marnmentoB ¢ MIIC I Ttumna, kak u mpu Beex Apyrux (HopmMax MyKOIOIHCAXapHa030B, CYIIECTBYIOT
npobaeMbl ¢ (popMUpOBaHHEM M POCTOM KocTel. M3MeHeHue kocTel ¢ HapyuieHHueM ux (opMbl
Ha3bIBAIOT MHOKECTBEHHBIM AM30CTO30M. Ilpm Tsokenmoit (opme cuuapoma - cuHzapome ['ypiep
U3MEHSETCSI CTPOCHHE MO3BOHKOB. OJMH WM JIBa MO3BOHKA B CEPEAMHE CIMHBI OBIBAIOT CILTIOIICHBI

60JIB]_HC, 4CM OCTaJIbHBIC, M CJICI'Ka CMCHICHBI. Takoe CMCIICHUC ITO3BOHKOB HOpOﬁ CTaHOBUTCA

Npu4MHON  pasBigla HOKDHBACHYA,  LOSBONOMMKY, - (Kdos, \clapios)  Retu HOKRIBACEKE,



MO3BOHOYHUKA WJIM CKOJIMO3 MPOTPECCUPYIOT, TO TpebyeTcss MenuuuHCcKas momoinb. [Ipu cunmpome

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

Camble cepbe3HbIC, OMACHBIE W IKU3HEYTPOXKAIOIIME TMpoOIeMbl CBsS3aHbl C jaedopmaiueint u
OCOOCHHOCTSIMU CTpOEHUS HieiHoro otaena. Ecnu crnuHHONW MO3r OyIeT claBieH WIK MOBPEXKICH
(uIeiHast MuenonaTus), HapyuIMTCs UHHEPBAlLlMs BCEX YacTeH Tesa, YTo MPUBEAET K c1a00CTH (BSIbIN
rapes3) MBI, HAPYLIEHUsIM MPU XOJb0e, MHOTJA Jake K 3aTPpyJHEHUsIM ¢ JpixaHueM. [Ipu Tsoxemnoit
dbopme 3aboneBaHus CIa0OCTh B pyKaxX M HOTaX MOXKET Pa30aBHTHCS Ha MEPBOM TOMY KU3HH, YTO

IMPUBOAUT K 3aJACPIKKE IBUTATCIILHOTO PA3BUTHUA pe6eHKa.

TyronoaBMHOCTh CyCTaBOB XapakTepHa M Bcex Qopm Mykomnonucaxapuao3oB. C romamu

TYTOMOJBUKHOCTh CYCTaBOB MOXKET IIPOrPECCUPOBATh U CTATh IPUUUHOMN OOJIH.

N3-3a orpanuyeHuss MOJBUKHOCTU CYCTAaBOB M OCOOCHHOCTEM CTPOCHHSI MEJIKHX KOCTeH KHUCTH,
Majgbllbl PYK CTAHOBATCA JKECTKUMU M HCKPUBIAIOTCS, (POPMHUpPYS TaK Ha3bIBAEMYIO «KOTTHCTYIO

KHUCTB».

N3-3a TyromogBMKHOCTH KPYIHBIX CYCTaBOB M OCOOCHHOCTEW CTPOEHHUS KOCTEH MalMeHTHI XOMAST C
CJIETKa COTHYTHIMH KOJIEHSMU W OenpamMu. Y HEKOTOPHIX NAIMEHTOB pa3BHUBAaeTCS X-00pa3HOe
UCKPUBJICHUE HUKHUX KOHEUHOCTEH (BasbrycHas aedopmaius). boapIIMHCTBO Bpayeil CUMTAET, UTO
naHHas aepopMaius HOCUT MPUCIIOCOOUTENBHBIN XapakTep, MoMoras MalueHTy paclpeaciiiarTh Bec,
MOATOMY OIEPAaTHUBHYI0 KOPPEKIMIO B paHHEM BO3pacTe B OONBIIMHCTBE CIydaeB JIydllle HE
npoBoauTh. Kpome Toro, B cBsi3u €O CiIa0OCTBIO CBSI30YHOTO ammapara M HapyLIEHUSIM CTPYKTYpbI
KOCTEH, omepalnus HEe BCEraa NPUBOAUT K OXUIAEMOMY pe3yibTary — Jaedopmaiius BO3BpallaeTCs

CITyCTsI KaKO€-TO BPEMHI.
Opeanbl Ovixanus

Hapymenune neixarensHol cuctembl y manueHToB ¢ MIIC cBs3aHO Kak ¢ OCOOCHHOCTSIMHU CTPOCHHS
CKeJeTa, XpsIier Tpaxew u pebep, Tak U ¢ HakorsieHHeM [Al' B MATKMX TKaHSX (yBEIMYHBAIOTCS
aICHOUJbI,  CIM3UCTBIC,  BBICTWIAKOIIME  JbIXaTEJIbHbIE  IIyTH,  CTAHOBATCS  PBIXJIBIMU,

TUNEPTPOPUPOBAHHBIMY, B PE3YJIBTATE YETO MPOCBET ABIXATEIbHBIX MyTEH YMEHBIIIACTCS).

BaxxHo moHMMarb, YTO HENOCTAaTOYHOE CHAOXKEHUE TKaHEW KHUCIOpPOAOM (THIOKCHS) BIMSET Ha
(YHKIIMIO BCEX OPraHOB, [MOATOMY YIYUIIEHHUE JbIXaTeIbHOW (YHKIUU — OAHA W3 MEPBOOUYEPETHBIX

3aaad.

[IpoGnembl C AbIxaHUEM YCYTyOlsieT WM3MEHEHHOE CTPOEHUE TIPYIHOM KIETKU: TpylaHas KJeTKa
«OKECTKash» U HE MOXKET JIBUTAThCSA CBOOOHO, HE TTO3BOJIAET JIETKUM HaOpaTh O0MbIIONH 00BEM BO3AyXa.
OTH O0COOCHHOCTHM TIPUBOMAT K TOMY, YTO TAIMEHTHI XYK€ TEPEHOCIT HMHQPEKIUU BEPXHUX

AbIXAaTCIIbHBIX HYTeﬁ H JICTKHUX.

[lepBbiMU cuMniTOMamMu HapylieHus QyHKIIUA BEPXHUX JBIXATEIbHBIX MyTEH MOTYT CIY>KUTh HOYHOU
Xpamn, UIyMHO€ JbIXaHHe, OOCTPYKTUBHOE HOYHOE anmHOe (KpaTKOBPEMEHHBIE, 10 HECKOJIIBKUX CEKYH],
3a/IepKKU JbIXaHUSI BO BPEMsI HOYHOTO CHa). Takue mposiBIEHMsI TOJKHBI HACTOPaKUBATh, TaK KakK B
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JAJIbHENIIEM OHU MOTYT IIPOTrPECCUPOBATh U NMPUBECTU K PA3BUTHIO OCJIOKHEHUM CO CTOPOHBI IPYTHUX

OpraHoB (cepzile, TOJIOBHOM MO3T).

HaI_II/IeHTBI ¢ MIIC ckIOHHBI K Pa3sBUTUIO OTHTOB, PHHUTOB W BOCIAJCHHIO JICTKHX, IIO3TOMY
aHTI/I63.KTepI/IaHI>HYIO TCpalnw CJICAYCT HAYUHATL YXKC Ha pPAaHHUX CTaIuAX 3a00s1eBaHus.

HCCOMHCHHO, HYXHO KOHCYJIIBTUPOBATHCS CO CIICHHUAINCTAMU, 4 HC 3aHUMATbCA CAMOJICHCHUCM.

HecmoTps Ha penkocTh U TSKECTh 3a00JIeBaHuUs, CIIEAyeT MOMHHUTh, YTO BAaKIIMHUPOBATH MAIMEHTOB C
MIIC o0s3arenbHO, Tak Kak M[PUBMBKA IIOMOTalOT MPEAOTBPAaTUTh pa3BUTUE 3a00JIEBAHUIA,
MOpaXKaIOIIKX JIeTKWe. B ToM yucie BaKHO HE MPOMYCTUTh BaKIMHAIIMIO IMPOTUB MHEBMOKOKKOBOU

MH(pEKIHIH.
Pomosas nonocmu u 361

VY mamuentoB ¢ MIIC [ 3y0bl MOKPBITHI XPYNKOM 3Mallblo, YTO MPUBOIUT K OBICTPOMY Pa3BUTHIO

Kapueca.
Cepoeuno-cocyoucmas cucmema

[Ipaktuuecku y Bcex nanueHtoB ¢ MIIC I HaGmromaercst matoyorust cepAedHO-COCYIUCTON CUCTEMBI:
YTOJIIIIEHUE CTEHOK CEp/illa, CHUKECHUE COKpaTUTEIBHON CIIOCOOHOCTH CEPJACYHOM MHBIIIIIBI,

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

IIpu ocmotpe namnuentos ¢ MIIC I Bpau MoxeT oOpaTuTh BHUMaHUE HA HAJIMYKE IIYMOB» B CEpILE.
Kaxk nmpaBuio, 310 CBSI3aHO ¢ MOPAXKEHUEM KJIANIAHOB: OBPEKJICHHBIN KJIallaH 3aKpbIBAETCS HEIIOTHO,
IIPU COKPAIIEHUU Cep/Iia HEOONbIIOE KOIWYECTBO KPOBU JBUTAETCS B OOPaTHOM HaIPaBJICHHUH, YTO
BBI3BIBACT IIYyM, KOTOPBIA CIBIIIMT Bpad. Yaiie BCEro MOPAKAKOTCA AOpPTAIbHBIA M MUTPAJIbHBIN

KJIaIlaHBbI.

HopameHI/Ie JICTKHUX, O KOTOPOM HAIIMCAHO BbBINIC, TAKXKC MOKCT CTAaTb HpH‘-IPIHOﬁ U3MEHEHUMN Cco
CTOPOHBI CcEpAala. «HpOKa‘H/IBaHI/IC» KpOBU HYCPE3 HM3MCHCHHBLIC JICTKUC, IIPUBOAUT K IICPCIPY3KEC

MIpaBbIX OTJEJIOB CEeplla, U Pa3BUBACTCS IPABOCTOPOHHSSI CepJieuHas HEJOCTAaTOUHOCTb.
Cepoeuno-cocyoucmas cucmema

[Taronorust cepaeuno-cocyaucto cuctembl (CCC) y mnammentoB ¢ MIIC mposiBisiercs B BUIE:
YTOJILIEHUE CTEHOK CEp/ld, U3MEHEHHUsI CO CTOPOHBI KJIAIAHHOTO ammapara (YIJIOTHEHHE CTBOPOK U
XOpJl KJIanaHoB), pa3BUTHUS CEPIEYHON HEAOCTATOYHOCTH, KAK C COXPAaHEHHOM, TaK U CO CHUKEHHOU

COKpAaTUTEIbHONW CIOCOOHOCTHIO MUOKapP/Ia.

XapakrepubiMu npuzHakamu nopaxenuss CCC mpu MIIC sBasitorcss  n1uchyHKIMHM KIanaHoB (B
OCHOBHOM, MUTpPAJIbHOTO, a0PTAJIbHOTO KJAlaHOB), TUnepTpodus MUOKapaa, HapylIeHHE pUTMa U
npoBoauMOCTH. DYHKIMS KIamaHOB, HECMOTPS HAa WX YTOJIICHHE B pPE3yiabTare OTIOKECHUS
MYKOMOJIHCAaXapuI0B, MOKET HEKOTOpOE BpeMsi He HapylaTtbes. B mocieayroiem MmosiBIseTCs IyMbl,
XapaKTEepHBIE JJI1 MUTPAJIbHOMN (CUCTOIMYECKUI) U a0pTaJIbHOM (AMACTONMYECKUI) HE0CTATOYHOCTH,

Pa3BUBAIONIMECS B PE3YJIBTATE HECOCTOATEIBHOCTH KJANAHOB. B JallbHEWIIEM YKOPOUEHUE XOpI U
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¢ubpo3 71EeBOTO apPTPUOBEHTPUKYISIPHOTO KOJbI[A MPHUBOIAAT K CTEHO3WPOBAHUIO MHUTPATHHOTO
orBepcTHsi. HemocrarouHoCTh TPUKYCIUIAIBHOTO U MYJIbMOHAJIBHOTO KilanaHa OObIYHO KIMHUYECKHU

HE TUarHOCTUPYIOTCS.

Camoii yacTol MPUINHON Pa3BUTHUS CEPACUYHON HETOCTATOYHOCTH C COXpaHEHHOU (ppakiueit BeiOpoca
JIEBOTO JKEIYAOYKa y ATUX NALUUEHTOB SBIISIETCS IIOBBIIICHHUE JKECTKOCTH MHUOKAapAa B PeE3ysbrare
OTJIIOKEHHS] MYKOIOJHCaXxapuaoB (10 TUIy PECTPUKTUBHOM KapauoMuomnaTtuu). B pemkux ciydasx

MOXKET Ha6J'IIOI[aTBCH CHMKCHHC COKp&THTCHBHOfI CITOCOOHOCTH 3a CUET JIUJIaTaliM IOJOCTEH.

Kpome Toro, cepaednass HEZOCTaTOYHOCTb MOYKET pPA3BHBAThCS C MOPAKEHHUEM IIPaBBIX OTIEIOB
cepaua, Mo TUIy XPOHMYECKOIO JIETOYHOIrO Cepiua, B pesyiabrare Ae(opManyy IpyJHOM KIIETKH,
NOPAXEHUSI JIETKHX U3-3a OTJIOXKEHUS MYKOIOJINCAXapuaoB (KECTKUE JIETKHE), HapyLICHUs
JIPEHUPOBaHUSI OPOHXUAILHOTO JIepeBa HU3-3a CY>KEHUsI OPOHXOB M Pa3BUBAIOLLIEHCS TpaxeoMassiluu U

pPa3sBUTHA XpOHI/I‘leCKOﬁ THUITIOKCHUH.
EpIOM/IHCZ}Z nojiocmos

I[Ipu cungpome I'ypiep mnedeHb M Cele3€HKA  yBEIWYEHbl H3-3a  HakomeHus [Al
(remarocruieHOMeranus). YBelIWYeHHe NMEeYeHU OOBIYHO HE MPUBOAUT K HAPYLIECHUIO €€ (YHKIIMH, HO

MOKET BIIUATH HA EPEHOCUMOCTb TOW WJIM MHOM THUIIIH.

[Tpu Mykomonucaxapuao3ax, Kak MpaBUjio, JKUBOT YBEIMYEH B 00bEME 3a CUET TeNaToCIICHOMETalnu
U c1aboCTU MPSMBIX MBIIII] KUBOTA. Takyke 4acTO BO3HUKAIOT COYETAHHBbIC WJIM W30JUPOBAaHHBIC
IpbDKM  (MIyMOYyHasi, MaxoBas, NaXOBO-MOUIOHOYHOW W CpelHeWd JMHUM KUBOTa). Pemenue o
HEOOXOIMMOCTH OMNEPATUBHOTO JICUEHUS TOJIKHO TMPUHUMATHCS COBMECTHO C JICHAIIUM BPAYOM:

ITOKa3aHHUEM K CpO‘-IHOﬁ Oornecpanru CIY>XUT YIHICMIICHHUC I'PBIXKCBOT'O BBITTSTYMBAHMA.

VY namuentoB ¢ MIIC I Hepeako HabmonaeTcss HEYCTOMUYMBBIN CTy (3amopsl win auapest). Ilpuunna
ATOr0 70 KOHIIA HEMOHsATHA. BO3MOXXHO, HapymiaeTrcss (yHKIMsS BETeTaTUBHON HEPBHOW CHUCTEMBI,
nockosbKy ['Al’ HakannmBarOTCs B HEpPBHBIX KIIETKaX KUIIEYHMKA. JlMapes MOXeT ucde3arb C
BO3pacToOM, HO BO BpeMs IpHeMa aHTHOUOTHKOB MOSBIATHCA BHOBb. Eciin nuapest BO3HUKIIA H3-3a
npuemMa aHTHOMOTHKOB, Bpaud MOTYT HA3HAYWTh MpEnaparbl, CIOCOOCTBYIOIINE HOPMaTU3AINH
MUKpPOQUIOPHl KHUIIEYHUKA. EciM manueHT mano ABUTAETCS, TO MOTYT Pa3BUTHCS 3amopbl. B atom

ciy4ae 3pPEeKTUBHO yBEJIMUYEHUE B PALIMOHE KOJIMYECTBA IPpyOOl MUK (KJIETYaTKH).
Hepenas cucmema

IIpn cunapome ['ypiep neru pa3sBHBAIOTCS C 3aJCPKKOM peuH, Yy HHUX CTPaJacT WHTEIUIEKT,
Hapyuaercss noseneHue. [lo Mepe HapacTaHus HapyLIEHU HWHTEUIEKTa K TUIEPAKTUBHOCTH U
arpecCUBHOCTH MPUCOCAMHSIOTCA ayTHCTHUecKue 4epThl. [Ipu msarkux ¢opmax - cunapome ['yprep-

[Ilenie u lllelie HHTENIEKT HE CTPAZAET, PA3BUTHUE CIIETKA 3aMENJICHHOE.

[Ipu Tskenbix (opmax Tak k€ MOTYT BO3HHUKATh HAPYHICHUS LHUPKYIALUAS CIHUHHOMO3TOBOM
KHUJIKOCTH. B 3TOM ciyyae manueHThl kalylOTCS Ha TOJOBHbIE O0nH, y JeTeil oOpamiaroT Ha ceds
BHUMaHHUE O€CIOKOICTBO, pBOTa, 3aAepikka pa3BuTus. HeoOxoanma KOHCynbTalusi Bpava-
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HEHpOXHUpypra s pelieHUs BOMpPOCa O HEOOXOJUMOCTH OMNEPATUBHOTO WM MEIMKAMEHTO3HOTO
JeyeHusl JAaHHOTO ocloxkHeHus. [lporpeccupyromas cooOuiaromascs ruaporedanus sBIsIeTCs
HanboJee 4acTbiM cUMITOMOM cunHapoma ['yprep u peako Bcrpeuaercs npu msarkux gopmax MIIC 1

tuna (cuaapomax ['yprnep-Llleiie u Llleiie).

Ecnu BO3HMKAIOT moMO3peHUs Ha ruapouedainio, TO HEOOXOAUMO MPOBECTH KOMIIbIOTEPHYIO
tomorpaduto uiu MPT. Ocmotpa m1a3Horo gHa OKyJIUCTOM HEIOCTaTOYHO JUIsl IOCTAHOBKU TMArHo3a,

T.K. ruapornedanus y aereit ¢ MIIC I moxeT nporekars u 6€3 3aCTONHBIX U3MEHEHUI Ha TJIa3HOM JIHE.

CnapneHue CIMHHOTO MO3Ta MPUBOAUT K HEOOpAaTUMbIM HEBPOJOTUYECKUM HAPYLIEHUSIM, TOSTOMY
JEKOMIIPECCUpPYIOIee OIlepaTUBHOE JICUEHUE CIENYeT paccMarpuBaTh Ja)Xe Y MalueHToB 0e3
HEBPOJIOTUYECKON CUMIITOMATUKH, 3a4aCTyK) XUPYPIHUECKOE BMEIIATENIBCTBO JOJIKHO BBIIIOJIHATHCS

paHbIIE Pa3BUTUS HEBPOJIOTUUECKUX IIPOSBICHUM.

HpH MOABJICHUHW HCBPOJOTIHYCCKOT'O I[CCI)I/ILII/ITa MNangueHT MOXET VYXKE€ HaxXOAUTCd Ha TI'paHU
Kypa6CJ'II>HOCTI/I, Ipu IMOABJICHUMU TICPBBIX CHUMIITOMOB pPaCCMAaTpuBACTCA BOIIPOC O CpPOYHOM

XUPYPru4e€CKOM BMEIATEIbCTBE.

[TpoBeneHne Xupypruyeckoi 3aMeHbl Ta300€APEHHOIO WM KOJEHHOIO CyCTaBa, UCIPABIEHUE OCH
KOHEYHOCTH, YCTPAHEHHE CTEHO3a KaplajbHOIO KaHaja MOKa3aHO IpPHU BBIPA)KEHHOM HapyLIEHUH

(GYHKIIUU ¥ IpU OTCYTCTBUU (P (PeKTa OT KOHCEPBATUBHOM TEpPaIIUU.

Kapnanbublii cuHIpoM (3ansiICTHBINA CHHAPOM, TYHHETIBHBIA CHUHIPOM) — paclpocTpaHeHHas mpobiema
y narueHToB ¢ MIIC. HepBbl mpoxoasaT depes 3aIsacTbe MEXKAY 3aISICTHBIMU KOCTSIMU U CBSI3KAMH.
VYronmeHnne cBsI30K 3a cyeT HakomuieHus Al okaspiBaeT naBieHue Ha HEpBbl. [IposBieHHEM 3TOro

CUHApOMAa MOTYT OBITH 00JIb 1 OHEMEHHE NaJbLCB PYK U TPYAHOCTH € 3aXBATOM IMPECAMETOB.

JUisi TMarHOCTUKU HM3MEPSIIOT CKOPOCTh IMPOBEACHHUSI HEPBHOTO MMITYJIbca B OOJACTH KHUCTHU. DTO

OpocTad nmpoucaypa, mo3BOJIAOIAad YCTAHOBUTh HAJTMYINEC UJIM OTCYTCTBUC ITOBPCKICHUSA HEPBOB.

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

OoJbIIEH CTENEHU CBSI3aHbl C IOPAXKEHUEM CKEJIeTa.
Opean 3penus

Hakxonnenune I'AI' mpoucxXxoaut BO MHOTHUX TKaHSIX, B TOM 4YHCJI€, B POTOBUIE, MOATOMY MOXKET
HaOmomaTbess ee¢  momyTHeHwe. OJHUM U3 TNPU3HAKOB HW3MEHEHHS  POTOBUIIBI  SIBISIETCS
HENIEPEHOCHUMOCTD SIPKOTO CBETA, TAK KaK IOMYTHEHUE BBI3bIBACT HEMPABUIIBHOE IIPEIIOMIICHUE CBETA.
B sTOM ciiyyae MOTYT HOMOYB COJTHEUHBIE OYKHU. ECIIM MOMYTHEHME POTOBHIIBI TSKEIIOE, YXYIIACTCS

3peHue, 0COOESHHO TIPH TYCKIIOM CBETE.

Otnoxenue I'Al' B ceTuaTtke MOXKET MPUBECTU K MOTEpEe MEPUPEPUUECKOrO 3pEHUs U HUKTAJIONUU
(«xypuHOii cnenore»). PeOeHOK B 3TOM CHUTyallMM MyraeTcsl U OTKa3bIBaThCSA XOIUTh B TEMHOE BpeMs
CyTOK. JKenaTrelbHO OCTaBIIATH HOYHUK BKJIIOYEHHBIM B CHAIbHE WM Kopuaope. MHorma moryr

BO3HHKATb HpO6JI€MBI CO 3pCHUCM, BBI3BAHHLBIC M3MCHCHHAMU B CCTUYATKE IJIa3a WA FHayKOMOﬁ
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(TIOBBIIIIEHHBIM BHYTPUIJIA3HBIM JIaBIIEHHUEM), TIO3TOMY PETYJISpPHBIE OCMOTpPHI Bpada-odTaabMOJIOTa

HEOOXOIUMEL.
C noMonipko crenuaibHbIX HCCIEIOBAHUN CIENUATUCT ONPENEIIUT, N3-3a YEr0 YXYAIIAETCS 3pEHHE.
Opeanvl cryxa

[Tpu MIIC TyroyxocTb MOXeT ObITh HEHpOCEHCOpHas (CBsI3aHHAs C HAPYIICHHEM YYBCTBHUTEIBHBIX
(BOJIOCKOBBIX) KJIETOK B YJIUTKE), KOHTYKTUBHAs (CBSA3aHHAs C HAPYIIEHUEM 3BYKOIIPOBOISILINX Ty TEH)
Wi cMmemniaHHas (komOuHanusi aByx TumnoB).  IIpu cunapome ['yprep TyroyxocTh 4Yailie HOCHUT
CMELIaHHBIA XapakTep W NPOrpecCUpyeT ¢ BO3pacToM. Pa3nuuaroT 3 CTENEeHH TyroyxOCTH: JIETKYIO,
YMEPEHHYI0O M TsDKENyl. B 3aBUCUMOCTH OT THUIIA M TSDKECTH IOPAKEHUS CllyXa IPUMEHSIOT
pa3JIMYHbIE METOJbI KOPPEKUHMHU. BaKHO Kak MOXKHO paHbIIE 3aMETUTh IPU3HAKUA CHUYKEHHUSI CIIyXa,
TaK Kak 0€3 KOPPEKIHMH TYrOyXOCTh MOMEIIAET HOPMaJIbHOMY Pa3BUTHIO M OOYUYEHHIO MAI[MEHTOB.

dakTopoM, yCyryONIsIFOIUM HapyIIeHHE CIyXa, SBJISIOTCS YacThie MHMEKIUU CPETHET0 yXa (OTUTHI).
Jleuenue, nabnrooenue u nianogvie 006C1e008aHus

Bpadamu-skcniepramu U3 pa3HbIX CTpaH OBLITU CO3/IaHbI PEKOMEHAAINH 110 HAOMIOACHUIO, JUATHOCTHKE

u neyeHuro naureHToB ¢ MIIC I tuna. U Mbl BKpariie pacCKakem O HUX.
HaOmronenue, miaHoBbIe 00CIE€I0BaHUS U TECTHI

Jlist Toro, 4ytoObl OLIEHHBATh COCTOSIHUE MAalMEeHTa, >PQPEeKT MpoBOAUMOIN (HepMEHTHOU Teparnuu,
dusznoTepanuu, CymEeCTBYIOT pas3lWyHble TECThl W IKanbl. (OYeHb BaXKHO HE OTKA3bIBAThCS OT
MIPOBEJICHUS ATUX UCCIIETOBAHUM, TOTOMY YTO OHH TIOMOTAIOT BpayaM OObEKTHUBHO OIEHUTh COCTOSIHUE

manucHra, 000CHOBATH JICYCHUC, BBCCTU N3MCHCHUA B IIPOTPAMMBI pea6I/IJ'II/ITaI_II/II/I nu a6I/IHI/ITaL[I/II/I.

CaMbIM M3BECTHBIM SBIAETCS 6 MUHYTHBIA TecT XoapObl. CyTh €ro OYeHb MPOCTas: OIEHUTH
BBIHOCJIUBOCTh NanueHTa. [lanmeHTty mpemiaralor  XOAWTHh IO JJIMHHOMY KOPUAOPY B TedyeHHE 6
MUHYT. OLEHHUBAETCA KOJMYECTBO CHENaHHbIX IIaroB. Korma mnpoBoaWiM TEPBbIE KIMHUYECKHUE
ucnblTanus npenapara s jgedeHuss MIIC pasHbIX THUIOB, HCCIEAOBATENM IPOBOAWIM TAaKOE
TECTUPOBAHHE JIO W TIOCIe Havana (EepMEHTHOM Tepamuu, CpaBHUBAIM PE3YJIbTaThl TPYIIIBI
NAlUEHTOB, MMOJIyYaBIIMX Npernapar, ¢ pe3yiabraraMu TeX, KTo mnosydan Iuianebo. MmeHHo Tect
Joka3aj, 4To (epMEeHTHAs 3aMEeCTUTENbHas Tepamnus YJIydllaeT BBIHOCIMBOCTH MAIlMEHTOB U HX

ABUTATCIIbHYIO aKTUBHOCTD.

YToOb! OLIEHUTH CTENEHb OIPAaHUYEHUS JIBIXaHUSI, Bpay MOXKET IIPOBECTH JIErOYHbIe (DYHKIMOHAIbHbIE
TecThl. Jlerounsie PyHKIIMOHAIBHBIE TECThI OMPEICISIOT, KAKOM MaKCUMaJIbHBI 00BEM BO3/TyXa MOXKET
BIOXHYTh TAI[MEHT, HACKOJBKO OBICTPO TIPOUCXOMUT Ta3000MEH. ODTH TECThl MOTYT BBISBUTH
3a00JIeBaHMSl JIETKUX, OIPENEIUTh CTENEHb MX MOPAXEHHS M OUEHUTh 3(P(PEKTUBHOCTH JICUECHHS.
Tectbl OOBIYHO BBIMOJNHAIOTCS C MCHOJIB30BAaHUEM cHeluaibHOro oOopynoBaHusi. Bo Bpewms
WCCIIEIOBAHUSA HYXHO 10 KOMaHJE BIbIXaTh, 3aJ€P>KMBAaTh BO3AYyX, BbIABIXaTh. lccienoBanue

(bYHKHI/II/I JICTKUX HE NPEACTABIIACT OMMACHOCTHU JIA 300POBbA.
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Jlns auarHoCTUKHM 3a00JIeBaHMs JIETKUX U OpPOHXOB HEOOXOIWMO MPOBECTH (PYHKIIMIO BHEIIHETO
neixanust (OBJI). [Tpu momomu ®BJ] ompenensitor, kakoi MakCHUMalbHBI OOBEM BO3yXa MOMKET
BJIOXHYTh TIAIMEHT, HACKOJIBKO OBICTPO MPOUCXOAUT Ta3000MeH. IDTU TECThl MOTYT BBISIBUTH
3a00JI€BaHMs JICTKUX, OMPEACIHUTh CTEICHh WX TMOPAXKEHHUS W OUCHHUTh A(PPEKTHBHOCTH JICUCHUS.
TecTbl OOBIYHO BBITIONHSIOTCS C MCIOJIB30BAaHUEM CIEIIMAIBLHOTO O0OpYyHAOBaHUS - criupoMerpa. Bo
BpEMsI UCCJIEJIOBAHUSI HYKHO IO KOMaHJE BIbIXaTh, 3aJCPKUBATh BO3MYyX, BbIABIXaTh. MccnenoBanue

(YHKIUY JIETKUX HE TMPECTABISET OMACHOCTHU ISl 3710POBbSI.

BricnymmuBanue (ayckynbraius) cepana J0KHO ObITh 0053aTEIbHBIM U PETYJISIPHBIM UCCIIE0BaHUEM
Ul TAIMeHTOB C MYKOIOJIMCAaXapua0o3aMu. BakKHBIM METOIOM U3ydYeHUs cepiia sBISETCS
yIBTpa3BykoBor  —  oxokapamorpadus  (Oxo-KI'), oma  OeszomacHa, 0Oe3007e3HEHHA |
BbICOKOUH(opMaTHBHA. COBpEeMEHHbIE MPUOOPHI MO3BOJSAIOT MOJYYUTh OHO-, IBYX- U TPEXMEpPHOE
n300pakeHue cepla, ONpeAeNTUuTh CKOPOCTh KPOBOTOKA M JIaBJICHHE B pPAa3IMYHBIX OTJENaXx,
OTIpEICNIUTh HaNpaBiIeHUE U TypOYyJIEHTHBIN XapakTtep KpoBoToka. Ix0-KI' pexomMeHayIoT mpoBOIUTH
Mo TMOKa3aHUsM, HO He pexe 1 paza B rog. ITo HCCIEIOBaAaHHE HEOOXOAUMO, YTOOBI OOHAPYKUTH
To0bIe IPoOJIeMBI ¢ cep/lieM (yBEIUYEHHE Pa3MEepOB, MHAECKC MAcChl JIEBOTO JKEITy04YKa, HApyIIeHHE
cokparuteabHOM (yHKUMU (ppakuus BbIOpoca), a TakkKe JUACTOIUYECKOW (YHKIUHU, OLEHKA

CEpIICYHBIX KJIAMaHOB, IBMKEHUE MEXOIKETYT0YKOBOM MEPETOPOIKH )

IIpu HeoOxomumocTH, BO3MOkHO mpoBeaeHue MPT ¢ xoHTpacTupoBanuem cepaua: ans Oolee
JETAIbHOTO HCCIEAOBAHUS CTPYKTYpbl M (YHKIUHU KEIYyJOYKOB, MAarucCTpajibHBIX COCYIOB H

KOPOHApHBIX apTEPUML.

Kpome Toro, njisi BBIABICHHUS HapyIICHHUs pUTMa M MPOBOAUMOCTH cCepAlla HEOOXOAMMO MPOBOAUTH
Xonrepockoe moHutopupoBanre OKI, He pexe 1 paza B roa. A s BbISBICHUS apTepUATbHOU

runepronuu [Iposenenune cyrounoro MoHutopupoanust AJl.

HeobOxonumo perynspHo (Z1Ba paza B Tojl) IPOBOAUTH MPOBEPKY ClIyXa, JUIsl TOTO YTOOBI cpasy xke

HayaTh JICYCHUE, €CIIN MOTpeOyeTcs, U MAaKCUMaIbHO COXPAaHUTh BOBMOKHOCTD YUUTHCS M OOIIATHCA.
MarnuTHasi pe3oHaHCHasi Tomorpadus

MPT no3BOHOYHHKA JOKHA TPOBOAUTCS €KETOHO, C 0COOEHHBIM (POKYCOM Ha 00IACTAX, B KOTOPBIX
MOJKET Pa3BUBATbCS KOMIIPECCHUSI CIIMHHOTO MO3ra: IIEHMHBIM, TPYyIHOH, I'PYIONOSICHUYHBINA OTIEIIBI.
[TanmeHnTsl ¢ Mykomnonucaxapuo3oMm | Tuma AomKHBI HAOMIONATRCSA Y XUpYypra-oprorneaa, 4Toobl OH
KOHTPOJIMPOBAaJ COCTOSIHUE WIEHHOTO OTJeNa IM03BOHOYHMKA. BaXHO OIIEHMBATH pE3YyJbTaThl
UCCIIE0OBAHUN B JUHAMMKE, TIO3TOMY BCE€ CHMMKH CIEAYET XPaHUThb U IPEJOCTABIATH BpadyaM IIpU
KaXJ0M clenyromeM uccienoBanuu. KommploTepHyio ToMorpaduio MO3BOHOYHMKA IPOBOMST, Kak

MpaBuIIo, Epe/l IUTAHUPYEMbIM OTIEPATUBHBIM JICUCHUEM.
Penrtrenorpadus

Pentren meWHOT0O M TPYAO-TIOSICHUYHOTO OTIEJIOB IMO3BOHOYHMKA B JIByX MPOCKIUAX CIEAyeT
IPOBOANUTH Kaxkjble 1-3 roga. DTO mcciaenoBaHue MPOBECTH TEXHUYECKH Ipoiue, yem MPT, kpome

TOrO peHTreHorpadus naet 6osbiIe UHPOPMAIUU O CTPOCHUH TO3BOHKOB.
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CnHcok peKOMEHIyeMbIX 00CIeI0BaHN TPUBEICH B Tabmuiie 1.
Cumnmomamuueckoe neqyenue

OcHoBHas OCJIb CHUMITOMATHUYCCKOIO JICHCHUS — CKOPPCKTUPOBATH BbI3BAHHLIC 3a00JIeBaHUEM

HN3MCHCHHMA.
Ckenem u OFZOPHO-@GMZameJZbHaﬂ cucmema KOCmHo- cycmasHas cucmemda

BaxxHo HaiiTu 6anmaHC MEXIy BO3MOXKHOCTHIO JKUTh MAaKCUMAJIbHO TIOJTHOM JKU3HBIO 1 MUHUMU3AIUEH
OCJIOKHEHHH, CBSI3aHHBIX C OCOOCHHOCTSIMHU CTPOCHHUS CKenera marueHToB. C OmMHOW CTOPOHBI, HE
CIeyeT Ype3MEpPHO OrpaHWYMBATH M ONEKaTh JeTel, JiedeOHas (U3KyabTypa HeoOxomuma, HO
HEKOTOpBIC BUABI (PU3NUECKONW aKTUBHOCTH, TaKHE, KaK KyBBIPKAHHUE, CTOMKA Ha TOJIOBE W HBIPSIHHUE
JOJDKHBI OBITh TIOJIHOCTBIO HCKJIIOYEHBI W3-32 HECTAOMIBHOCTH IIEWHOTO OTAena. Paspemarorcs
JICTKWE TOACKOKH, HO TAIMEHT HE JOKEH CaMOCTOSATEIBHO MPhITaTh Ha 00€ HOTH, MOTOMY YTO
CHUCTEMAa OMOPHI U KOOPAMHAIMU JBUKEHUN Y HEro ciado pas3BuTa. PoguTensiM MIKOIBLHUKOB HY>KHO

00s13aTeIbHO COOOIIUTD YUUTEIO (PU3KYIBTYPbl 00 0COOCHHOCTSX YUEHUKA.

[Taniments! ¢ cuaapomoM ['yprep-llleiie 1OMKHBI BECTH TOABMKHBIN 00pa3 KU3HU IS TOIIEPKAHUS
(YHKIIMOHMPOBAHUS CYCTABOB M YJYUILIEHHUs OOILIEro COCTOSHUA 310pOBbs. Bpau-nenuarp unu Bpau-

(1)I/I3I/IOTepaH€BT MOKCT ITOCOBCTOBATH PA3JIMYHBIC KOM6I/IH3L[I/II/I CKECIHECBHBIX ynpa)KHCHI/Iﬁ.

NHtencuBHas Tepanus Uil YIy4YIIEHUS [OABHKHOCTH CyCTAaBOB M IIO3BOHOYHMKA, a TaKXKe Ul
YKPEIUICHUs] CHUHHOM W OpIOUIHOM MYCKYJlaTypbl pPEKOMEHJ0BaHa BCEM nanueHTaM. YToObl
YMEHBIIUTH MOCIEACTBHS THIEPIOP03a, HEOOXOAUMO YKPEIUISTh TPYAHYI0 MYCKYIaTypy, IpH 3TOM
POBOJUTH TEPAIMIO, HAITPABIECHHYIO HA PA3BUTHUE MOSCHUYHO-KPECTIIOBOTO OT/eNa. BaXXHO CleuTh,
YTOOBI MAIlMEHT HE MEpPEHANpsrajics U HE yCTaBaj YpEe3MEPHO, MOATOMY PEKOMEHIYETCs TIIATEIbHO

HU3Y4YUTH CTO (bmnqecme COCTOSAHHEC U BBIpa6OTaTB HHINBUAYAJIbHBIC pPCKOMCHAAIINH.

PGKOMCHI[yeTC}I 3aHATUSL, COUCTAsI aKTHUBHBIC U IMACCUBHBIC YIIPAKHCHUSI. Kommieke 3aHATUM JTOJKEH

BKJIFOYATh:
- YIIpaKHEHHsI Ha BBIPAOOTKY OCaHKU M YyBCTBAa PAaBHOBECHS,;
- YIpaXXKHEHUsI Ha PaCTSKCHHUE;

- BOJHBLIC TIIPOUCAYPBI U 3aHATHUA CIOPTOM B BOIC, 0COOCHHO JII1 - IMOXKHMJIBIX  ITAaIIMCHTOB.

Pacciabnsromumii Macca)x U moJIBOAHBIN Maccak OKa3bIBalOT BEChMa OJIarompUsITHOE JACHCTBUE.
OTtaenbHOTO BHUMAHUS TPEOYIOT 1e(OPMUPOBAHHBIE CTYITHUA U KUCTH.

YT1o0OBI NoAACPKUBATL IMOABUIKHOCTD CTYHHGP'I, HGO6XOI[I/IMO BBIIIOJIHATE CIICOHUAJIBHBIC YIIPA)KHCHMUA,
Jydqmi€ BCETO JOMa HWIIM BO BpPEMA HUIP. I[J'ISI CHATHUA YPE3MCPHOIO MBIIICYHOI'O0 HAIIPSIKCHUA
HCO6XOI[I/IMa opToreandccKad O6YBI>, CTCJIBKHU W BKJIAJIBIIIN, KOTOPBIC BBIMIOJIHAIOT IMMOAACPKUBAIOIIYTO

(PYHKIMIO, B HEKOTOPBIX CIydasx — OpTe3bl. BaHHOUKHM, Maccax HOT Takke HEOOXOAUMBI.
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I[.TIH YIyUlICHUSA MEJIKOM MOTOPHUKHU KHUCTEeH PYK PCKOMCHAOBaHA HWHTCHCHBHAA TI'MMHACTHKA JJIA

I[MaJbICB MU JIAJOUICK, €€ POAUTCIIN U CaMU ITALIMCHTBI MOT'YT IIPOBOAUTH 10MA.

[Tocne MHTEHCUBHBIX 3aHATUN AIEKTPOTEPANHSI, PyYHONH MacCaK, BOAHBINA Maccax, Tepanus Je4eOHOn

I'pA3bRO, 3aHATUSA HAa BOAHBIX TPCHAXKCPAX CHUMAIOT 00JIb U IMPUHOCAIT o0JIerueHue.

[Ipu mpoBeneHun BceX aKTUBHBIX BHJIOB TE€pamuu cleayeT ooOpaimarb 0co00e BHUMAaHUE HAa PUTM

JBIXaHUA U 1aBaTh JOCTATOYHOE KOJIMYECTBO MEPEPHIBOB IS OTABIXA U BOCCTAHOBJICHHUS JbIXAHUS.
Xupypeuueckoe neuenue

CymiecTByloT pa3jiMuHble MHEHMSI O HEOOXOAMMOCTH XHUPYPrH4yeckoro BMmemarenbcTtBa. Ho
OIepaTUBHOE BMENIATEILCTBO — BCErNa PUCK, U IpHOerarb K HEMy CIEAyeT TOJIbKO B CIydyae OCTpOu
HeoOxonumoctu. bombmias cnoxknocts npu MIIC — mnpoenenue anecte3un. HectabunbHOCTH
IIEHHOTO OT/eNIa TTO3BOHOYHHKA, TPYAHOCTH MPHU OTKPHIBAHUHU PTa, OOIBIION SI3bIK U MUHIAIUHBI Y
nanueHToB ¢ MIIC yBennuuBaeT puCK TpaBMaTUYECKOTO IMOBPEXKACHUS NPU BEACHUM aHECTE3UH, TaK
KaK MHOTHE aHECTE3MOJIOTMYECKHE MOCOOUs CBSI3aHbl ¢ MaKCUMaJlbHBIM pa3rubanueM meu. B stom
clly4ae HYXXHO TMPUHATH CIEIMANIbHBIE MEphl MpenocTopokHoctu. MuTyOuposars miopein ¢ MIIC
JIOJKEH ONBITHBIM Bpad, UMEIOIIMK OINPEICIICHHbIE HABBIKW. ECIM MalMeHT nmomnajg B KPUTHYECKOM
COCTOSIHUU B OOJIBHUILY, HEOOXOJUMO COOOLIUTH aHECTE3UOJIOTY, YTO BO3MOXKHBI TPOOJIEMBI C LIEEH U
uHTyOanuen. JlpixarenpHble MYTH, KaK MPAaBWIO, CYXKEHBI, IOITOMY MOXET NOTpedoBaThCs
SHJAOTpaxealnbHas TpyOka MeHblero nuamerpa. Cama ycTaHOBKa TakOW TPYOKH - OY€Hb TPYIHBIN

Impouecc, BOBMOXKHO, HOTpe6yeTC$I HCIIOJIb30BaHHE THOKOTO 6p0Hx001<0r[a.

HecTaOunbHOCTh MIEHHOTO OT/AENa MO3BOHOYHUKA KOPPEKTUPYETCS C TIOMOIIBIO Onepanuu (IeHHbIi
cnoraunofe3). C MmoMoIbl0 KOCTHBIX ()parMEeHTOB WJIM MCKYCCTBEHHBIX MaTrepuajioB (opMHUpYeTCs

oropa, 0ObEIUHSIONIAS TBA BEPXHUX TT03BOHKA U OCHOBAHHE Yepera.
Opeanvl cnyxa

HelipocencopHas ¥ KOHIYKTHUBHAas TYrOyXOCTb B OOJBIIMHCTBE CIIy4aeB MOT'YT KOMIIEHCHUPOBATHCS
MoI00POM CITYXOBBIX ammaparoB (ATmapar CIIyXOBOW KOCTHOM MPOBOAMMOCTH C KOCTHOHM (uKcaruen
UMIUIAaHTUPYEeMbIN*** Amnmapar ciayXoBOM KOCTHOW MPOBOIAMMOCTH C KpPEIJICHHEM Ha TroloBe™**,
CucremMa UMIUTAHTALIMK CPEJIHETO yXa MOJHOCTHI0 UMIUIAHTHpyeMas*** Anmapar ciiyxoBoil KOCTHOU
MPOBOAMMOCTH € MMIUIAHTUPYEMbIM BuOpaTtopom™** ). Tlpu 4dYacTblXx OTHTaX MPOBOAUTCS

IIyHTUpOBaHUE OapaOaHHBIX MOJIOCTEH 711 OTTOKA JKUIKOCTH.
Cepoeuno-cocyoucmas cucmema

N3-3a pa3BuTHA KJIaMaHHBIX TUCHYHKIMA HEPEIKO PEKOMEHI0BaHA KOHCYAbTAINS KapAUOXupypra ass
pelieHusi BONpoca O HEOOXOAMMOCTH TPOTE3UpOBaHMS KjamaHoB cepiaua. Ms-3a  wgacro
pPa3BUBAIOLIUXCA HApYyLIEHUH pUTMa CTaBUTCA BONpPOC 00 MMIUIAHTALMM  KapauoBepTepa-

nedubpumisaTopa.

Ungpexyuu
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BaxxHo, 4TOOBI OCYIIECTBISIICA XOPOIIUN YXOH 3a 3y0aMH, TaKk KaK pa3pylIeHHBIC 3yObl MPUUUHSIOT
CWJIBHBIN UCKOMMOPT U SABISIOTCS ovaramu uH@exiuu. Heobxomumo peryiasipHO 4YHCTUTH 3YyOBbI,
MCIIOJIb30BaTh PacTBOPHI AJid nonockanus. Ho naxe mpu camoii TiatesnbHOM 3a00Te 0 3y0ax, MOTYT
Pa3BUBATHCS BOCHATHUTENBHBIE TPOIECCHl. Pa3apakuTeabHOCTh, TIad U OECIOKOWCTBO WHOTAA MOTYT
ObITh €IWHCTBEHHBIMU CHUMITOMaMH IpoOieM c 3ybamu. Ilepen omepaTuBHBIM JieueHHEM 3yOOB
HanueHTaM, y KOTOPbIX YK€ JIMarHOCTUPOBAHO MOPAKEHUE KIAMAaHOB Cepla, HEeoOXOoauM
NpoQHIaKTUUECKUN TpUEeM aHTUOMOTHUKOB JI0 U TOCIE JICYEHHs. DTO BBI3BAHO TEM, YTO HEKOTOPHIE
OaxTepuH U3 PpOTOBOM MOJOCTH MOTYT MPOHUKHYTH B KPOBOTOK M BBI3BAaTh MH(EKIIMOHHBIHN MpoIecc Ha
nopaxxeHHoM kianase. Eciau HeoOxonuMo yaaieHue 3y0a 1moji aHecTe3uel, 3TO JOJIKHO ObITh CAEJIaHO
B OOJILHUIIE, @ HE B CTOMATOJIOTMYECKON MOJUKIMHUKE, 110l HAOII0I€HUEM ONBITHOIO aHECTE3H0JI0ra U

3yOHOTO Bpaua.

Jleuenue OananbHoro OPBU y maunmentroB ¢ MIIC nyumie takxke NpoOBOIUTH MOJ NPHUCTAIBHBIM
BHUMaHHeM Bpaya. CieayeT MOMHHUTH 00 OCOOCHHOCTSX NMPUMEHEHHUS CTAaHJApTHBHIX MpErnaparoB y
3TOW rpynmbl NanuMeHTtoB.  Hampumep, Takue JieKapcTBa, KaK AHTUTMCTAMUHHBIE MpPEnaparhbl
CUCTEMHOIO JIEUCTBHS, MOTYT CYIIUTh CIU3UCTYIO, Jejas €€ TONIIe, MNPOTUBOOTEYHBIE WU
COCYIOCYKHBAKOLIME CPEICTBA MOT'YT ITOBBICUTh KPOBSHOE JABJIEHUE U CY3UTh KPOBEHOCHBIE COCY/IBI,

yTO HexenareapHo rnpu MIIC.

N3-3a  ocobeHHOCTEW  CTpOEHUS  NO3BOHOYHMKA W TPYAHOM  KIETKHM, [AalUEHTaM C
MyKOTIOJIMCcaxapua03oM | Tuma ciiokHee CIpaBUThCS ¢ MH(EKLMEW, €CU OHA 3aTparuBaeT JIETKHeE,

MMOOTOMY Bpaydu JaxXC IIpHU HE3HAYUTESIILHOU I/IH(l)eKHI/II/I MOT'YT Ha3HadaTb AHTUOMOTHKH.

UtoObl HOpMATM30BaTh MUPKYISAIUIO BO3AYyXa B JIETKUX, PEKOMEHIYETCS U MPO(UIAKTUYECKH, U BO
BpeMsi OOJIe3HH TPOBOAMUTH WIPHl C MBUIBHBIMH TY3BIPSMU, BAaTOW, COJIOMHUHKAMH JIJIi HAMUTKOB,
OyMa)XHBIMU TIAaKeTaMH WU JPYTUMHU TpeaMeTaMu (BO3AYIIHBIMH IIIapaMHu, MsS4amu), TPEOyIOUUMU
aKTUBHOM paboThl JAbIXaTeabHOM cucteMbl. [l nerelt mocrapuie, A MNOAPOCTKOB MOXKHO
pa3paboTaTh yHOpaKHEHUS [UISl PACTSHKEHUS MBI TPYAHOM KIETKH, 4YTOOBI POAMTENN MOINIH

CaMOCTOATCIIbPHO 3aHUMAThCA C ACThbMHU.

[TaccuBHBIE yHpaKHEHUS JUIsI TPYAHOM KJIETKH MPUMEHSIOTCS ISl MAlMEHTOB C OCTPBIMHU
MHQEKIUSAMU JBIXaTeNbHBIX TYTeH WX JUIsl TAIMEeHTOB, KOTOPHIE HE MOTYT CaMOCTOSTEIbHO
JBUTAThCS. YNpaKHEHUs momoratoT Oonee dhdexkTuBHOMY OTAeneHuto ciu3u. K HUM OTHOCSTCS

NOTSTUBAHUS, PACTSKEHUS, TOTPIXUBAHUS, MACCAX U BUOpaIUU.
/[uemomepanus

CnenuanpHas AUeTa HE CMOXET NPEeNOTBpaTuTh HakorieHue Al Tak kak OHM CHHTE3UPYIOTCA B
KJIETKaX, a He nocTynatoT ¢ nuued. [loatomy orpanundenust B quere nauueHram ¢ MIIC He HyXHBI,

JIETH TOJDKHBI IUTAThCS B COOTBETCTBUU C BO3PACTHBIMU MOTPEOHOCTIMHU.
Ilamozenemuueckas mepanus
Jns MIIC tun I paspaborana crneuuanbHas ¢epMeHTHas 3aMeCTUTENIbHAas Tepamus, Ipernapar —

naponugaza**. IlaumeHTy eXeHeJelbHO BHYTPUBEHHO BBOAST HENOCTAIOUUMN  (EpMEHT B
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craugaptHoil go3upoBke (100E/l/kr). B camoii mporeaype BHyTpUBEHHOTO BBeIEHUS (epMEHTa HET

HHUYCTO CJIOKHOTO, U ITPHU OIIPCACIICHHOM HABBIKC I/IH(by3I/IIO MOKHO ITPOBOJUTL B JIF000# 60.HI>HI/II_IG.

DddekT oT Tepanmuu BO MHOTOM 3aBHCHT OT TOTO, KOTJa OBLIO HadaTo JedeHHe. BMmecTe ¢ Bpauom
HEoOXOoMUMO Tepea HadajaoM (EpMEHTHOW 3aMECTUTEIBLHOW Tepanmuu OOCYIWTh BCE BO3MOXKHBIC
pucku, mobouHbie dPPEKThl U IIABHOE — OKHMJAHHS OT JiedeHus. BakHO MOHMMAaTh, YTO BBEIICHHE
(depMeHTa He MO3BOJUT BBUICUUTH 3a00JIEBaHKE, LIETIb TEPANUU — 3aMEIJTUTh IPOrpeccHio 0oae3Hu. Te
nedopmalumu, KOTOpbIe YXKe CHOpPMHpPOBAIIMCH, TEpamus HE HUCIPaBHUT, WHOY3MOHHAS Tepamus He

3aMCHHUT HGO6XO,Z[I/IMBIG XUPYPIrudcCKuc BMCUIATCIILCTBA.

Taonuma 1 - [Tnan oocnenoanus naruentos ¢ MIIC [

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

Mpunem Bpava-reHeTnka X X

[MoaTBepxaeHne gnarHosa X

AHaMHe3 6onesHu X

KnnHnyeckmnin ocMoTp Bpaua- X X

neanaTpa

Pocr, BEC, OKPY>XHOCTb X X

rosloBbl

BbIHOCNIMBOCTL (6-T1n X X

MUHYTHbI TECT XoAbbbl)

OcMoTp Bpayva-HeBposiora X X

OcMoTp Bpava-xupypra/Bpava X X
AEeTCKOoro xmpypra

KomnbloTepHas  ToMmorpadus X X
nnan MPT ronosHoro mo3sra

KorHutneHoe TecTMpoBaHue X X

(DQ/1Q)

SnekTposHuedanorpamMma X X

CkopocCTb HEepBHOM X X

nposoamMMmocTn/ Ml

OcmoTp Bpayva- X X
OTOPUHONAPUHIronora

OcmoTp Bpava-cypaosora- X X
OTOPWUHONAPUHIronora

AyanomeTtpus X X
OcMmoTp Bpaya-odTanbmonora X X

OcTpoTa 3peHus X X

OcMOTp rnasHoro AgHa X X
MccneposaHune porosuubl X X

OcMoTp Bpava-nysbMOHoOsOra X X

OB (nccnepoBaHne X X

HeCnpoBoOUMNPOBAHHbLIX ]
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MccnepoBaHune cHa/ X X
nonncoMHorpadus

OcMoTp  Bpava-kapawonora/ X X
Bpaya-AeTCKoro kapauonora

DnekTpokapanorpamma X X
Dxokapauorpadus X X

OcMoTp Bpava-TpaBMmaTosora- X X

opToneaa

PeHTreHorpadus ckeneta X X
Y3u opraHos 6ptoLHon X X

MoNocTU; 06bEM Cene3eHKHU,
neyeHu

OcmoTp Bpava- X X
dbun3noTepanesTa

Mpuvem Bpaya no neyebHOM X X
bunsKynbType

OcMoTp Bpayva-cTtomaTosiora X X

JNla6opaTopHble nccnenoBaHus

Onpeaenexne Al X X
Bbunoxmmunueckni aHanus X X
KpoBU

(anaHnHaMuHoTpaHcdepasa

(AJTT),

acrnaptataMumHoTpaHcdepasa
(ACT), obwuii wn npsmon
6Mnnpy6buH, XONeCTEepUH,
TpUrAnMLepuabl)

TpchnﬂaHmauuﬂ KOCMHO020 M032a/2eMONOIMUYECKUX CIMBON0BbIX KAEMOK

PekoMeHI0BaHO TIPOBEACHUE TpPaHCIUIAHTALMK TIeMONoATHYecKux CcTBOJIOBBIX KieTok (TI'CK)
nalydeHTaM ¢ CcUHApoMoM [ypiep [0 HOCTHKEHHMS BO3pacTa JBYX JIET MPU HOPMalbHBIX WIH
CyOHOpMaJIbHBIX TOKazarensax pas3BuTus uHTewiekta (DQ>70). Omxaum wu3 Hauboyiee 3HAYUMBIX
3¢ (}HEeKTOB TpaHCIIAaHTAIIMU SIBISIETCS COXPAHEHUE WHTEIUIEKTYaJIbHOTO Pa3BUTHS JETEH, MMEIOIINX
TSOKEIBIM TE€HOTHI, AaCCOUMMPOBAHHBIA C CEPhE3HBIMHM YMCTBEHHBIMH PACCTPOUCTBAMHU. Y 3THUX
MAllMEHTOB OBUIM OTMEYEHBI CYIIECTBEHHbIC HW3MEHEHUsS 4YepT Jula (YMEHBIICHUS MPOSBICHUI
“raprowimsma’), yIy4IIeHUE WK CTAOMIH3aNs CePACUHO-COCYTUCTON cucTeMbl. OTHAKO N3MECHEHUS
CKEJIETa COXPAHWINCh, B HEKOTOPBIX CIydasX OTMEUAJIOCh JAXKE YXYALICHHE CUTyalluu. Y MHOTUX
NAlMEHTOB HaOI0AI0Ch YAYUILIEHHE 3JIEKTPOPETUHOrpaMMbl (QYHKIMS ceTyaTku) yepe3 1-2 roma
MOCJI€ Mepecajki KOCTHOTO MO3ra, OAHAKO MOCIENYIONIMe HAOMIONEHUs MOKa3alu, YTO C TEYEHUEM
BPEMEHHU MPOUCXOAUT yXyamieHrne. He ObUI0 MOMyd4eHO OHO3HAYHBIX JAHHBIX O BIUSHUU MEPECaKu

KOCTHOI'O MO3ra Ha CTCIICHb ITIOMYTHCHUS POTOBUIILI.

Henb3s ne OTMCTUTDB, 4TO CaMa Iponcaypa nmpoBCACHUA TPAHCIUIAHTAIIUN JOBOJBbHO PUCKOBAHHA AJIA
manueHTa, B CBA3M C YaCTbIMH OCJIIO)KHCHUSAMH, BBISBAHHBIMH «OTTOPXKCHHUEM) TpPAHCIIJIAHTAHTA

OpPraHHU3MOM IIAITUCHTA.

llonosas 3penocmo u bpax
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[Togpoctkn ¢ cunapomom ['ypnep-Llleiie u llleiie mpoxomsiT HOpManbHBIE CTAAUU ITOJOBOTO
CO3peBaHusl, OJJHAKO HAYMHAETCSI OHO HECKOJIBKO MO3Ke. 3abosieBaHre He BIUseT Ha (PepTHILHOCTD, HO
KEHIIMHAM C TsKeIou Gopmoii 3a0601eBaHUsI MHOT/A CIIOKHO BEIHOCUTH peOEHKA B CBSI3U C TSKEJIBIMU
HApYLWIEHHUSIMHA CO CTOPOHBI cepauna u ckenera. B mupe n B Poccum ectb cembu, Marepu KOTOPBIX
POIMIIN HECKOJIBKO 370pOBLIX JieTeil. [loaToMy Bce BOMpOCHI, CBsI3aHHBIE ¢ OEPEMEHHOCTHIO U pOJIaMU

HY’KHO peniarb UHAUBUYyaIbHO.

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

He O0JICIOT, €CJIM BTOPOU pOAUTENH 37I0POB U HE siBisieTcss HocuteneM rera MIIC 1.
Omowix

[TanimenTam ¢ Msrkoit popMoit 3a00eBaHKsT HEOOXOAMMO HAYYUTHCS ObITh HE3aBUCUMBIMU OT CBOUX
cemeil. He maBaiite pebeHKY, OIPOCTKY 3aMKHYThCS B ce0e. EMy HY>XHBI Ipy3bsi, OOIIEHHE U HaBBIKU

CaMOCTOSTEILHOU KU3HU.

[Tockonmbky netu ¢ MsArkod (opmMol CHHApPOMa HMEIOT HOPMAJIbHBIM HWHTEIUIEKT, HEOOXOAMMO

MIPUJIOKUTH BCE YCHIIHS, 9YTOOBI OHU TTOTYYHIIN XOpOoIliee 00pa3oBaHue.

B KaXXIOM H3 PCTrHOHOB OIIPCACIICHLI neucOHbIC YUpPCIKACHNA, B KOTOPBIX IMAIMUCHTBI ITOJIYYarOT H

MaTOTEHETUYECKOE JICUCHUE U TTPOXOSAT BCE HEOOXOIUMBIC UCCIICIOBAHNS.
Viuamo oonvme

B mupe ects MHOTO opraHu3zanuid, KOTOpble MOTYT ITOMOYb BaM HAWTH OTBETHI Ha JIIOOBIE BOIMPOCHI,

CBSI3aHHBIX C MYKOTIOJUCAXapUI03aMU:
MexayHapoaHasi opraHu3aius 1o MyKOIoJucaxapuao3aM: Www. mpssociety.org

MexnyHapoaHbli TOpTaJl O peAKUM 001e3HIM www.orpha.net

EBpomeiickass opraHm3aiusi, OOBEIUHSIONMAS IAIMEHTOB C pPa3HBIMH PEIKUMHU 3a00JICBaHUSMU
EURORDIS www.eurordis.org

[ToMHHUTE, YTO AKTUBHAS MO3ULIHS CAMUX NAUUEHTOB — 3AJI0T YCIEIIHOW U CYACTIIMBOM KU3HH !
Obwecmeennvie opeanuzayuu u ¢ponowl Poccuu

MIIC I Tuna BXOauT B mepedyeHb op(aHHBIX 3a00JIEBaHUM, JIEUEHUE KOTOPBIX MPOBOJUTCS 3a CUET
cpencts rocymapctBa. [lomoub mamuieHTaM MONYYHUTH JI€UYEHHE, IMOBBICUTH HWH()POPMUPOBAHHOCTH
o0miecTBa 0 peakux OOJE3HSX, a TAKKe JT0OMBATHCS MPOIABUKEHHUS 3aKOHONATENBHBIX MHULIMATHB B
oOnactu opaHHbIX 3200J€BaHUN MOTYT OOIIIECTBEHHBIE OPraHU3aluu. B CeTH MHTEPHET BbI CMOXKETE
HaWTH MHPOPMAIUIO O HECKOJIBKUX OOIIECTBEHHBIX OPTaHU3AIMSIX, KOTOPHIE MOMOTAIOT CEMbSIM C

MYKOIIOJIMCaxXapua03aMHu.
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Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIUHUYCCKUX
pPeKoOMEeHIalusAX

Ipunoxenue I'l IlIkajsia cyObeKTUBHOM OLEHKU MEPEHOCUMOCTH (PU3HUYECKOM
Harpy3ku (mukaJja bopra) (Borg scale)

HUcrounuk: [42,43,44.].

Tumn: mkana oueHkKu

Ha3nayeHue: CyObEKTHBHOM OIICHKA IEPEHOCUMOCTH (PU3HICCKON HATPy3KH
OueHoYHbIN HHCTPYMEHT: LIKaJIa

Conep:xkanue 1 KJIKOY:

[TanrieHT MoyYaeT MHCTPYKIIMH 1O OIIEHKE OJIBIIIKKA BO BpeMs (u3udeckor Harpysku: ot () 6amioB -
CITIOKOWHOE JbIXaHWE, HET OIMYIIECHUS OJBIIKN U aaiee — 10 10 6amioB, Korma obIiKa MaKCUMaIbHa.

OHGHI/ITG CBOM OLIYIICHHA B HaCTOHHII/Iﬁ MOMCHT.

Bannbi OwyuieHns oAabILKU

0 OTcyTcTBYET

0,3

0,5 MpakTnyeckn HeT (enBa 3aMeTHas)

0,7

1 OueHb cnabas

1,5

2,5 JNlerkas oaplwka

3 [oBOIbHO TAXeNas oAbllKa

4

5 Tsarkenas oAblwKka

6

7 CWNbHO BblpaXXeHHas Tshxenas oAbllKa
8

9

10 OuyeHb BblpaXkeHHasa Tshxenasa oAplwka (Ha npeaene BO3MOXHOCTEN)
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