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TepMuHBI U onIpeaeICHUS

qDepMeHTHaﬁI 3aMCCTUTCJIbHAA TCpaliud — JICHCHUC, 3aKIIIoYaromeecs BO BBCACHUU IIpCIlapaTa

(pexoMOMHAHTHOTO (PepMEHTA) MALMEHTAM C HACJIEACTBEHHBIM HApYLIEHUEM METa00Iu3Ma.

JInzocomHbIe OOJIE3HN HAKOTUICHHS — TPYIITa HACIEICTBEHHBIX MOHOTEHHBIX 3a001€BaHUH, CBI3aHHBIX

C HapyIIeHUEM (PYHKIIMH JIN30COM.

Myxononucaxapuno3sl (MIIC) - rpynna HacienCcTBeHHBIX Ooe3Hel 0OMeHa BEIECTB, CBSI3aHHBIX C
HapymeHueM metabonusMa rinko3amuHornkaHoB (I'Al), mpuBomsiiee K MOpPaKEHUIO OPTaHOB U
TkaHe. OOycClOBIEHBbl JlaHHbIE 3a00JIeBaHUS MyTalUUsSIMU TE€HOB, KOHTPOJIHMPYIOUIMX MpoLece

BHYTPHJIM30COMHOTO THIPOIN3a MAKPOMOJIEKYJI.



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



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

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

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



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

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

UIyPOHUAA3Y JIOKAJIN30BaH B XpOMOCOMHOM obnactu 4p16.3.

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

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

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



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

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

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



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

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

paccTpONCTBY MUTAHUS U HAPYIIEHHUIO OOMEHA BEIIECTB,

E76.0 - Mykononucaxapuao3 I tuna.



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

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

nedeKTam u TSHKECTU KITMHUYECKOW cuMnToMaTuky, BeiaeistoT 11 tunos MIIC (mpunoxenue I'1).



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

B nacrosmee Bpemss MIIC I paccmarpuBaercss kak 3a00jieBaHME C KOHTMHYYMOM KIJIMHHUYECKHX
(eHOTUIIOB, PA3NMYAIOIIUXCS MO BO3pAcTy MaHU(ECTalUH, TSHKECTH KIMHUYECKUX MPOSBICHUN U

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

Takum o0Opa3oM, JOBOJBHO YCIOBHO BBIJCISIOT TsoKENMyto GopMy 3aboneBanus (cuuapom [yprep), ¢
MaHudecTanmeii Ha TEpPBOM TOAY JKHU3HH, C TIPOTPECCHPYIONIEH  Kapauo-pecrnuparopHOn
HEJOCTATOYHOCTBIO W SIPKO BBIPAXKEHHONW HEBPOJOTMYECKOM CUMIITOMATHKOW; W MSTKYH0 (QopMmy
(cunnpomsl ['yprnep-llleite u llleite), mpu KOTOpo cUMNTOMBI MOSBISAIOTCA B Bo3pacte 4-10 ser u
00JI€3Hb MEMJICHHO MPOTPECCUPYET, MPH ATOM HEKOTOPHIC MAIMEHTHI JOKHBAIOT 10 B3POCIIOTO
BO3pacra.

B nmaHHBIX KIMHUYECKUX PEKOMEHIAIMIX He OyaeT paccMarpuBarhCsi CHHApPOM ['ypiep, Tak Kak OH
MOAPOOHO pacCMOTpeH B KIMHUYECKUX pekomeHaarusax mo MIIC I tuma y nerelr u He BCTpedaeTcs y

B3POCJIbIX.

C yderoM TpaaWIIMOHHO MCIHOIB3YEeMOM Kiaccu(UKalued, HIKE TMPUBEICHBI XapaKTEpHbIE

knnandeckue npusHaku 1t MIIC 1 paznugaabix Gopm.
Myxkononucaxapuo3 tun I S - nerkas popma
Cunonumsr: cunapowm Illeite, MIIC I S - nerkas ¢popma.

OCHOBHBIC KJIMHUYCCKHUE IIPOSABJICHUS: OI‘p}I6J'IeHI/I€ gcpT Jmmoa, TYIrOonoaABMIKHOCTL CYCTAaBOB,

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

Buemnuii Bun. IlepBble npusHaku 3a0ofieBaHus MOSIBISIIOTCS B Bo3pacte 3-5 et IlanumenTs
TUTMEPCTEHUYECKOTO TEJOCIOKEHUS C CHJIBHO pa3BUTOW MYCKYIaTypod, 4YepThl Jula TpyOsIe,
XapakTepeH UIMPOKUN DPOT C MyXJbIMH Try0amu, HIDKHAA mnporHatus. [locTemeHHo pa3BuBaeTcs
OTpaHUYECHHUE IBMKEHUH B CyCTaBaxX BEPXHUX KOHEYHOCTEH, a TAKXKE TYTOIOABUKHOCTD, BO3HUKIIIUE U
MPOTPECCUPYIOLINE KOHTPAKTyphl CycTaBOoB KHCTeil. Hambonee BBIpaXKEHHBIMU BCE€ CHMITOMBI
OOJIE3HN CTAHOBSATCS K MEPHUONY IIOJIOBOTO cO3peBaHUs. BO3MOXXHO MOBBIIIEHHOE OBOJIOCEHUE,

KOPOTKas 1Ics.

KoctHas cucrtema: moxeT oTmeuaercs HeOosblas 3ajep’kka pocTta. MHOXKECTBEHHBIM IU30CTO3:
JUCIUIA3Usl JIMLIEBOTO 4Yeperna; IUIOCKas NEPEHOCHIA, IMIMPOKO PAacCTaBICHHBIE IVIa3a, YTOJIICHHbBIE
ryObl, TUNOIJIA3UPOBaHHAS HIDKHSISL YEIIOCTh, MAKPOIJIOCCUSI M TUIEPIUIa3Usl I€CEH, KOpOTKas Ies,
cru0aTenbHble KOHTPAKTYPhl U TYTOMOJABMKHOCTH KOHEYHOCTEH, C BO3PACTOM MPUCOCAUHSIETCS
00JIE3HEHHOCTh CYCTaBOB PyK M CTOMN, C (POPMUpOBAHHEM «KOTTHUCTOW JambD» M TIOJIOH CTOIIBI,
BaJIbIyCHOM JedopMaiiieil KOJeHHBIX CycTaBOB. Hepenko pas3BHBaeTcs TYHHENIbHBI CHHAPOM
KapnajabHOro KaHaja, KOTOPbI, Hapsiiy ¢ TyTOMOABUKHOCTBIO, MPUBOJUT K OTPAHUUYCHUIO (PYHKIIUU

BEPXHHUX KOHEUHOCTEH. Penko - BposkaeHHsIH menkatomnuii 1 manern (6one3us Hotra).



Opranbl JpIXaHUS: YacThle PECHHUPATOpPHBIC 3a00JieBaHWS B BHJIE PUHUTOB, OTUTOB. BO3MOXHO

pPa3BUTHUC O6Cpr1(TI/IBHBIX 3a00JIeBaHUI AbIXaTCJIIbHBIX HyTeﬁ, HOYHBIC aIllHOJ.

Opran 3peHus: 0OTMEYaeTCsl paHHEe HEpaBHOMEPHOE IMMOMYTHEHHUE POTOBHIILI. B manbHememM, 00bI9HO
nocie 30 jer, pa3BUBaeTcs IVlayKoMa, MUTMEHTHash JucTpodus ceTdyarku. Peako - OTek Jucka

3PUTCIILHOTO HCPBA.
HGHTpaJ'II)HaH HCpBHAaA CUCTEMA: IICUXOMOTOPHOC PAa3BUTUC HOPMAJIbHOC HJIN CJICTKA 3aMCIJICHHOC.

KpanmnoBepreOpanbHbiii cTeHO3 pas3BuBaeTcss y mnamueHToB ¢ MIIC BciencTBue rumoriazuu
3yooBugHOTO OTpocTka (C2 MO3BOHKA, aTIAHTOAKCHAIBHOM  HECTAOWIBHOCTH, OTJIOKCHHS
MYKOIIOJIUCAXapHI0B B TBEPAOW MO3TOBOM OOONOYKE | 3aJHEH TMPOMOJBHOW CBSA3KE, 4YTO B
JaJbHENIIEM MPUBOAUT K KOMIIPECCUOHHOW MHUEJIONATUHN HA ’TOM YPOBHE, U KaK CIIEJICTBUE, PA3BUTHIO
OynbOapHBIX HAPYIICHUH, IIEHTPATLHON JbIXaTeIbHON HEAO0CTATOYHOCTH. CHMIITOMBI MOTYT BKJTHOUATh
HapylIeHUE TOXOAKH, MBIIIEYHYIO CIa00CTh, HEYKIIOKECTh MPU COXPAHHBIX MOTOPHBIX HAaBBIKAX H

IUCHYHKIIUIO MOUEBOTO IMY3bIPS.

KapnanbHblii TOHHETBHBINA CUHIIPOM — YacTas HeMpoIaTus CIaBJICHHs Y MAllMEHTOB B BO3pacTe OT 5 110
10 nmer m B3pocnbix. Ilpu oTCyTCcTBUM JleUeHHsST MOXKET MPUBECTH K HEoOpaTuMOMl KOHTpakType
JTUCTANIbHBIX MEX(aJaHTOBbIX CYCTaBOB, a TaKKe€ K HApyLIEHUIO WM NOTE€pPE YyBCTBUTEIBHOCTU
MEPBBIX TpeX MajblieB M Mape3y MbIi TeHapa. K coxkaleHuio, MalueHThl PEeIKo COOOIIAIT O

00JIEBBIX OIIYIICHHX, TOKA HE TMPOUCXOIUT TOTeps QYHKIUH.

CepaeuHo-cocyaucTasi CUCTeMa: XapaKTepHbl MOPOKM aopTajIbHOTO KJanaHa, KOapKTalus aopThl,

MUTPaJIbHBIA CTEHO3.

}KGJ'IYI[O'-IHO-KI/IIHGI—IHEUI CUCTCMA: OTMCUYAIOTCA ITaXOBO-MOIIOHOYHBLIC W ITYIIOYHBIC I'PBIXKH, HCUYACTO -

renaroCIeHOMETrausl.
Myxononucaxapuao3 tan [ H/S - mpomexxyTtounast popma
Cunonumsl: Cunapom ['ypnep-Illeiie.

OCHOBHBIE  KJIMHHUYECKHE IMPU3HAKU: JIMLEBBIC III/ICMOp(bI/II/I, TYTOIIOABHUKHOCTD CyCTaBOB,

HHU3KOPOCIOCTh, MOMYTHEHUE poroBullsl [ 1, 2, 5,7].

Buemnuii BuA: mepBble CUMOTOMBI 0OJ€3HU TOSBISAIOTCS K Bo3pacTty 3-8 JeT. XapaKTepHBI:
ckadouedanusa, makpouedanus, 3anaBlias MEPEHOCUIA, MyXJble T'yObl, TOMYTHEHHUE POTOBUIIBI,

MHKPOTHATHUsL, YMEPEHHBIN THIIEPTPUX03, YTOJIIIECHUE KOKHBIX IOKPOBOB.

KocTHas cucreMa: Ha MepBOM TOJy JKU3HH POCT B MpejieaX HOPMBI, 3aTeM TEMITbl POCTa CHIIKAIOTCH,
00yCITOBIMBAas HU3KOPOCIIOCTh. TeIoCIOKEeHHE TUCTIPOITOPIIHOHATFHOS. MHOKECTBECHHBIN JH30CTO3,
ckadornedanus, Makpouedanus. BamprycHeie mepopManmu ToJeHEH HE3HAUYUTEIHHO BBIPAKCHBI.
YMepeHHO OrpaHuYeHA MOJBUKHOCTD B CyCTaBax, ONMPEICISIFOTCS IU30CTO3bI, 00UKOOOpa3Has rpyaHas

KJIeTKa, KU(POCKOINO03, TUTIEPIIOPI03.



Oprasbl ObIXaHHS: 4YacThle pecnupaTopHbie 3a00JIeBaHMs B BUIEC PUHUTOB, OTUTOB, TUNEPTPOdUs

HEOHBIX MUHAAINH. BO3MOXXHO pa3BUTHE OOCTPYKUUNA JbIXaTENbHbBIX ITyTEH, CTEHO3 TOPTaHHU.
Opran 3peHus: HOMyTHEHHE POTOBUIIBI.

[lenTpanbHasi HEpPBHASI CHCTEMA: OTMEYAETCS 3aJEpKKAa TEMIIOB ICUXOPEYEBOIO PA3BUTHUS, IO3KE
nmosiBIIsieTcsl TIyOokast aemeHnms. KpaHwoBepTeOpaiabHBI CTEHO3 W MHEIOINATHS PAa3BHBACTCA Y
naiueHToB ¢ MIIC  BcmeactBue  rumominasum  3y0oBugHOro  orpoctka C2  TO3BOHKA,
aTJIAHTOAKCUAJIBHOM HecTaOuibHOCTH, omioxkeHuss ['AlT B TBep/oil MO3roBoil 00o0JiOUKE W 3a7HEH
MPOAOJIBHON CBSI3KE, UTO B JAJbHEHIIEM MPUBOJIUT K KOMIIPECCUOHHOW MHUENIONATUU HA 3TOM YPOBHE,
1 KaK CJICICTBHE, PA3BUTHIO OYIhOApHBIX HAPYIICHUH, ICHTPAIBHOW ABIXaTCIHFHON HEIO0CTAaTOYHOCTH.
CuMNTOMBI MOTYT BKJIIOYATh HAPYIICHHWE TOXOIKH, MBIIIEUHYIO CIa00CTh, HEYKIIOXKECTh MPHU
COXpaHHBIX MOTOPHBIX HaBbIKaX U NUCHYHKIIMIO MOYEBOTO IMy3bIpsi. TYHHEIBHBIM CUHIPOM - CUHAPOM
3aMsICTHOTO KaHama, cooOmiaromascs Tuaponedanus. XapaKTepHO pa3BUTHE NaXUMEHUHTHUTA B

IICHHOM OTACIIC, IPUBOAAIICTO K CAABJIICHUIO CIIMHHOTO MO3Ta U HOCHGHYIOIIIGﬁ MHUCIIOIIaTHUH.
CGpI[G‘IHO-COCYI[I/ICTaSI CUCTCMA: KJIAITaHHBIC ITOPOKHU CCpala.
>K€JIYI[O‘-IHO-KI/IHIef—IHa}I CHUCTCMA: I'CIIaTOCINICHOMCT AJIN A, ITaXOBO-MOIIOHOYHBIC U ITYIIOYHBIC I'PBIXKH.

Kak u mpu OONBIIMHCTBE PEIECCUBHBIX O0ONE3HEW KIMHUYECKUN MOIMMOpP(U3M OIpenenseTcs
OCTaTOYHON AaKTUBHOCTHIO (PEPMEHTOB M BIMSIET Ha TSHKECTh TEUEHUs W Bo3pacT nediota. B
3aBUCUMOCTH OT BO3pacTa Ae0r0Ta T€ WM WHBIE KIMHUYECKUE MPOSBICHUS MOTYT UMETh PA3IUYHYIO
CTEIIEHb BBIPAXXCHHOCTU. BrlpaxkeHHOCTh KiMHMYeckuX mnposieieHnii MIIC I B pazHom Bo3pacte

MoxkeT BapsupoBath (IIpunoxenue ['2).



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

HMuarno3z MIIC tun [ ycranaBiamBaeTcsi Ha OCHOBAaHMHM COBOKYIHOCTH AHAMHECTUYECKUX JIaHHBIX,
KJIMHUYECKUX  JaHHBIX, pPE3ylIbTaToB J1a0OpPATOPHOIO  UCCIENOBaHUS  (OMOXMMHYECKOTO U

MOJIEKYJISIPHO-T€HETUYECKOTO aHAIN3a).

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

snuguzapuvimu oucnaazuimu [5, 7].



2.1 /Kaa100bI 1 aHAMHE3

IIpu cobope anammesa u xncanod HeoOXOOUMO 00OpamMumv GHUMAHUE HA Cledyrouue Hcanlodvl u

aHamHecmu4eckue coobimusi:

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

o HU3KUU pOCM,

e ocpyoOnenue yepm auya,

e yacmovle pecnupamopHvle 3a001e8aHusl,;

e CHUDICEHUe ClyXa;

* CHUDICEHUE 3PeHUsl;

o MHOJCECMBEHHbIL  0Uu30cmo3  (Oegpopmayuu  yepena, 2pyoOHOU  KIemKu, NO360HOYHUKA,
KOHeuHocmell);

e Hapyuienue 0CaHKu - Kugo3s, cKonuo3,

o peyuousupyrowue epuloicu (dauje 08yCmopoHuue);

o NOMYMHEHUE PO2OBUYbL,

o yXyOuleHue NepeHoCUMOCMU PUULECKUX HASPY3OK;

e crnabocms 6 KOHEYHOCMAX,

e MY20N00BUINCHOCTb 8 CYCMABAX,

o MPYOHOCMU NOObEMA U3 NOJONHCEHUSL CUOSL U NEMHCA;

* U3MEHEHUe NOXOOKU,

* HEN0BKOCHIb MENIKOU MOMOPUKU,

e Hapyuienue KOHMpOJs 3a (PYHKYUAMU MA308bIX OP2AHO8,

® dANHO3 60 CHe.

Kanobwr u anammnes maxaice onucambvl epa30efze (KJIUHUYECKAA KapmuHay.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

IIpu ocmompe Heobx00umo oopamums 8HUMAHUE HA OCHOBHble KauHuyeckue npossienus MIIC I:

o 2pyOble uepmul aUYA;

o HU3KOPOCNOCHIb,

o MY20N00BUNCHOCb CYCMABOB,
* NOMYMHEHUEe PO2OBUYDL,

o cenamome2anusi;

o CHjeHOMe2aNusl;

e NAX080-MOUWIOHOYHbLE U NYNOYHbBIE 2PbIXCU (08YCIMOPOHHUE).

I100pobHo Oanmuvie huzuKaIbLHO20 00CIE008AHUSL ONUCAHBL 8 pa30ele «KIUHULECKas KAPMUHA Y.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

OcHoBHBIE naboparopHble MeTonbl mnoxarBepxkaeHUs auarHo3a MIICI BximrouaroT omnpezaeneHue
akTUBHOCTU (epMeHTa anb(a-L-uaypoHnassl, KOJIMYECTBEHHbIM U KauecTBEeHHBIN aHanu3 [Al" Mmoun
U MOJEKYJIsIpHO-TeHeTnYeckue uccienoBanus reHa IDUA. JlanHble ucciaeqoBaHUs MPOBOIATCS B

CIICHHUAJIN3UPOBAHHBIX TCHETHUYCCKHUX na6opaTopHﬂx.

o PexoMeHayeTcst 1IEbI0 OATBEPKACHUA AMarHo3a u ycraHosiieHus turna MIIC Bcem manueHTam
onpenenenue 'Al" B moue [7, 8].

YpoBeHb yoequTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIAUH — S).

KomMenTapuii: oawnnviti mecm s615emcs OOHUM U3 NEPBbIX NOOMBEPAHCOAIOUWUX OUOXUMUYECKUX
mecmog ona MIIC I muna. Ilpu xonuuecmeennom ananuse 8vlaenaiom nogviuieHue konyenmpayuu 1 AI
¢ Mouol, npu npogedenuu snexmpogopeza IAl" - nogviuiennyro sKckpeyuro depmamancyivghama u
eenapancyibpama ¢ mouou. Omu usmenenus Haoaooaromes maxdce npu MIIC 11, VII munos.
Yposeno I'Al" ssnsemcs eo3pacm-3asucumvim napamempom. Taxoce npu neexou gopme MIIC 1

KOHYyeHmpayus TAI' 6 moue mosicem ObIMb MUULL HE3HAYUMETBHO NOBbLULEHA.

o PexomeHmoBaHO BceM mnanMeHTaMm sl noaTrBepxkaeHus jguarHoza MIIC 1 onpenenenue
akTUBHOCTU alibda-L-uaypoHuaassl B KyiabType (udpoOsacToB, HU30JUPOBAHHBIX JICHKOIIMTOB,

1100 B MATHAX KPOBH, BHICYIIEHHBIX Ha (PrIIbTpoBasibHOM Oymare (¢punstp Ne903) [2,7,8].
YpoBeHnnb yoenuTebHOCTH J0Ka3aTedbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHIAUM — 5).

KomMmenTapuu: noxazamenu sensromes ochoguviMu aiabopamopuvimu kpumepuimu MIIC I muna. ¥V

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

o PexomeHnayercst BCeM MalMeHTaM CO CHHYKEHHOM aKTUBHOCTHIO (pepMeHTa anbda-L-uaypoHuaassl
C LENbI0 IOATBEPXKICHUS JHMAarHo3a Ha MOJIEKYJSIPHO-TEHETUYECKOM YPOBHE TIPOBEICHHUE

uccienosanus rena IDUA [9, 10].
YpoBeHb yoe1uTeJIbHOCTH 10KA3aTeNbCTB B (YpOBeHb J0CTOBEPHOCTH PEKOMEHAAIUN — 2).

KomMenTapuu: mecm Heobxooum 011 eepugurayuu OuacHo3ad HA MONEKYIAPHO-2eHemu4ecKom
yposHe. Buviasnenue cemetinou mymayuu 2ena IDUA Oenaem  603modcubiM — 0Ocnedosamue
pPOOCMBEHHUKO8 Nnpobanoda, a makdice npogedeHue npeHamaibHou U NpeumMniaHmayuoHHOol
ouaznocmuku. bonvwuncmeo mymayuii y nayuenmog ¢ MIIC I mozym b6vime 6bifgnensbl ¢ HOMOUbIO
cekseHuposanus no CoHzepy 6cex dK30HO08 U NPULe2aroujux K HUM YYACMKO8 UHMPOHO8 2€eHd, HO 8
HeOOoNbUIOM NpOYeHme Cayuaes Mymayuo ¢ NPUMeHeHuem CmaHoapmHulX Memooo8 0OHAPYI’CUMb He

yoaemcsi.

e Pexomenayercs Bcem nauumentam ¢ MIIC I npoBeneHne OMOXMMHUYECKOTO aHaiIW3a KpPOBU st
onpezeneHus (QyHKIMOHATBHOTO COCTOSHUS TICUEHHU, KOTOpas SBISICTCS OJHUM W3 OpPraHOB-
muteneit mpu MIIC (onpenenstor anannHamuHoTpancdepasy (AJIT), acmapraramunorpancdepasy
(ACT), oOuuii u npamoit omnpyOuH, XoJIecTepuH, Tpuruuepusl) [1, 2, 5].



YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHIAUM — 5).

e Pexomenayercs BceM nanuentam ¢ MIIC I npoBenenue oOmiero (KIMHUYECKOTO) aHAIN3a KPOBU
JUTsL OIICHKA OCHOBHBIX IMapaMETPOB KPOBETBOPEHUS U BBIABICHUS BO3MOXKHBIX WH(EKIIMOHHBIX

nporeccos [1, 2, 5].
YpoBeHb yoeauTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHAAUM — S).

KoMMeHTapUu: 6 C653U C 8bICOKUM PUCKOM PA36UMUS UHMEPKYPPEHMHBIX UHGEKYUL, ACNUPAYUOHHOU
nHesmonuu y nayuenmos ¢ MIIC pexomendyemcs npogederue 0aHH020 UCCIe008aHUsL He pedce 5 pa3 6

200.

o Pexomenayercs Bcem mamuentam ¢ MIIC I npoBenenue o01iero aHanusza MO4YM He pexe 4 pa3 B

TOJI JJ1s1 OLIEHKU COCTOSIHUSI MOYEBBIBOJIAIINX MYyTEH U novek [1, 2, 5].
YpoBeHb yoeauTeIbHOCTH A0Ka3aTebcTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHAAIUM — 5).

KomMmeHnTapuu: g ceia3u ¢ 8blcokum puckom pazeumusi UHMepKypPPEeHMHbIX UHGeKYUull y NayueHmaos ¢

MIIC pexomendyemcs nposedeHue 0aHH020 UCCLe008aHUsL He pedice 4 pa3 6 200.



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCccJIe0BAHUSA

e Pexomenayercs BceM marnuentam ¢ MIIC I npoBeaenue ynpTpasBykoBoro uccieaosanus (Y3UN)
OpraHoB OPIOLTHOM MOJOCTH C LEJbIO BBISBICHUS YBEIMUCHUN Pa3MEpOB MEUEHHU U CeNIe3eHKH [ 1, 2,
5].

YpoBeHb yoenquTeJbHOCTH J0KA3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIALUH — S).

KOMMeHTapI/II/I: BBIABIAIOMCA YMEPEHHAA cenamomezcaiusd uiu cenantocnilenHomecaiusl. Ha ¢0H€

mepanuu pasmepsvl Ne4YeHU U CeNIEe3EHKU YMERbUAIONICAL.

e PexoMeHayeTrcsi ¢ LEIbIO BBISIBICHUS MHOXXECTBEHHOro Jau3octo3a BceM naunueHtam ¢ MIIC 1
MIPOBEJICHNE PEHTIEeHOrpapuu MEHHOTO, IPYIHOTO U MOSCHUYHOTO OT/JENa MO3BOHOYHUKA, a TaKXKe

peHTreHorpaduu BepXHUX U HUKHUX KOHEUHocTel [1, 2, 5].
YpoBeHnnb yoenureabHOCTH 10Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHIAUM — 5).

KomMeHTapuu: guia61110mes Muodicecmeentvle OU30Cmo3vl ckagoyepanus, 2unoniaszus 3y008U0OH020
ompocmka C2-no360HKa, 00pconiombapuviil Kugo3 6 pezyivmame NIAMUCNOHOULUU, NOSACHUYHBLU
aunepnopoos. Onpedensiomcs wupokue peopa, KOpomKue Uz0eHymuole KioHuybl, SUNONIA3UsL 20/1080K
nieyegulx Kocmell U 8apycHas Oegopmayusi Nniedesvix Kocmel 6 HNPOKCUMANbHLIX 0moenax,
oucmanvHvle Muuzvl Kocmetl npeonieusbs CKoueHvl opye Kk opyey. 3adepoicka ¢hopmuposarnus soep
oxocmenenusi. Ilacmuvie Kocmu Kucmeil YKOPOUEHbl U CYHCEHbL — «3A0CMPEHbLY 8 NPOKCUMATILHBIX
omoenax, «CKOWEHHOCMbY BEPNIYICHLIX BNAOUH, OephopMuposanHvle, YNIOUJEHHblE 20N06KU

beoperHbIX Kocmell U 8albeyCHas 0eghopmayust ueex OeopeHHbIX Kocmell.

e Pexomenayercs Bcem manuentam ¢ MIIC I mposenenue snekrponeiipomuorpadpuun (QHMI'), ns

OILICHKHA (I)YHKI_[I/IOHaHBHOFO COCTOSAHUS MBIIIICYHBIX TKaHeﬁ, HepBOB n HepBHO-MBIIHeqHOfI Hepe[{a‘H/I
[1,2,5].

YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIALUH — S).

Kommentapuu: cmumynayuonnas IHMI nozeonsiem onpederums coasieHue CpPeOUHHO20 Hepsd

oasice 00 NOSABIEeHUS. CUMNIOMOS8 U OO0NIHCHA npoeodumbc;z, HAa4dYuHasd ¢ eospacma 4-5 nem eaxrcecoono.

e PexomenmgoBano npoeacHue ayauomerpuu BceM mnanueHtam ¢ MIIC I ¢ uenbro BbIsBICHUA

Tyroyxocti [1, 2, 5].
YpoBeHb yoenquTeJbHOCTH A0KA3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIAUH — 5).

KommenTapuu: myeoyxocmv pasnoii cmenenu  8bIpadCeHHOCMU XapakmepHa Oisi  OaHHO20
3abonesanus. OHa modrcem KOHOYKMUBHOU UMY HEUPOCEHCOPHOU UIU HOCUMb CMEULaHHbIU Xapakmep.
Pannee visignenue my2oyxocmu no3eonsem Yuyuiums Kaiecmeo HCUsHU Nayuenmos, ooecneuums um

nyyuee ooujeHue u odbyuenue.



o PexomeHnaoBaHo mpoBeneHHE uccienoBaHus QyHknuu BHemHero abixanus (DBJl) Bcem
nanuentaM ¢ MIIC I nns onenku 3(h(peKTUBHOCTH TPOBOAMMOMN TE€pANK, KOHTPOJIS 32 COCTOSIHUEM

OpOHXOJIETOYHOU cucTeMmsl [ 1, 2, 5].
YpoBeHb yoenuTebHOCTH 10Ka3aTedbCTB C (YPOBEHb J0CTOBEPHOCTH PeKOMEHIAUM — 5).

o PexoMeHI0BaHO MTPOBEICHNE UCCIEIOBAHMS PEHTTeHOTpadUu TPYIHON KIETKU BCEM MAaIlMEHTaM C

MIIC I npu HaIMuMyM ayCKyJapTaTUBHBIX U3MEHEHUH B Jerkux [1, 2, 5].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAALNH — 5)

o PexomengoBano nposeacHue anekTpodrHiedanorpadus (331 Bcem mammentam ¢ MIIC 1 s

CBOEBPEMEHHOM JUAarHOCTUKM 3nujerncu [1, 2, 5].
YpoBeHb yoeauTeIbHOCTH 10Ka3aTeJIbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHAAUM — 5).

e PexomengoBano nposenenue 91 ¢ Bugeomonutopunrom nanuentam ¢ MIIC 1, y koTopsix Obuin

SNUJIENITUYECKUE MTPUCTYTIBI B aHaMHe3e [ 1, 2, 5.
YpoBeHb yoeaquTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIAUH — S).

o PexomennoBaHo mpoBeacHue monucomHorpadun Bcem manueHtam ¢ MIIC I ams auarHOCTHKH

OOCTPYKTHBHOTO arHod cHa [1, 2, 5].
YpoBeHnb yoeauTeabHOCTH 10Ka3aTe1bCTB C (YPOBEHDb JOCTOBEPHOCTH PEKOMEHIANMH — 5)

o PexomengoBano mnposeneHue anekrpokapauorpapuu (OKI'), sxokapamorpapuu (Oxo0-KI),
xontepoBckoe MoHuTOopupoBanue DKI' u cyTouHO€ MOHUTOPUPOBAHHME APTEPUATBLHOTO J1aBIICHUS

BceM naruentam ¢ MIIC I i ouenku cocrosinus cepaua [1, 2, 5].
YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIALUH — S).

Kommenrapum: peeynsaproe npoeeoenue IKI, Oxo-KI, xonmeposckoco monumopuposanus IKI,
CYMOUHOe MOHUMOPUPOBAHUE aAPMEPUATbHO20 OdBIIeHUs. HeoOX00UMO nayueHmam ¢ OaHHOU

I/lal’l’lOJZOZueﬁ, mak Kak ¢ parnHezco eo3pacma y HUX ommedaromcs cepdewo-cacyducmble HAPYUEeHUAL.

o Pexomenayercsi Bcem manuentam ¢ MIIC I mpoBeaeHne MarHUTHO-pE30HAHCHOW Tomorpaduu
(MPT) ronoBHOro Mo3ra W IIEHHOr0 OT/AENa MO3BOHOYHUKA C IIEJIbIO BBISBICHHUS KOMIIPECCUU

CIIMHHOTO Mo3ra u ruapouedanuu [1, 2, 5].
YpoBeHb yoeauTeIbHOCTH A0Ka3aTebcTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHAAIUM — 5).

Kommenrapuu: Hecmabunonocms amianmoakcuanbHo20 cOYLeHeHUs Modxcem Oblmb GblAGNIEeHA NpU
penmeenocpaguu  weliHo2o omoend HNO360HOYHUKA C (QYHKYUOHATbHLIMU NpOOAMU, OOHAKO OJisl
NOOMBEPHCOCHUSI  KOMAPECCUU CHUHHO20 MO032a  6Cle0cmeue YmoaujeHus e20 000104eK U

Gdopmupyrowuxcsa aHomanuii no360HK08 mpebyemcs npogeoerue MPT.



o Pexomenayercss manmentam ¢ MIIC | koHcynmbTanus BpauoM-o(TaabMOJIOTOM U TPOBEACHHUE
UCCIICZIOBAaHUsl TEPEHEr0 CEerMEeHTa Ivla3a METOJOM OOKOBOTO OCBEIICHUS, HW3MEPEHUE
BHYTPHUIVIA3HOTO JABJICHHUS M OLECHKA COCTOSIHUS IJIA3HOTO JHA C LEJIbIO BBISBJIICHUS IJIAYKOMBI,

W3MEHEHHUS TTPO3PAYyHOCTH TJIa3HBIX CPEJl U COCTOSIHUS CETYATKH (€CIIM HE MPOBOIMIICS MOCCTHUE
12 mec.) [1, 2, 5].

YpoBeHb yoeauTeIbHOCTH 10Ka3aTeJLCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHAAUN — 5).

KommenTapumn: y 6onvnvix ¢ MIIC I ommeuaemcs pannee HepagHoMepHoe NOMYymHeHue po2osuybl. B
OoanvHelwem paseusaemcs 2naykoma, nuemenmuas oucmpogus cemuamxu. Pedko - omek oucka
3pUMeNbHO20 Hepaa.



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Jleueane MIIC Ttun 1 BrIIOYACT Kak IMAaTOTCHETHYECKOE JICUCHHWE, Ha3HAUCHHE hepmenmuoil
samecmumenvrou mepanuu (P®3T), Tak W NpoBeAeHHWE CHUMITOMATUYECKOW Tepanuu. Benenue
nanuentoB ¢ MIIC tun [ nmpeanonaraeT MynbTUANCIUIUIMHAPHBIN MOAXO0 C 0053aT€IbHBIM YYaCTUEM
HEBPOJIOTOB, T€HETUKOB, KAapIHOJOTOB, IMYJbMOHOJOTOB, TaCTPOIHTEPOJIOTOB, (PU3UOTEPANIEBTOB H

Bpaqeﬁ APYyrux CHeHHaHLHOCTeﬁ, HMCHOIIUX OIIBIT B JICHCHUHU 3TOI'0 PCAKOTO 3a00JIeBaHus.

3.1 I1IaToreHeTnuyeckKoe JeUYeHHE

o PexomengoBano nposeaenue ®P3T Bcem manueHtam ¢ ycTaHoBIeHHbIM auarHozom MIIC 1 ¢
LEJIbI0 3aMEJIEHUS TPOTrPECCUPOBAHUS 3a00JI€BaHUS, YMEHBILIECHUS pa3MEPOB IIEUEHH U CEJIE3EHKH,
yaydieHus: GyHKIUU ceplilia, CHUKEHUs YpoBHS dKCKpeTupyembix ['Al. PekomeHn0BaHHbIN pekuM
T03UPOBaAHUS: eXXeHenenbHoe BBeaeHne B 1o3e 100 EJI/kr B Bume B/B undysuun. [11-14, 17].

YpoBeHb yOeAUTEJIBbHOCTH A0KA3aTENbCTB A (YPOBEHb J0CTOBEPHOCTH peKoMeHaanum — 1).

KommenTapuu: Ilpenaparom ans ®3T sasnsercs maponmmaza** (kom ATX A16ABO05). B 1 wmn
pactBopa comepxkurcs 100 EJl (mpubnusurensHo 0,58 Mr) mapoHmmassi**. DTo0 pekoMOMHAHTHAsI
dopma uyenoBeueckoil anbha-L-uaypoHunassl, NPOU3BOAMMAST C HCIOIb30BAHUEM TEXHOJOTUHU
pexomOunanTHoit JIHK B kierounoit kynbrype kurtaiickux xomsukoB. D3T mnpegHazHaueHa s
BOCCTAHOBJICHHSI YPOBHSA ()ePMEHTHONU aKTUBHOCTH, JOCTATOYHOTO VISl TUAPOIN3a HAaKOTUICHHBIX [AlT
U JUIsl TIpEeNoTBpallleHusl UX JaybHeiliiero HakorvieHus. Ilocie BBeneHus napoHuaasa** ObICTpO
BBIBOJIUTCS M3 CHCTEMHOIO KPOBOTOKa M TOIIOIIAETCS KJIETKaMH, MOCTylasi B UX JIM30COMBI uepes
MaHHO030-0-(ocarHbie penenTtopbl. PeKOMEHIOBaHHBIM pEXUM JO3UPOBAHUA: €KEHEICIbHOE
BBezenue B no3e 100 EJI/xr B Buae B/B undy3uu. HauanbHas cKOpOCTh BBEACHHUS, COCTABISAOMIAs 2
EJl/kr/4, mpu Xopolieil MepeHOCUMOCTH MOXKET IOCTENEeHHO YBEIMYMBATHCA Kaxable 15 wmuH,
MakcumanbHo a0 43 EJl/kr/u. Bechb HeoOXoaumblii 00bEeM pacTBOpa [OJKEH OBbITh BBEJEH
MpUOIU3UTEILHO B TeueHue 3—4 1. [12, 13].

Crnenyer oOpailiaTh BHUMaHHE Ha COOJIIOJCHUE MHTEPBAJIOB MEXIYy HUH(PY3USIMU U HEJOMYCTUMOCTb
MIEPEPHIBOB B TEPAINH, T.K. HAPYIICHUE PEKHUMA JICYEHUSI COITPOBOXKAAETCS MMOTCHIIMAIBHBIM PUCKOM

YXYALIEHUS COCTOSHMS MalleHTa u nporpeccuposanust cumnromoB MIIC 1.

Nuanmmanua @3T nmaurentaM crapiie 18 JeT mo3BossieT yMEHbIIUTh Pa3Mepbl IEUEHH U CEIE3EHKU U

skckpenyu I'AT, BaMsiHME HA COCTOSIHME APYTUX CUCTEM OPTaHOB HE 3HAYUTEIIBHO.

V B3pocinbix nanueHToB ¢ MIIC I, koTopeiM B 1IeTCKOM Bo3pacTe Oblia Mpou3BeAeHa TPAHCIIAHTALIUS
remonodTudeckux crtBoioBbiXx KieTok (TI'CK), nHeoOxomumo mpoOU3BOIUTH MEPUOAUYECKYIO
KIIMHUYECKYIO OLEHKY KIMHUYECKHX CMMITOMOB, KOHTPOJIMPOBaTh ypoBeHb Al B Moue u He pexe

OJHOTO Ppa3a B TOJ OLEHUBAaTh AaKTUBHOCTh (¢epmeHta anb(a-L-unyponunazsl. B cioydae



POrPECCUPOBAHUs CHUMNTOMOB, yBenudeHuu [Al' B Mode, CHIDKEHUS aKTHBHOCTH ¢epMeHTa,

HE00X0IuMO paccMOTpeTh HazHaueHue O3T.

3.2 CuMnToMaTH4yeckKkoe JICUeHHue

e PexoMeHI0BaHO TIpOBEICHHE MEAUKAMEHTO3HON mpemenukanuu (R0O6 aHTUrUCTaMUHHBIMU
cpeactBamu v/ NO2B anTunupeTukamu) npu NOSBICHUHA MOOOYHBIX AJIJIEPTUYECKUX PEAKIHil ¢

nocnenytouie uHdysueit napounaazsr** [18].
YpoBeHnb yoenuTebHOCTH J0Ka3aTedbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHIAUM — 5).

e Pexomenayercs nanuentam ¢ MIIC I koHCynbTanuu ciaeAayromux COSUAINCTOB HE pexe 1 pa3za B

3 Mecsla Wi Yaue Npyu HAJIMYMU MOKa3aHUM: BpauoM-OTOIapPUHI0JIOTOM, BpauOM-HEBPOJIOTOM [ 1,
2,5,14,18].

YpoBeHb yoenuTeabHOCTH 10Ka3aTeIbCTB C (YPOBEHD 10CTOBEPHOCTH PeKOMeHIauN — 4).

o Pexomenpyercst nanuentam ¢ MIIC [ koHCynbranuu cieayronmx CuenuaiucToB He pexe 1 pasza B

6 MecsleB WM 4Yalle MPU HaJUYUU MOKAa3aHWM: BpPauoOM-KapAHOJOIOM, BpayoM-opTorenom. |1,
2,5,14,18].

YpoBeHb yoenuTeJbHOCTH A0KA3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PeKOMeHaauu — 4).

o Pexomenayercs nauuentam ¢ MIIC I koHCynbTanus BpauoM-Xupyprom (Ipy HAJIMYUU [1ATOJIOTUH,

TpeOyIoLIel XUpypruueckoro BMemarenscTsa) [1, 2,5,14,18].
YpoBeHb yOoeAuTeIbHOCTH A0Ka3aTe1bcTB C (YPOBEHb 10CTOBEPHOCTH PeKOMeHAaluu — 4).

e Pexomenayercss mnamuentam c¢ MIIC [ koHcynbranus BpauoM-IyJIbMOHOJIOTOM (IIPU HAJIWYUU
MaTOJIOTHH CO CTOPOHBI JAbIXaTeabHOM cuctemsl) [1, 2,5,14,18].

YpoBeHb yoeauTeIbHOCTH A0Ka3aTebcTB C (YPOBEHb 10CTOBEPHOCTH peKOMeHAaluu — 4).

Kommentapuu: V nayuenmos ¢ MIIC, nonyuarowux @31, kax u npu 6/6 8sedenuu 1006020 0py2020
benkosoeo npenapama, MoO2ym pazeumvcs NoOoOuHble peakyuu  (MUXOpaoka, 03Hob, peoma,
KPAnueHuya, msixiceivle Peakyutl SUnepuyecmeumenbHOCmu aulepeuiecko20 muna), npoucxoosujue
U 80 8pemsi UHGY3uu Uiy 6 meuenue OHs nposedenus ungysuu. Ilpu noserenuu no6OUHLIX peakyull
80 8pems/nocie UH@Y3UU PEKOMEHOYEemcs. COOmeemcemeayoujee iewenue, npu Komopom HeooXooumo
C1e008amb  COBPEMEHHbIM CMAHOAPMAM — OKA3AHUSL MEOUYUHCKOU NOMOwu  (NpOmueopeomuble

npenapamsl, R06 anmuecucmamunnvie cpeocmea, NO2B anmunupemuxu, 210KOKOPMUKOCMEPOUOHbLE
npenapamoi H02AB02).

Jleuenue xponuueckux 3abonesanuil (N0BEOEHUECKUX HAPYUEHU, OPMANTbMON0CUYECKUX HAPYUEHULL,
OPMONEOUHecKoll  namoaocu, CyoopodcHozco cunopoma, Al, cepoeunoii HedocmamounHocmu,

pPeyuOUBUPYIOWUX OMUMOS, YACMBIX PeCnupamopusix 3adonesanuti u op.) y nayuenmog ¢ MIIC 1



PEKOMEHO0BAHO NPOBOOUMb C YYemom Oeucmeyiowux KIUHUYeCKUX pPeKoMeHOayull, NPUHUMAsS 60
BHUMAHUE pe3YIbmamvl  KOMNJIEKCHOU OYeHKU CO CHMOPOHbI 8CeX OpeaHO8 U Ccucmem u

nepCcorHalIu3uUpoBaArHble Yeiau nayuermad.

Jleuenue nosedenueckux HapyuleHuti npo8oOUMcs HeEPOI02OM, ODbLIYHO UCHONb3YIOMCS CEOAMUBHbLE
cpedcmeda,  MpPAHKGUAUZAMOPLL,  KOPPEeKmopvl — nosedenus. Bvibop npenapama, 0o3uposka,
ONIUMENbHOCMb KYpca ONpeoensitomcs uHousudyaivio. Hauunarom npuem oannvix npenapamog noo

MmuamenvbHbiM 8PAYeOHbIM KOHMPOLEM 8 YCI08USAX KPY2LOCYMOUHO20 / OHe8HO20 CIMAYUOHAPA.

IIpu ogpmanvmonocuueckux HapywieHusx nposooumcs JiedeHue HO NOKA3aHUAM, no0Oop mepanuu

ocyujecmejiiemcsi Had OCHOBAHUU pekomendauud no jiederHuro coomeemcmeyrouux HO301102U.

Opmoneduyeckas Koppekyusi HapyuleHusi OCAHKU, KOHMPAKmMyp CYCmaso8 ¢ UCNOIb308AHUEM
HeXupypeudeckux Memooos GKuouaem @Quauonpoyedypsbl U J1eyeOHyr0 QU3IKYIbmypy, UCHONb3VIOM
opmoneouueckue ycmpotucmea. [1o nokazanusam ocywecmensiom Xupypeuieckoe jedeHue CUHOpomda
KApnanvHo20 KAHAid, npo8ooUmcs 3HOONPOme3uposanue mazooe0perHoco uiu KoaieHHO020 CyCmaed,

Koppucupyruiue ocmeoniomuu onst ucnpaeilenHusd ocu KOHeyHocmell.

Peyuousupyrowue omumol, uacmoele pecnupamopHvie 3a00/1e8aHUs 8EPXHUX ObIXAMENIbHbIX nymell

mpebyom nposedeHUss CUMRNMOMAmu4eckoll, anmubaxkmepuaivrou mepanuu [1, 14].

\%4 nayuernmos ¢ MIIC npu HAaauduu snujienmudecKux npucnynoe peKOJVleH()OGClHO ucnoavzoearnue

npenapanioe u cxem jledeHus, Ha OCHO6AHUU peKOMeHdauuﬁ Nno JleyeHuro dNULEeNCUll.

Pexomenoosano  ywacmue — MymbmuOUCYUNIUHAPHOU — KOMAHObLL 68  BEOeHUU  CepOeyHOll

Hedocmamounocmu y nayuenmos ¢ MIIC 1.

Ilpu newenuu apmepuanvroti eunepmonuu y nayueumos ¢ MIIC | pexomenoosano HazHaueHue
AHmMuU2UNepmeH3UBHOL mepanuu 8 COOMBEEmMCmeUn ¢ KIUHUYECKUMU peKoMeHOayuamu «Apmepuanvhast

cunepmoHnusl y 63pOocCjiblx).

e Pexomenpyercst naiuentam ¢ MIIC 1 ¢ HapyleHUsIMH MOTOPHUKH KETYA0YHO-KUIIEYHOTO TPAKTa
WCIIOJIb30BAHUE CIIAOUTENBHOTO, CTUMYJIUPYIONIETO TMEPUCTANBTUKY KHIICYHUKA, HampUuMep,

npenapar Jlakryno3za*™* no 15-45 mn B cytku [1,2].
YpoBeHb yoeauteabHocTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeIbCTB 5)

e Pexomenayercss nanuentam ¢ MIIC I npu xpoHuueckoil Helponarnueckod OOIM Ha3HAuUEHUE
MpenaparoB, BO3JACHCTBYIONIMX HA LIEHTPAIbHbIE MEXaHU3Mbl (POPMUPOBAHUS XPOHUUECKON OOIH:

AHTUKOHBYJBCAHTOB (/1032 MO0MPAETCs HHAUBUAYAIbHO), aHTHACTIPEeCcCcanToB [1,2].
YpoBenb yoenurTeabHOCTH pekoMeHaannu C (YypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 5)

Kommenrtapuu: [lonosxcumenvnozo sgppexma papmaxomepanuu xponuueckou 601U y nayueHmos c

MIIC mooicno Oobumbcs npu  yuéme NPUHUMAEMbIX NAYUEHMOM HpPenapamos u pe2yisapHom



MOHUNMOPUHZE bezonacnocmu eyerusl. lexl neyenuu 0601e6020 CMHOpOMCl Yy nayuenma Cﬂedyem

UCNONB308AMb HAUMEHEe UHBA3UBHDLL CNOCOO.

3.3 Xupypruueckoe jJe4eHue

Xupypruueckoe JsedeHne mnaunueHtroB ¢ MIIC 1 crmenmyer mpoBoauTh TOpU  y4acTHH
MYJBTUAUCUUILUIMHAPHON  KOMaHJIbl B COOTBETCTBUM C  JCHUCTBYIOIIMMHM  KIMHUYECKHUMU

PEKOMEHTALIASIMH.

e PexomeHayercsl manyeHTaM ¢ COXPAHHBIM MHTEIUIEKTOM M HapylleHueM (YHKIMH KUCTeH WU ¢
HapyILIEHUEM HEPBHOM IPOBOAMMOCTH 10 pe3yapraraM DOHMI onepanus 1eKkoMnpeccuu HEPBHBIX

CTBOJIOB, KOTOpasi MPUBOJUT K OBICTPOMY CTOWKOMY yayuiieHuto pynkuuu [1, 2, 14, 19-22].
YpoBeHb yOeauTeIbHOCTH peKoMeHAaunu B (YpoBeHb 10CTOBEPHOCTH A10Ka3aTENbCTB 3)

KommenTapuu: uwacmoma peyuougoé kapnanvbHoco MOHHENbHO20 CUHOPOMA YV NAYUEHMO8 C
pasnuunvimu munavu MIIC neuzeecmua. Ilockonvbky noeémophas Komnpeccusi MeouaHHo20 Heped
ecneocmeue  pyoyesamus Ui OMAONCEHUA  2NUKOZAMUHOSIUKAHO8 — 8O3MOJICHA,  Heo0X00UMO

npooondicams HabnoOeHue.

o Pexomenayercss mamuentam ¢ MIIC 1 Ttumma mpu cooOmaromeiics rtugpounedamuu ¢
MPOTPECCUPYIONMIUM YBEJIIMUCHHEM JKEIIYI0YKoB 1Mo JaHHbIM MPT w/unm moarBepaE¢HHBIM
MOBBIIICHUEM JIaBlieHUsl IepedpocnuHanbHON xuakoctu Oomnee 250-300 cm BomgHOTrO CTONIOA

BEHTPUKYJIO-IEpUTOHEAIBHOE IIyHTUpOBaHue [1, 2, 14, 19-22].
YpoBeHb yOequTEILHOCTH PpeKoMeHaannu B (YpoBeHb 10CTOBEPHOCTH 10Ka3aTENbCTB 3)

° PEKOMEHHOBaHO IIPOBCACHUC XUPYPIrudcCKoro BMCIIATCIILCTBA JIIA IHalMCHTOB C
JAUArHoCTUPOBAHHBIM CTCHO30M LIEHHOTO oTAca - ACKOMIIPECCHUM CIIMHHOI'O MO3ra, 4To HMCCT

pelarolee 3HaueHNe B yCTpaHEHUH cTeHo3a [1, 2, 14, 19-22].
YpoBeHb yOeAUTEJIbHOCTH 10KA3aTeNbCTB B (YPOBEHDb 10CTOBEPHOCTH peKOMeHaaluu — 3).

KommenTapuu: coaenenue cnumnno2o mo3ea npueooum K HeOOPAMUMbIM HEBPOLO2ULEeCKUM
HapyweHusm, Onepayuro ciedyem paccmMampueams oadce y NaAyueHmos 0e3 He8poI02udecKou
CUMNMOMAMUKU, eCNU Ca2UMmmanbHblil Ouamemp NO360HOYHO20 KAHANA cyxceH Oonee yem Ha 50%.
Xupypeuueckoe emewamenbcmeo OONNHCHO BLINOTHAMBCA PAHbUle DPA3GUMUS  HEBPOOSULECKUX

NpOosI6IeHULL.

o PexoMeHayeTcsi IPOBEICHUE XUPYPTUUECKOW 3aMEHBI Ta300€IpPEHHOTO WJIM KOJICHHOTO CYCTaBa,
KOPPUTHUPYIOIINE OCTCOTOMHUH KOCTEH KOHEYHOCTEH TpH BBIPAKCHHOM HApPyIICHUU (QYHKIIUHA
KOHEYHOCTH OOYyCIIOBJICHHOW JaedopMmaimeii Wiau apTpo3oM, MpH OTCyTCTBUHM dPdekra oT
KOHCepBaTuBHOU Tepanuu [ 1, 2, 14,20,22].

YpoBeHnb yoenuTebHOCTH 10Ka3aTedbCTB C (YPOBEHb J0CTOBEPHOCTH PpeKOMeHIauum — 4).



o Pexomenayercsi Bcem narmentam ¢ MIIC I mpoBeaeHne 6-Ti MUHYTHOTO TE€CTa C XOIbOOH aiis

OLIEHKH BbIHOCINUBOCTU (KOHTPOJIb 3 dexTruBHOCTH D3 T) (Ilpunoxenue 1'4) [1, 2, 14,17].

YpoBeHb yOeIUTEILHOCTH 10Ka3aTeILCTB B (YpoBeHBb 10CcTOBEPHOCTH pekoMeHaanuu — 1).



4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

Cneunduueckori peabunuranuu nauuentam ¢ MIIC 1 ne tpeOyerca. B kpyr peabuinTalinOHHBIX
meponpusaTuii manueHTaMm ¢ MIIC I moryT OBITH BKJIIOYEHBI 3aHATHS C TICHXOJIOTOM, OTABIX B
CIIEIMAJIM3UPOBAHHBIX CAHATOPHUAX, a TAKXKE COLMAJIbHAS aJanTalus C YyYaCTHEM CIECHHAIUCTOB U
COLIMAJIBHBIX Pa0OTHUKOB, Kypchl Maccaxka. Crnenuduueckue MeTo/bl peaOuiuTaluuu Mpu HaJIUuuuu

OCJI0KHECHUM YKa3aHbl B COOTBETCTBYIOIIUX pPa3aciiax.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKH

o PexomeHayercss KOHCyJbTallMs Bpada-TeHETHKa MoOcie ycraHoBleHUs auarHo3a MIIC manueHTy
WM ero OQUIUAIBHBIM TIPEACTABUTENSAM, C IEIbI0 Pa3bICHCHWM TE€HETHYECKOTO PHCKa,

00CyXI€HUSI BOBMOXXHOCTEH NMPEeHATATbHON U NMPEUMIUIAHTAI[MOHHON TMarHOCTHKY [2, 6].
YpoBeHb yoeauTeIbHOCTH 10Ka3aTeJIbCTB C (YPOBEHD I0CTOBEPHOCTH PeKOMeHAAUN — 4).

KommenTapmii: Cemvam ¢ 6onbmbiMu  OemoMu  PeKOMEHOYemcs — MeOUKO-2eHemu4eckoe
KOHCYIbMUpOBaHue ¢ Yelvio onpeoeienuss ceHemuiecko2o pucka. Kax u npu opyeux aymocomuo-
peuyeccusnvix 3aoonesanusx, npu MIIC mun I 01 xazcooi bepemeHHOCmU PUCK POXCOeHUs pebeHKa
cocmasnsiem 25%. B cemvsx, 20e ecmv 001bHOU pebEHOK, 803MONCHO Npogedenue NpeHamalbHou u
NPeUMNIAHMAYUOHHOU  OUACHOCMUKU. {11 3mo2o pooumensim HeobX00UMo 00pamumscs 6

cneyuanusupoearmble ouazHocmu4ecKue Jza60pam0puu u MQOMZ/;MHCKMQ ueHnmpol.

IIpenamanvhas OuacHocmMuka npoBOOUMCS MONEKYIAPHO-2EHeMUYECKUMU UTU  OUOXUMUYECKUMU
memooamu, nymem uccieoosanus /J[HK, evioenennou uz buonmama eopcun xopuona va 9-11 nedene
bepemeHHOCmMU UW/UMU  KIEMOK AMHUOMUYECKOU JHCUOKOCU, NA00HOU Kposu Ha 20-22 uedene

bepemennocmuu.

5.1 Ilpenaranbuas quarocruxka MIIC 1

o Pexomenayercsi TIpoBeIeHWE TpEHATAIbHOM JAMATHOCTUKH I JII0OOH  Mmochemyromen
OEpEMEHHOCTH B CEMbSX, OTATOIIEHHbIX XOTsA Obl ogHuM ciyuaem MIIC I, HO B ciyuyau jerkux
dbopm 00s1€3HH, pEIICHNUE O €€ MPOBEACHUHN JODKHO OBITh MPHUHSTO MOCIIE MOAPOOHOTO 00CYKACHUS

C ceMmbeid Bcex puckos [1,2].

YpoBeHb yoequTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIALUH — S).

6. Opranu3anusi MeIUIHAHCKON ITOMOLIH

IMoka3aHus I rOCHUTAIU3ANUMN B MEAULIMHCKYI0 OPraHU3alMI0:
Iloxka3zanus 1Ji NJIAHOBOM rocUTAJIU3AIUN:

e MIPOBCACHUC NUAT'HOCTHUKH U JICHCHUA, Tpe6y101uﬂe KpYyTJIIOCYTOYHOTO MCAUILIMHCKOT'O Ha6J'IIO,Z[CHI/IH;
e COCTOsAHHC, Tpe6yfomee AKTUBHOI'O JICUCHHA MW KPYITIOCYTOYHOI'O MCIAUITHUHCKOI'O Ha6JI}OI[eHI/I$[
(FpBI)KGCGLIeHI/Ie, OIICPATUBHOC JICUCHHC IIOPAXKXCHHA CYCTABOB, II0O3BOHOYHHKA, CKOJIHNO3,
AICHO3KTOMMUA, TOH3UIIDIKTOMMUAA, HCﬁpOXprpFH‘-IGCK&H JACKOMIIPECCHUA CHUHAPOMA 3aIsiICTHOIO
KaHalla, YCTAHOBKAa TPAHCTUMIIAHUYCCKOIO JpCHAXa IIpU CPCAHECM OTUTC, XHPYpPIrUiCCKasd

KOPPEKITUS MaTOJIOTHH cepaeyuHo - cocynucon cuctemsl (CCC) u apyrue);



e COCTOSIHHE, TpeOyrollee MPOBEACHUS BBICOKOTEXHOJOTHYHBIX METOMIOB JICYEHUS (B TOM YHCIIC
koHTpouIb 3 PexTuBHocTH TT'CK);

e OTCYyTCTBUE BO3MOXHOCTH obOecneueHus @O3T B aMOynaTOpHBIX M CTallMOHAPO3aMEIIAIOIINX
YCIIOBHUSIX;

e HEOOXOIMMOCTh IMPOBEACHHS PAa3IMYHBIX BHUJIOB JKCIEPTU3 WM OOCIENOBaHHS B MEAMIIMHCKON
OpraHu3alydyd IMPU HEBO3MOXKHOCTU IPOBEACHUS MX B aMOyJaTOPHBIX YCIOBHUAX, TPeOYyIOIIMX

JTUHAMHYECKOTO HAOMIOAeHUS (B TOM YHCie opopMiIeHNE 3aKT0ueHNs (PeaepalbHOT0 KOHCUITNYyMa).
Ioka3anusi NJI IKCTPEHHOM rOCIUTAIN3ANUMN:

e OCTpBIC 3a00JICBAHUS;

e 000CTpEHUs] XPOHUYCCKUX OOJIC3HEH;

e OTpPaBJICHUS W TPaBMBI, COCTOSHHS, TpeOyIOIINe WHTCHCHBHOW Tepallukd | TIEpeBoja B
peaHUMAIlMOHHBIC OTJCICHUS WM OTJACJICHUS WHTEHCHUBHOW Tepamuu (B TOM YHCJC MOOOYHBIC
peaKIuy, IPOUCXOASIINE BO TIporiecce MH(Y3UN WIM B TeueHUE JHS NpoBeneHus nHpysuun O3T,
IIEPBUKAIBHBIN CTEHO3 C KOMIIPECCHUEH CIIMHHOTO MO3ra M JPyTrHe YrpoKarollue >KM3HH OCTPhIC
COCTOSIHUSA), a TaK)Ke KPYyIIOCYTOYHOTO MEIUITMHCKOTO HAOIIOMCHUH W MPOBEACHUS CIEIIHATbHBIX

BHAIOB 00CJIEIOBAHMS U JICUCHHUS.
Iloka3aHus K BLINKUCKE MAIMEHTA U3 MeTHIIMHCKOW OPraHN3annu:

e OTCYTCTBHE yIPO3bI )KHU3HU OOJIHHOTO;

e OTCYTCTBHE yIpO3bI PA3BUTHSI OCIOKHEHUN, TPEOYIOIIMX HEOTI0KHOTO JICUCHHUS,

e CTaOWIM3AIUsl COCTOSIHUSIT M OCHOBHBIX KIIMHHKO-TA0OPAaTOPHBIX IOKA3aTeNIe MaTOJI0TUYECKOTO
mpoliecca Mo OCHOBHOMY 3a00JIEBaHHUIO;

e OTCYTCTBHE HEOOXOAMMOCTH B TIOCTOSHHOM BpadeOHOM U KPYIJIOCYTOYHOM MEAUIIMHCKOM
HaOJIIOICHUH TI0O OCHOBHOMY 3a00JI€BaHHUIO;

e HEOOXOMUMOCTH TepeBoAa OOJNBHOTO B JAPYryl0 OOJBHUILY WM YUYPEXKICHHUE COIMATHHOTO

obecrneyeHus.



6. Opranusanus oKa3aHusl MeJIUIUHCKON IMOMOIIH

IIpu mpoBeneHMM Hapko3a M HMHTyOaluMu HEOOXOOMMO IIOMHUTh O BBICOKOM PHCKE KOMIIPECCHUU
CIIMHHOTO MO3ra BCJEICTBUE HECTAOMJIBHOCTH aTIaHTOAaKCHajabHOro cycraBa. Koporkas mes,
OTrpaHUYEHHE MOJBMKHOCTU HMYKHEH 4YeNIOCTH, YBEJIMUYEHHUE $3bIKA, BBIPAKEHHAs Truneprpodus
aJICHOUJIOB M MMHJAJIMH CO3JAl0T NHpoOJIeMbl NMpH NPOBEJCHUM AHECTE3UOJOIMUYECKOro Iocoous,
II09TOMY IPEINOYTEHUE CIEYET OT1aBaTh MECTHOMY WJIM PETHOHAIBHOMY 00e300muBanuto. [lanuent
IIPEIBAPUTEIIBHO KOHCYJIBTHPYETCSI BpauOM-KapAuOJIOTOM, OTOPHUHOJIAPUHIOJIOIOM, AHECTE3UOJOTOM,
HeBponaronoroM.  OOs3aTeIbHO  MPOBEJEHHE  IIOJHOTNO  KapJUOJIOTMYECKOro  0OCienOBaHMS,
nonucoMHorpaduu (UIsl BBISBICHUS CTENEHU JAbIXaTeIbHBIX HApyIIEHWi), MpU HEOOXOOUMOCTH -
SH/IOCKONHUH HOCOITIOTKM M KOMIIBIOTEPHON TOMorpaduu jerkux. OneparuBHOE BMENIATEIbCTBO C
aHecTe3uell HeoOXOAMMO NPOBOJUTH B KPYIHBIX MEAMIMHCKHUX LEHTPaxX, MMEIOLIUX OTAEICHHE
peannmanuu 1 uHTeHCUBHOM Tepanuu (OPUT), Tak kak uHTyOanus u mocienyromas 3KeTyOanus y

TAKUX MAIMEHTOB MOXKET BbI3BaTh 3arpyaHeHus [1-3].



7. JlonnoJtHUTEIbHAA MH(pOpMaNUA (B TOM YHUCJIE
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSIHMA)



Kpurepun oieHKH Ka4yecTBa MEIUIUHCKOU MOMOILIH

Ne Kputepumn kauecrtBa OueHka
BbIMNOSIHEHUS
1 BbinosiHeHO onpefeneHne ypoBHA W crnektpa MAI Moun (MpW NMOCTaHOBKE AMArHo3a U ecnu He H
. NpOBOAMIOCH B NPeALecTsyolme 6 MecaLes) Ha/Hert
2. BbinonHeHO onpeneneHne akTUMBHOCTU anbda L naypoHmaasel B nenkoumtax nepmdepunyeckon H
KPOBW WM NSITHAX BbICYLWEHHOW KPOBWM U/WUAM MONEKYISIPHO-FeHETUYECKoe MWCCnenoBaHue Ha/Her
(BbiiBNeHMe MyTaunii B reHe IDUA,) (Npy nocTaHOBKe AMarHosa)
3 BbIMOMIHEHO  Ha3HayeHue  (epMeHTHOW  3aMecTUTEsSIbHOM  Tepanum C  MPUMEHEHUEM H
. napoHugasbi** B gose 100 E[l/kr B BuAe B/B MHPY3UK exeHeaenbHO Ha/Het
4 BoinonHenbl  3KI,  3xo0-KI,  xonTteposBckoe  MoHuTOopupoBaHme 3SKI  ©  cyTo4yHoe H
: MOHUTOPUPOBaHWE apTEpPUanbHOro AaBAEHWs (ECAM He MpOBOAWMAOCH npeawecTsytowme 12 | HAa/Her
MecsiLeB)
5 BbinonHeHo Y3M opraHoB 6ptolLHOM MOIOCTU -OnpeAesieHMe pa3MepoB NevYeHn U cene3eHkn no H
. AAHHbIM YNbTPA3BYKOBOIro MCcnefoBaHus (ecniv He NpoBoAMIOCh nocneaHne 12 mecsaues) Ha/Her
6. BbinonHeHa anekTposHuedanorpamma (€cnm He NPoBOAMIIOCL B nocneaHne 12 mMecsues) [a/Het
7. BbinosiHeHa peHTreHorpadus opraHoB rpyaHOM KNeTKW (ecnivM He npoBoAunaachb nocneaHue 12 H
MecsLeB) Ha/Het
8. BbinosHeHa MarHMTHO-pe30HaHCHasi ToMorpadus WernHOro oTaena MO3BOHOYHMKA (ecin He H
NpoBOAMIOCH B NocneaHne 24 mecsues) Aa/Het
9. BbinosiHeHa KoMnbloTepHas ToMorpadus MM MarHWTHO-pe30HaHCHas ToMorpadus ros0BHOMo H
Mo3ra (ecnu He NpoBOAMIIOCH B NoCieAHue 24 Mecaues) Ha/Het
10 BbinonHeHO onpeaeneHne CKOPOCTU HEPBHOM NMPOBOAMMOCTMU 3MeKTpoHerpoMuorpadum (3HMI) H
: (ecnu He npoBoOAMNOCH NocneaHne 12 MecsaueB) Ha/Her
BbinosiHeHO onpegeneHne yHKUMM BHELHEro AblXxaHusa (ecnn He NpoBOAMNOCH nocnegHune 12
11. Ha/Het
MecsLeB)
12 BbinonHeHa nonncomHorpadusa (ecnu He npoBoaunacb nocneaHmne 12 mMecsues) Na/Her
13 BbinoniHeHa peHTreHorpadus LWeNWHOro, rpyaHOro M MOSICHUYHOrO oTAenia Mo3BOHOYHMKA, a H
. TaKXe peHTreHorpaum BEPXHUX U HUXHUX KOHEYHOCTeW (ecnn He npoBoAunacb nocnenHuve Aa/Het
12 mMecsaueB)
BbinonHeHa ayamomeTpus (ecnv He npoBoauniack nocneaHve 12 mecsiues
14. yA pust ( pOBOA 0 ues) Na/Het




BbinosiHeHa KOHCynbTauus Bpa‘-IOM'OCbTaJ'IbMOI'IOFOM n unccnegoBaHMa nepeaHero CerMeHTa

15. rnasa MeToAoM OOKOBOro OCBELUEHUS, W3MepeHWe BHYTPUrAa3HOro JAaBfeHUs U OueHKa Ha/Her
COCTOSIHWSA TNA3HOr0 AHa C Le/bl0 BbISIBJIEHUS T1ayKOMbl, M3MEHEHUS MPO3PayvyHOCTU M1a3HbIX
cpea M COCTOsIHUSI ceTyaTku (MpyM HanuuMu naTonorMuM 3peHust) (ecnv He MNpoBOAMACS
nocnegHune 12 mec.)
16 BbinonHEeHa KOHCy/AbTauus BPavyOM-TEHETMKOM MNpW  yCTAHOBMEHMW AMarHosa W npu H
. niaHnMpoBaHun 6GepeMeHHOCTN B CeMbe Aa/Het
17 BbinonHeHa KOHCyfbTauusi BpPavyoM-KapAMONIONOM TMpU  HalIWMuyMu  NaTonorumM  cepaevHo- H
. COCYANCTOW cUCTeMbl (€CAM He NPOBOAWACS MOCieaHue 6 Mec.) Ha/Her
18 BbinonHeHa KOHCyNbTauus BpPayoM-OTOAPUMHIONOroM (MPU HanMYMm MNaToNorMmM CO CTOPOHbI H
: JIOP-opraHoB 1/vnun BepXHUX AbixaTesnbHbIX NyTen) (ecnm He NpoBOAMNCS nocneaHue 3 mMec.) Ha/Her
19 BbinonHeHa KOHCynbTauus BPavyoOM-HEBPOSIOrOM MPW  HaaW4yMM  MATONOMMM  CO  CTOPOHBI H
. LEeHTpasibHON HEPBHOW CcMCTeMbI (eCcnn He NpoBOAUCSA nocneaHue 3 Mec.) Aa/Het
20 BbinonHeHa KOHCyNbTauus BpayoM-OpTOMeAoM MpW HasauyuMu MaTosIorMuM CO CTOPOHbI OMOPHO- H
. ABUraTenbHOro annapara (ecnm He NpoBoAWACS nocneaHue 6 mec.) Aa/Het
21 BbinonHeHa KOHCy/NbTauMsi BpadoM-xupyprom (Mpyv  Hanuumu natonoruu, Tpebytolein H
. XVPYPrMyeckoro BMellaTenbCcTea) Ha/Her
22 BbinonHeHa KOHCy/nbTauuMs BpPayYoOM-MysIbMOHOOrOM (MPW HaaMyMKM MNATONOMMM CO CTOPOHBI H
‘ [blXaTesIbHOW CUCTEMBbI) Ha/Her
BbinofHEH 6-TM MUHYTHbIN TecT ¢ XoAbbol (ecnn He NpoBOAMACS nocneaHue 6 mec.)
23. Oa/Het
24 BbinonHeH 61MoxXMMmYecKnin aHanus KpOBU (anaHnHaMuHoTpaHcdepasa (ANT), H
. acnaptatamuHoTpaHcdepasa  (ACT), obwmii W NpsMol  6uaupybuH,  xonectepur, | £a/Het
Tpuranuepuanl) (ecnm He NPoBOAWMCS B NpeallecTByowmne 6 mecsues)
BbinosiHeH o6Wnin (KAMHWYECKUIA) aHanu3a KpoBu (ecsiv He NpoBOAMCSA B NpejLlecTsyowme 2
25. MecsLes) Na/Het
26 BbinosHeH obwmMii  aHanmM3a Moun (ecnm He NPOBOAWMIICS B MpefllecTByowme 3 Mecsaua) Na/Het
27 MpoBeneHO XMPYpPruyeckoro BMeLwaTenbCTBa A5 MauMeHTOB C AMArHOCTMPOBAHHbIM CTEHO30M Na/Het

LIENHOro otaena - geKoMnpeccmm CNMHHOro Mo3ra
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke M mepecMOTpPy KIHHUYECKHX
pPeKOMeHaalnm

. KyneB Cepreit UBanoBu - ui.-kopp PAMH, a.m.1., nupektop ®I'BHY "Meauko-reneTnueckuii

"

Hay4yHbIM LeHTp uM. akaaemuka H.II.boukosa
reHeTukoB (AMI).

, llpesmpmeHt Acconuanuum MEIMIIMHCKUAX

. Hama3zoBa-bapanosa Jleiiiia CelimypoBHa- akanemuk PAH, npodeccop, a.m.H., [Ipencenarens

Ncnonkoma Coro3a neauarpoB Poccum.

. bapanoB Aujekcanap AJjekcanapoBuy- akagemMuk PAH, mnpodeccop, a.m.H., [loderHbrit

[Ipencenarens Mcnonkoma Coro3a nenmarpoB Poccuu. Harpaner: Opaen Tpynmosoro Kpachoro
3namenu, Oppaen Ilouera, Opaen «3a 3acinyru nepea OtedectBom» IV crenenu, OpaeH «3a

3aciyru nepea OreuectBom» III crenenu.

. Bamakmanze Haro /IzkymOepoBHa- a.M.H., jdoueHT kadeaps! (axynsrerckoil neauarpun 11D

OI'bOY BO PHUMY wumenn H.U. [MuporoBa, UHCTUTYT meauaTpuu U OXpPaHbl 3I0POBbS JETEH
KB PAH, unen Coro3a nenuarpoB Poccum.

.3axapoBa Exarepuna IOpbeBHa -1.M.H., 3aBenyromas Jaboparopueil HacleCTBEHHBIX

oonesneir obmena @OI'BHY "Menuko-reHeTUYeCKU HAaydHbId LEHTP WM. aKaJeMUKa
H.IT.boukoBa", wien Poccuiickoro oOmiecTBa MEIUIIMHCKAX TEHETHUKOB, YJIEH EBPOICHCKOTO

o0IiecTBa 1Mo U3y4eHUI0 HACIeACTBeHHBIX Oone3neit ooMeHa BemectB (SSIEM).

. JlJapuonosa Baugentuna MHWabuauuyHa- 1a.M.H., OIBHY "HHcruryT sKCnepuMeHTaIbHOU

MeaunuHe!", wieH Poccuiickoro o0mecTBa MEIUIIMHCKUX T€HETHKOB.

. MuxaiisioBa CBemiana BuranbeBHa -1.M.H., 3aBeayromas otnaesieHueM PI'BY «Poccuiickas

Jlerckas Knuanueckas bonpauiay M3 PO.

. Huxutun Cepreii CepreeBud - 1.M.H., ipodeccop, npeacenarens «OOLIecTBa CenuagIucToB Mo

HCPBHO-MbLIIICYHBIM 3a00JI€BAHUSIM.

. Cemauknna Ayuia HukojaeBHa- JI.M.H., IH.C. OTACJICHHS KIMHUYECKON TeHeTnku PI'BY

«MockoBcknii HUM neamatpum u nerckoil xupyprum MunznpaBa Poccun», unen Acconuanuu
MEIUIIMHCKUX TeHETUKOB (AMI).

Bocko6oeBa Ejnena FOpbeBHa - K.M.H., B.H.C. 1a00paTOpUH HACIICICTBEHHBIX OOJIe3HEH OOMeHa
OI'BHY "Meauko-reHeTuuecKruii Hay4YHbIN LEHTpP".

Ky3enkoBa Jlronmuina MuxailjioBHA- J1.M.H., 3aBEAYIOIIAsl OTAEJICHHEM IICUXOHEBPOJIOTHH W
ncuxocomarnueckord mnaronorun OI'AY "Hayuselid MEIMIIMHCKUI HCCIEAOBATEIbCKUM LEHTP
3n0poBbs aerei" M3 PO, unen Coro3a nenuarpos Poccun.

BaiinakoBa TI'aiamna BukTopoBHa- K.0.H., Beayluid Hay4yHbId COTPYIHUK JabopaTopuu
Hacle[ACTBeHHBIX Ooisie3Heir ooMmena DPI'BHY "Menuko-reHeTHYECKU HAy4HBIA IIEHTP WM.
akagemuka H.I1.boukoBa", uien Poccuiickoro oo01iecTBa MEIUIIMHCKUX T€EHETUKOB.

JloOo:xkannaze Tuna BUKTOpOBHA- K.M.H., 3aBEAyIOIIas THEBHBIM CTAllMOHAPOM U OTAEIICHUEM
naanuatuBHor MequuHabl I'BY3 "I'Kb Ne 64 JI3M".

MuxaiiioBa Jlronmuina KoHcraHTMHOBHA - 1.M.H., mpodeccop, ydeHbd cekpetaph DPI'BY
"HarnmoHanbHbI MEAUIIMHCKUM HCCIIEIOBATENILCKUI LIEHTP TPABMATOJIOTMK U OPTOIEIUN MUMEHU
H.H. IIpuoposa" M3 PO.



15. IHonsikoBa Oubra AjekcaHaApoBHA- JeTckuil opromnen, TpaBmaroior OI'BY «HauuonanbHbIl
MEIULIUHCKANA UCCIIEeI0BAaTEIbCKUI LEHTp TpaBmaronoruu u oproneauu umenn H.H. IIpuoposa"
M3 PO.

16. Moucees  Cepreii BajeHTMHOBWY- J.M.H., 3aBeAylONMi  Kadeapoil  BHYTPEHHUX,
npodeccuonanbubix 6onesneit u pepmaronorun PIAOY BO Ilepswiit MI'MY um. .M. Ceuenona
(CeuenoBckuit yuusepcurer) M3 PO

17. IlonkaernoBa Tarbsina BiaaamMupoBHa- K.M.H., C.H.C. JJaAOOpAaTOPUHU PEIKUX HACIEIACTBEHHBIX
6onesneli y aereit ®I'AY "HayuHbiit MEAUIIMHCKUN HMCCIENOBATENBCKUN TIEHTP 370POBBS JeTei"
M3 P®, unen Coro3a nenuarpoB Poccum.

18. ¥manoa Ouabra BacuabeBHa- k.M.H., OOO «Menuko-reHeTUYECKU LEHTP «lE€HOM»Y,
npeaceaarenb Hwukeropoackoro otaenenus POMI, pykoBoaurtens ILleHTpa MeauuuMHCKON
reHetuk ®I'BOY BO «ITUMVY» Munsznpasa Poccun, r. Huxnuit Hosropog.

ABTOpBI TOATBEPKAAIOT OTCYTCTBUE (UHAHCOBOM MONACPKKHU/KOH(PIUKTa HHTEPECOB, KOTOPHIi

HE00X0IMMO 00HAPOI0BATh.



IIpunoxkenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

Hacrosimue pexoMeHmanuu NpeIHa3HAauYeHbl ISl NMPUMEHEHUS MEIWLIHMHCKUMHU OpPraHU3aLUsSMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX M MYHUIMUNAIBHBIX OPraHoOB yIPABIICHUS
3[paBOOXPAHEHUEM, CUCTEM 00sI3aTEIBHOTO M TOOPOBOJIBLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYTUMU
MEAMIMHCKAMU OPraHU3alMSIMH  Pa3IMYHBIX OPraHU3alMOHHO-NIPABOBBIX (OPM JESTENBHOCTH,

HANPaBIICHHOW HA OKa3aHUE MEIUIUHCKOU MTOMOUIH.

Hacrosimiye pexoMeHJaluy yCTaHaBIMBAKOT BUbl, 00b€M W HHIUKATOPBl KauyeCcTBa MEIULIMHCKOU
nomouu nauuedtaMm npu MIIC I u O6pmn pacecmotpensl 1-2 utonst 2018 roga B pamkax Hayuho-

npakTudeckoro koHrpecca «Opdanusie 0one3nm» B Mockae.

Knunndeckue pekoMeHIaMK CO37laHbl HA OCHOBAaHWHU CHUCTEMAaTHYEeCKOTo 0030pa juteparypbl 1992-
2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, ¢
WCIIOb30BAHMEM  CO3MaHHBIX  mpoTokoigoB  (Muenzer J, Wraith J.E., Clarke L.A.
Mucopolysaccharidosis I: management and treatment guidelines. Pediatrics. 2009; 123(1):19-29;
Martins AM, Dualibi AP, Norato D et al. Guidelines for the Management of Mucopolysaccharidosis
Type 1. J Pediatr. 2009; 155(4); (2):32-46) COBpEMEHHBIX MEXKIYHAPOIHBIX KIMHUYECKUX

PEKOMEHIAININ 110 JUATHOCTUKE, JICUCHHUIO U BEJICHUIO OOJBHBIX C META0OJNUYSCKUMHU OOJIC3HSIMHU.

MyKOHOJ'H/ICElXapI/II[O?»BI OTHOCATCA K PCAKHM HACICACTBCHHBIM 336OHeBaHI/IHM, YTO HMCKIIHOYacCT
BO3MOXXHOCTb IIPOBCACHHA OOJIBIITNX KOTOPTHBIX W PAaHAOMU3HUPOBAHHBIX KOHTPOJIHMPOBAHHBIX
HCCJIGIIOBaHI/IfI U il CO3HAaHHA TPOTOKOJIOB HOUAHOCTUKU W TCPANMHU HUCIIOJIb3YIOTCA JIMIIb

TEMATUYCCKUC UCCIICA0BAHM: DOKCIICPTOB, OHY6JII/IKOBaHHBIC B IIOCJIICAHHUEC OBA NJCCATHUIICTHA.

OlneHKka KadyecTBa JOKA3aTeIbCTB M CUJIBI PEKOMEHJAIUMN MPUMEHEHHUS MEAUIIMHCKUX TEXHOJIOTHI

MIPOBOJUIIACH B COOTBETCTBUU C YHU(UIIMPOBAHHOMN IIKAJION, TPUBEJEHHON B Tabnuax 1-3.

I__IeJ'leBaH AYAUTOPUSA TAHHBIX KIWHUYECKHUX peKOMeHH@Hﬁ:

. Bpauu o01ieii BpaueGHOM NpaKkTUKK (CEMEMHbIE Bpayun);
. Bpauu- neguarpsi;

. Bpaun-tepanesTsr;

. Bpauu-reneruku;

. Bpaun-naboparopHble T€HETUKH;

. Bpaun-kapauosoru;

. Bpa‘-II/I-I[CTCKI/Ie KapanuoJIoru,
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. Bpauu- nespouoru;

Ne)

. Bpauun- penrrenosnoru;
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. Bpaun ¢hyHKIIMOHAIBPHOM THAarHOCTHKY;

o
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. Bpaun-otopuHONIapuHIronory;

—
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. MeaunuHcKkue NCuxoaory;

p—
(98]

. Ctynentsl MenuiuHckux BY308B;

[—
N

. OOyuaronecs B OpAMHATYpPE U UHTEPHATYpE.



Tabomuuma 1. Illkana ouenku ypoBHeEH npoctoBepHOcTH JokazarenbcTB (YJ) s meronos
JTUATHOCTHUKH (IMarHOCTHYECKUX BMEIIATEIHCTRB)

yaa PacwudpoBka

1 Cucrtematnyeckme 0630pbl UCCNeAOBaHWI C KOHTposnieM pedepeHCHbIM MeToAO0M WM  CcUCcTeMaTMyeckmin 0630p
paHAOMU3MPOBAHHbIX KIIMHUYECKUX UCCNEeA0BaHUIA C MPUMEHEHWEM MeTa-aHannsa

2 OTaenbHble nccnepoBaHus C KOHTpOJ1EM DECDEPEHCHbIM METOAO0M UNN OTAENbHbIE PaHAOMU3NPOBAHHbIE KJIIMHUYECKNE
nccnenoBaHna M CcUCteMaTnyeckue 0630pb| nccnenoBaHmn noboro An3anHa, 3a UCKAK4YeHneMm paHAOMU3UPOBAHHDbIX
KINMUMHU4YECKNUX nccneaoBsaHnn, C npumMeHeHnMeM MeTa-aHallim3a

3 WccnenoBaHus 6e3 MnocnefoBaTeNlbHOrO KOHTPONs pedepeHCHbIM MeTOAOM WM UCCefoBaHus € pedepeHCHbIM
METOAOM, He SBNAWMUMCS HE3aBUCUMMbIM OT WCCIEQYyEMOro MeToja WM HepaHAOMWU3MPOBaHHbIE CpPaBHUTESNbHbIE
nccrnefoBaHUs, B TOM UYnUCNe KOrOPTHbIE UCCNefoBaHMS

4 HecpaBHUTeNbHbIE NCCNIEA0BAHUSA, ONMUCAHUE KJIMHUYECKOro criydas

5 NmeeTcsa nuwb 060CHOBaHWE MexXaHM3Ma AEeNCTBUSA N MHEHUE 3KCNepToB

Tab6muma 2. Illkana oueHku ypoBHEH ngocrtoBepHOCTH pAokazarenbetB (YI) s meTonoB
NpoUIaKTUKHY, Je4eHus MU peadunutanuu (IpoUIaKTUYECKUX, JI€4eOHBbIX, pPeadMIMTALIMOHHBIX

BMEIIIATEIIbCTB)

yan Pacwmdcdposka

1 CucrtemaTtnyeckumit 063op PKW ¢ npymMeHeHnem meTa-aHanmsa

2 OTaenbHble PKU 1 cucTteMaTuyeckne o630pbl MCCleaoBaHUin Nioboro AmsaiHa, 3a uckioveHneMm PKU, ¢ npuMmeHeHueMm
MeTa-aHanmsa

3 HepaHAOMU3NPOBaHHbIE CPAaBHUTENbHbIE UCCNIEA0BAHUS, B T.4. KOrOPTHbIE UCCIEA0BaHUSA

4 HecpaBHWTENbHbIE WCCNIEA0BaHWS, OMWCaHME KIMHWUYECKOro c/lydas MM CEepuM Cry4vyaeB, WUCCNefoBaHMsa <«Ciydai-
KOHTPO/b>»

5 NMeeTca nvwb 060CHOBAHWE MexaHu3Ma [AEeNCTBMA BMellaTenbCTBa (AOKIMHUUECKUE WCCNEeAoBaHUsA) WM MHEeHue
3KCnepToB

Ta6aumua 3. Illkana oneHku ypoBHEH yoOemuTenbHOCTH pekoMeHmanuid (YYP) mns meronos
npodUIAKTUKY, TUATHOCTHKH, JIeueHUs M peadbunutanuu (mpoduiIakTHUECKHX, JUArHOCTUYECKUX,

ne4eOHBIX, peaOUIUTAMOHHBIX BMEIIATEIbCTB)

YYP PacwundcdpoBka

A CunbHasa pekoMeHzaumsa (Bce paccMaTpuBaeMble KpUTepun 3P heKTUBHOCTU (MCXOAbI) SIBASIKOTCS BaXXHbIMKU, BCe
nccnenoBaHMs MMET BbICOKOE WAW  YAOBNETBOPUTENIbHOE METOAOJSIOrMYeckoe KayecTBO, WX BbIBOAbl MO
WHTEpEeCYoLWMM NCXoAaM SABASKOTCS COrnacoBaHHbIMKN)

B YcnoBHaa pekoMeHaaumsa (He Bce paccMaTpuBaeMble Kputepun 3hdOeKTUBHOCTU (MCXOAbl) ABMASIOTCA BaXKHbIMMU,
He BCe MWCC/MedOBaHUs WMMET BbICOKOE WAW YAOBMNETBOPUTENbHOE METOAOJIOrMYEecKoe KauyecTBOo M/Uin ux
BbIBOAbl MO MHTEPECYIOLNM UCXOAaM HE SIBAISIIOTCS COrflacoBaHHbIMK)

C Cnabasa pekoMeHAauust (OTCYTCTBME AOKa3aTesNbCTB HaZNexallero kayectsa (Bce paccMaTpuBaeMble KpUTepun
apdpeKkTUBHOCTM (MCXOAbl) SBAAKTCS HEBaXKHbIMU, BCE WCCIEA0BaHMS WMMEKT HMU3KOe MEeTOAO0sI0rMyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAaM HEe ABMSIKOTCS COrNacoBaHHbIMMN)

IMopsiiok 0OHOBJIEHNSI KIIMHUYECKUX PEKOMEH/IalHid.

MexaHusM OOHOBJIEHUS KJIMHUYECKUX PEKOMEHJAIMNA MpeaycMaTpUBaeT HX CUCTEMaTHYECKYIO
aKTyaJIU3allMl0 — HE PEXE 4YeM OJWH pa3 B TPU TOJa, a TAKKE MPHU IMOABIECHUH HOBBIX JAHHBIX C
MTO3HITMU JI0Ka3aTeIbHONW MEIUIIMHBI TI0 BOMPOCAM JHATHOCTHKH, JICUCHHs, NPOGUIAKTHKA U
peaduIuTaly KOHKPETHBIX 3a00JIeBaHU, HAJTUIMH 00OCHOBAHHBIX JIONOTHEHUI/3aMeUaHU K paHee

yTBepxk1€HHBIM KP, HO He wame 1 pa3a B 6 mecsues.






IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

1. TIlpukaz MunucrepcrBa 3npaBooxpaHenuss P® "OO0 yrBepxknenuun Ilopsimka oxazaHus
MEIUIIMTHCKON MOMOIIY OOJIBHBIM C BPOXKJIECHHBIMU U (MJIM) HACIEACTBEHHBIMU 3a00JI€BaHUSIMU" OT
15 Hos16pst 2012 . N 917n).
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Ipuwioxenue B. Unpopmanus 1/ manmeHTa
Cunapowm I'ypnep, Hletie u I'ypnep-Ilieite

Cunapom I'yprmep mnmm mykomonucaxapumo3 | (MIIC I) — omHa w3 mMepBBIX OMHCAHHBIX (HOPM
myxkomnonucaxapunozoB (MIIC). 3aboneBanue, n3HayanbHO Ha3BaHHOe OomnesHb [ldaynmiepa —
I'ypnep, BriepBbie onucaHo AByms nenuarpamu: aBctpuiickum — leprpynoit I'ypaep (1889—1965) u
Hemerikum — Ildaynnnep Meinapn (1872—1947). 3atrem amepukanckuMm odranbmosorom [lleiie
(1909—1990) onucana BrTOopas d¢opma Oone3Hu ¢ Oonee TMO3AHUM HavaioM U Ooiee
no0pokauecTBEHHBIM TeueHreM, HazBaHHas cunapom Ileite. [Toke onucana nmpomexxyTouHnas gpopma
Oone3nu, HazBaHHas cuHapom ['ypraep-llleiie. MIIC I —ouens penkoe 3abosneBanue. [lo orenkam

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

3a mpouieqmue roAbl ObLT CO3/aH CHEUUaJbHBIM Ipenapar, KOTOpbIM IO3BOJIAET 3aMENIUTh
MpPOrpeccUpoBaHre OOJE3HHU, CMSATYUTh HEKOTOpble M3 ee mnposiBieHuid. OpHako, HapsAxy ¢
MPUMEHEHUEM JTOTO TMpernapara, HEOOXOAMMO HE 3a0biBaTh, O CHUMIITOMATHYECKOW Teparuu,
¢usnorepanuu, peabUIUTAIMH, a TJIABHOE — MO3UTUBHOM OTHOILIEHUU K >KU3HH OOJILHOTO M YJICHOB

€r0 CEMBH.
Ilatoreunes

[Ipu Bcex mykomonucaxapuao3ax Hapymaetcss oomeH (pacuiersienue) AT — 0coObIX CTPYKTYpPHBIX

KOMITIOHCHTOB COCI[HHPITCJ'IBHOﬁ TKaHMH.

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

qacCTu.

VY Bcex OompHBIX ¢ MIIC otcyrctByer depmeHT (ocoObrii mmsa kaxkmaoro tuma MIIC), koTopsiid
HeoOxoauM st pacierienust onpeaeneHHoro Al (Puc.1). ¥V 6onapubix ¢ MIIC I Tuna orcyrcrByet
(depmeHT, Ha3zbiBaeMblil anbda-L-uayponunaza, kortopblii HeoOxoaum Juisi pacuierienus [ADT —
renapancyibara u aepmarancynbdara. Hepacmennennsie Al HakanmmuBaroTcs B KJI€TKaxX, HapyIIas
ux paboty. [epmarancynbhaT HaxOAUTCs, TIIaBHBIM 00pa3oM, B KOCTAX U COCIWHUTEIHLHOU TKaHU W
€ro HaKOIUIEHWE, NPEKJE BCEro, BbI3BIBAET MHOXKECTBO MpPOOJIEM, CBSI3aHHBIX CO CKEJIETOM.
I'enapancynpdar HaxoauUTCA MPEUMYIIECTBEHHO B KIIETKAX HEPBHOM CHUCTEMBI, YTO MPUBOAUT K

MMOPaAXCHUIO I'OJIOBHOI'O MO3ra

MIIC I Tuna OTHOCUTCS K JU30COMHBIM OOJE3HSAM HakorjieHus. B nm3zocomax (opraHesuibl KIETKH)

MPOUCXOAUT PACHICTUICHHE KPYIHBIX MOJEKYT (MakKpOMOJIEKYN), TaKHX, KaK JKHpbI, OEIKH,



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

pacuIeryieHUs 3TUX MaKpPOMOJIEKYI.
Hacnenosanue cunapoma I'yprep, lleiie u I'ypnep-1lleie

Myxkomonucaxapuao3 | Tuma — OTHOCHTCS K HAClEJACTBEHHBIM 3a00JIEBaHUSM U HACIEIYeTCs 10
ayTOCOMHO-PEIIECCUBHOMY THUITY. JTO 3HAYHUT, YTO OOJE3HBb MPOSBISCTCS TOJBKO B TOM CIIy4ae, €CIu
00a poauTens SABISIOTCS HOCUTEISIMH OOJIC3HH W, XOTS CaMH OHHM HE OOJICIOT, IepeatoT PeOCHKY J1Ba
MOPaXEHHBIX T€HA. BOJIBIIMHCTBO ceMeil, Iie €CTh peOSHOK C ATUM 3a00JIeBaHUEM, HE CTAIKUBAIUCH
panble ¢ mogoOHoM mpobnemoi. Puck moBTOpHOTO pokaeHusi 00JbHOTO peOeHKa B CEMbE, ITIE yKe

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

Bce cembu ¢ MIIC [ pomkHbl 00s3aTebHO TPOWUTH MEIUKO-T€HETHUECKOE KOHCYJIBTUPOBAHHUE U
MOJIyYUTh TOJHYI0 MH(OpPMAIMIO OT  Bpada-reHeTHKa O PHUCKE MOBTOPHOTO MPOSBICHHS JaHHOTO
3a00JeBaHUsl B CEMbE, OOCYIUTh CO CIIELIMAJIMCTOM BCE BOIPOCHI, CBSI3aHHBIE C HAclelI0BaHUEM

3aboneBanus. B Poccun Menuko-reHeTHuecKue KOHCYIbTAllMU paboTaroT B KaXKIOM pEerHoHe.
Kax ycTanaBnuBaroT guar1os?

Bpaun Ha OCHOBaHMM KJIMHMYECKHUX CHMIITOMOB MOTYT 3all0JI03pUTh OO0JIE3Hb. 3aTeM MPOBOIAATCS
naboparopHble TECTHl U MHCTpyMeHTaidbHOoe uccienoBanue. [lockonbky paszubie Tunbl MIIC ouenb
MOXOHU TI0 CBOMM KJIMHMYECKUM TPOSBICHUSM, HEOOXOIMMO TOATBEPAUTH TUArHO3 C TOMOIIBIO
naboparopHbix MeTon0B. [lonTBepxkatomas auarnoctuka MIIC 3akitodaercst B onpeaeeHuy ypoBHs
skckpennu ['Al’ B Moue U U3MEpEHUHN aKTUBHOCTH (PEPMEHTOB B KJIETKaX KPOBH, MATHAX BHICYIICHHON
KPOBH WJIM KYJIbType KOXHBIX (puOpoOmactoB. s MIIC I mpoBomsT ompenencHue aKTHBHOCTH
anbda-L-unyponnnasel. B nmampuelimem pexomenmyetrcs mnpoBeaeHue [IHK muarnoctuxu (ecnu

aKTUBHOCTbH (pepMeHTa ObljIa CHU)KEHA).
Knunnueckue nposiBieHus: Mykononucaxapuaosa [ tuma

Cunnmpom I'ypnep (a taxxke Llleite u ID'ypnep-llleiie) — mnporpeccupytoniee MyJIbTUCUCTEMHOE
3a0oyeBaHle M y MalMeHTa ObIBAIOT MOPAXXEHbI HE TOJBKO CKEJIET U CYCTaBbl, CTPAAAIOT TaKKe

HEpBHAsl CUCTEMa, OpraHbl 3pPEHUs, CIyXa, CepPAEUYHO-COCYAUCTast U OPOHXO-JIErOYHasl CUCTEMBI (pHC.
2)

Brinenstor Tpu popmsr MIIC tum I:

- cunapom ['yprep (mykononucaxapuaos [ H - Tsokenas dopma),

- curzpoM ['ypnep-1lleite (mykomonucaxapumos I H/S- mpomexxyTounas ¢popma).
- cunzipomM llleite (mykomonucaxapuaos I S - nerkas popma)

CreneHp BBIPaXEHHOCTH KJIMHUYECKUX MPOSBICHUN NPU JAaHHOM CHUHAPOME pa3ivyHa. V3BECTHBI U
KpaiiHe Tspkenble QopMmbl 3a0osieBaHus - cUHApoM [ypiep, KOTOpble MPOSBIAIOTCS YK€ B paHHEM

JETCTBE, W JOBOJIBHO JErKue, Msarkue ¢opmbl Oone3Hu - cuaapom llleiie. U, cooTBETCTBEHHO,



npomexyTouHas ¢opma - cuaapom [yprep-llleiie. B HEKOTOpBIX ciydasx HalWuue CHHApPOMA HE
BJIMSIET HA MPOJOKUTENIBHOCTh KU3HU MAllMEHTa, HO KaueCTBO JKM3HM, O€3yCIIOBHO, CTpAJaeT MpHU

Bcex (popmax OoJe3HHU.

OcHoBHas 3a7a4a Bpaveid, OJIM3KUX M CaMOro MalueHTa ¢ MyKOIMoJucaxapuao3oM | tuma — caenarsb
KU3Hb MakCUMaJdbHO KOM(OPTHOW, CHU3UTh PHUCK  TOKEIBIX  OCIOKHEHUH, 3aMeIJIUTh

MIPOrpeCcCUpOBaHUE OONIE3HU, CMATYUTH OCHOBHBIE CUMIITOMBI 3200JIEBAHUS.

Jlanee Mbl ONMILIEM OCHOBHBIE MPOOJIEMBI, C KOTOPBIMHM CTAJKHUBAIOTCS MALMEHTHI C CUHAPOMOMaMU
I'ypnep, Uleiie u ['ypnep-llleite, HO 3TO HEe O3HAUaeT, YTO OHHM 00sA3aTENbHO OYyIyT y KaKIOTO

nanuenTta. 3a0oeBaHue MPOTEKAET OYEHb MTO-Pa3HOMY, Ja)Ke B OTHOW CeMbe.
Pannee pazsutue, poct

[ToctaButh nuarno3 cunapoma I'ypiep-lllelie HOBOpOXKIEHHOMY NPAKTHYECKH HEBO3MOXKHO, TaK Kak
Hall¥ MalMEHThl POXKAAIOTCS B CPOK, C HOPMAJIBHBIMH POCTO-BECOBBIMH ITOKazaressiMu. Ho mpum
cunapome ['ypnep - Oonee Tskenolt ¢(opme - MepBble KIMHUYECKHE MPU3HAKK 3a00JIeBaHUS
MOSIBJISIIOTCS. Ha TEPBOM TOAYy KU3HU. B psjge ciaydaeB, yxe C pPOXACHHUS HaOMIOMAI0TCA
HE3HAUNUTEJIHOE YBEJIMYEHUE II€YEHU, IMyIIOYHbIE WM I1aXOBO-MOIIOHOYHBIE TpbDKU. Poct
3aMeJIsieTCsl, KOTa MaJIbIIIK JIOCTUTAl0T BO3pacTa OJHOro-ABYyX JeT. [lanuenTs! ¢ Tsxenoi popmoit
3a0o0sieBaHMsI OOBIYHO TMOYTH MPEKPAIlalOT PacTH B BO3pAcTe€ BOCBMHU JIET — UX POCT OOBIYHO HE
npesbimaet 110 cM. Jpyrue nanueHTsl NpoI0JKAI0T PacTu 10 MOJIPOCTKOBOTO BO3pACTa U JOCTUTAIOT
152 — 160 cm. Ilpu nerkoit ¢opme poOCT y MAIMEHTOB, KaK MPAaBUIIO, HIXKE YE€M Yy 370POBBIX

CBCPCTHHUKOB, HO OBIBaeT U MOYTH HOPMAJIbHBIM.

Puc. 2 MynpTHCHUCTEMHOCTD MOPAXKEHUS IIPU MYKOITOJINCAXAPH103aX



MYKONOJIMCAXAPNOO3

HacTeie MHDEKUMK BEPXHMX AbiXa- ] 2a0ePMKA NCUXHYSCKOTO PAIBK-
T@NbHLIX NYTEM, PUHUTLI, muon.nbl TiAa (He Npu ecex Tvnax MMNC)
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[Ipumedanue: Hapyuienrue naTeiekra npu cuaapomax ['ypnep-1lleiie u Illeite He Habnronaercs
Buemnue ocodeHHOCTH

BremHuii B ManMeHToB ¢ TsbKeno ¢opMoit cuuapoma ['ypiaep HeoObueH — OHHM OOJBIINE MOXOKHU
Jpyr Ha Apyra, 4eM Ha CBOUX POJUTENEH U 3[0pOBBIX OpaTheB U cectep. V3MeHeHus B CTPOEHUU UX
aul 0003HAYAIOT CHEIHANIbHBIM TEPMUHOM JHUIEBON au3mMopdusm (orpydreHue dYepT): KpyIHas

roJI0BA, KOPOTKAs 1Iesl, KPyIJIO€ JULO, IIMPOKUN HOC C IIUPOKOW U MIIOCKON EPEHOCULIEH.

IIpu nerxkoit W mpomexxyToyHoM ¢opMme 3a00jeBaHUSI BHEIIHME OCOOCHHOCTH Yy NAaIlMEHTa CTOJIb
HE3HAYUTENbHBI, YTO WX BHUJIAT TOJBKO Bpayd, a ONM3KHME W 3HAKOMBIE HE 3aMEYalOT HHUYETro

HEOOBIYHOTO.

Y Oonbubix ¢ MIIC 1 u3-3a OTIOXKEHUS MYKOMOJIUCAXAPUIOB KOXKa «TOJICTAsD M IKECTKas, UYTO

3aTpyAHseT 3a00p KPOBH U UCIIOJIH30BAHNE BHYTPUBEHHBIX KAaT€TEPOB.
®dororpaduu NaueHToB
Ckenet, OOpPHO-ABUTaTeNIbHASL U KOCTHO-CYCTaBHAsI CUCTEMA

VY 6onbubix ¢ MIIC I tuna, kak ¥ npu Bcex Apyrux (popMax MyKOMNOJIUCAXapHUI030B, CYLIECTBYIOT
npoOieMbl ¢ (HOPMHPOBAHMEM U POCTOM KOCTeil. M3MeHeHue KOCTed ¢ HapylieHHEM HuX (OpPMBI

Ha3bIBAIOT MHOXXECTBEHHBIM AM30CTO30M. [lpu Tskenmoit dopme cunapoma - cunapome [ypruep



U3MEHSETCS] CTPOCHHE MO3BOHKOB. OJMH WJIM JIBa MO3BOHKA B CEPEAMHE CIHUHBI OBIBAIOT CIUTIOIICHBI
OoJsbIlle, YeM OCTajbHbIE, M CJErKa CMEIIEHbl. Takoe CMEIIeHHE IO3BOHKOB IMOPOW CTAaHOBUTCS
MPUYMHON  Pa3BUTHUS MCKPUBJICHHUS TMO3BOHOUYHHMKA (Ku(do3, ckonuo3). Ecnu uckpusieHue
MO3BOHOYHUKA WJIM CKOJIMO3 MPOTPECCUPYIOT, TO TpebyeTcss MenuuuHCcKas momoinb. [Ipu cunmpome

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

Camble cepbe3HbIE, OMACHBIE W IKU3HEYTpOXKAIOIIME TMpoOIeMbl CBs3aHbl C jaeopmaiuein u
OCOOEHHOCTSIMU CTPOCHHS IIeHHOTro oTAena. Ecnu cnuHHON MO3r OyneT CIaBieH WU MOBPEXKIICH
(ureiiHast Muenonarys), HapyIIuTCsS HMHHEPBAIU BCEX YacTel Tena, yTo MPUBEAET K C1ab0CTH (BsUIbIHI
mape3) MBIIII, HApyIIeHUsIM TP X0Ib0e, HHOT/IA Jake K 3aTpyIHEHUsIM C nbixanuem. [Ipu Tsokenoit
dbopme 3abomeBaHUs CTa0OCTh B PyKaX M HOTAX MOXKET Pa30aBHTHCS Ha MEPBOM TOMY KU3HH, YTO

IMPUBOOUT K 3aJACPIKKE IBUTATCIIbBHOTO PA3BUTHUA pe6eHKa.

TyronoaBMKHOCTh CYCTaBOB XapakTepHa Miisg Bcex Qopm MykomonucaxapuaozoB. C  romamu

TYTOIMOABUKHOCTDL CYCTABOB MOXKET IMMPOrpeCCUPOBATh U CTATh HquHHOﬁ ooun.

N3-3a orpannyeHuss MOJBUKHOCTU CYCTAaBOB M OCOOEHHOCTEM CTPOCHMSI MEJKHX KOCTeH KHUCTH,
Majgbllbl PYK CTAHOBATCA YKECTKUMU M HCKPUBIAIOTCS, (POPMHUpPYS TaK Ha3bIBAEMYIO «KOTTHCTYIO

KHUCTB».

N3-3a TyromoJBMKHOCTH KPYIHBIX CYCTaBOB M OCOOCHHOCTEW CTPOEHHUS KOCTEH MalUeHTHhl XOAST C
CJIETKa COTHYTHIMH KOJEHSMHU M OenpamMu. Y HEKOTOPBIX NAIMEHTOB pa3BHUBAaeTCs X-00pa3HOe
UCKPHBIICHUE HUW)KHUX KOHEUHOCTEH (BasbrycHas nedopmaiius). BonbIIMHCTBO Bpadeil cUuMTaeT, u4To
naHHas aepopMalus HOCUT MPUCIIOCOOUTENBHBIN XapakTep, moMoras MalueHTy paclpeaeiiarTh Bec,
MOATOMY OIEPATHUBHYI0 KOPPEKIIMIO B paHHEM BO3pacTe B OONBIIMHCTBE CIydaeB JIydllle HE
npoBoauTh. Kpome Toro, B CBA3M €O CJIa0OCTHIO CBSI30YHOTO amrmapara U HapyLIEHUSIM CTPYKTYPBI
KOCTEH, omepaunus HE BCErna MPUBOAUT K OXUAAEMOMY pe3yabTary — Jaedopmaius BO3BpaLLAETCs

CIIYCTs KaKOC-TO BPCM:I.
OpFaHBI JAbIXaHH

Hapymienune neixarensHol cuctembl y manueHToB ¢ MIIC cBs3aHO Kak ¢ 0COOCHHOCTSIMU CTPOCHHS
CKeJeTa, XpsIier Tpaxewm u pebep, Tak U ¢ HakorieHueM [Al’ B MATKHX TKaHsIX (yBEIMYMBAIOTCS
AQICHOWUIBI,  CIM3UCTBIE,  BBICTWIAIOIIME  JbIXAaTEJIbHbIE  IIYTH,  CTAHOBATCS  PBIXJIBIMU,

rUNepTPOPUPOBAHHBIMY, B PE3YJIBTATE YETO MPOCBET AbIXATEIbHBIX MyTEH YMEHBIIIACTCS).

BaxxnHo moHuMarh, 4TO HEIOCTAaTOYHOE CHAaOXKEHUE TKaHeW KHUCIOpoIOoM (THIOKCHUS) BIMAET Ha
(YHKIIMIO BCEX OPraHOB, [MOATOMY YIyUILEHHUE JbIXaTeIbHOW (YHKIUU — OAHA W3 MEPBOOUYEPETHBIX

3aaad.

[Ipobnembl ¢ AbpIXxaHUEM YCYTyOIsieT W3MEHEHHOE CTPOSHHE TPYIHOM KIETKH: TpyaHas KieTKa
(OKECTKash» U HE MOKET JIBUTAThCSl CBOOOIHO, HE TIO3BOJISIET JISTKUM HaOpaTh OOJIBIION 00heM BO3IyXa.
DT OCOOCHHOCTH TPHBOMAT K TOMY, YTO TAIMCHTHl XyXE IMEpPEeHOCAT HWH(GEKIUH BEPXHUX

AbIXAaTCIIbHBIX HYTeﬁ H JICTKHUX.



[lepBbIMU cuMnITOMaMu HapylieHUsT (GyHKIIUA BEPXHUX JBIXATEIBHBIX MyTEeH MOTYT CIY>KUTh HOYHOM
Xparl, IIyMHO€ JIbIXaHHe, OOCTPYKTUBHOE HOYHOE alHO€ (KpaTKOBPEMEHHBIE, 10 HECKOJIBKUX CEKYH],
3aJIepKKU JbIXaHUS BO BpPEeMsI HOYHOTO cHa). Takue mposiBIeHMs TOJKHBI HACTOPAKUBATh, TaK KakK B
JaJIbHENIIEM OHU MOTYT IIPOTPECCUPOBATH U NMPUBECTH K PA3BUTHIO OCJIOKHEHUN CO CTOPOHBI IPYTHUX

OpraHoB (cepzlle, T0JIOBHOU MO3T).

HaI_[I/IeHTBI ¢ MIIC cxkJIoHHBI K Pa3sBUTUIO OTHTOB, PHHUTOB MW BOCIAJCHHIO JICTKHX, IIO3TOMY
aHTI/I6aKTepI/IaHBHYIO TCpalr CJICAYyCT HAaYWMHATb YK€ Ha pPAaHHUX CTaAusax 3a00JIcBaHMs.

HCCOMHCHHO, HYXHO KOHCYJIIBTUPOBATHCS CO CIICHUAJINCTAMHU, 4 HC 3aHUMATbHCA CaAMOJICHCHUCM.

HecmoTpst Ha penkocTh U TSXKECTh 3a00JIeBaHUs, CIIEAyeT IOMHUTh, YTO BAaKIIMHUPOBATH MAIMEHTOB C
MIIC oO0si3aTtenbHO, Tak Kak MPUBMBKM TIOMOTAIOT MPEJOTBPATUTh pa3BUTHE 3a0o0iieBaHUM,
Nopa)karolluxX Jierkue. B TOM 4uciie BaKHO HE MPOIYCTUTh BaKIMHALIMIO IMPOTUB MHEBMOKOKKOBOU

nH}pEKIIH.
PotoBast mosocTs u 3y0sI

VY mamuentoB ¢ MIIC [ 3y0bl MOKPBITHI XPYNKOM 3Malibl0, YTO MPUBOAUT K OBICTPOMY Pa3BUTHIO

Kapueca.
CepaedHo-cocyaucTasi cuctema

HpaKTI/I‘-IeCKI/I Y BCCX IMALIUCHTOB C MIIC 1 Ha6n10):1aeTc;1 [HaToJIO0Irusa CepﬂeqHO-COCYHI/ICTOﬁ CHUCTCMBI:
YTOJIIICHUEC CTCHOK CCplld, CHHKXCHUC COKpaTHTGHBHOﬁ CITOCOOHOCTH CGpZ[G‘IHOﬁ MBIIIIIBI,

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

[Ipu ocmotpe nanuentoB ¢ MIIC I Bpau MoxkeT 0OpaTuTh BHUMaHUE HA HAJIMYHUE UIIYMOB» B CEpP/LE.
Kak mpaBuiio, 3To cBsi3aHO ¢ MOPAKEHUEM KIIAMaHOB: MOBPEXKACHHBIN KJIallaH 3aKPhIBACTCS HEIJIOTHO,
MIPU COKPAIICHUH CepJilla HEOONbIIOe KOJIMYECTBO KPOBH JBUTAETCS B OOpATHOM HAMpaBICHUH, YTO
BBI3bIBAET IIYM, KOTOPBIA CIBIINAT Bpad. Yamie BCEro Mopa)karoTcsi aOpTajbHBIi M MUTpabHBIN

KJIaIlaHBbI.

HopaxceHI/Ie JEIrKuX, O KOTOPOM HAIIMCAHO BBIIIC, TAKXKEC MOXCT CTaTb HpPI‘-II’IHOfI U3MEHEHUMN COo
CTOPOHBI CcEpala. «HpOKa‘-II/IBaHI/Ie» KpOBU HYCPE3 HU3MCHCHHBLIC JICTKUC, IIPUBOAUT K IICPCIPY3KE

IIpaBbIX OTACIIOB CCpAla, U pa3BUBACTCA IMIPABOCTOPOHHAA CCpACUHAA HCAOCTATOYHOCTD.
Cepz:eqHO—cocyzLHCTaﬂ CHUCTCMA

[Taronoruss CCC y marmentoB ¢ MIIC mposiBisieTcs B BUAE: YTOJIIIEHUE CTEHOK CEpALA, H3MEHEHHS
CO CTOPOHBI KJIAMAHHOTO amnmapara (yIIOTHEHHE CTBOPOK M XOPI KIJAMaHOB), PA3BUTHS CEpACYHOU
HE/J0CTAaTOYHOCTH, KaK C COXPAHEHHOM, TaK M CO CHM)KEHHOM  COKPAaTUTEIbHON CHOCOOHOCTHIO

MHOKap/Ia.

XapakrepasiMu Tipu3Hakamu nopakenus CCC mpu MIIC sBusitotcs  AuChyHKIMK KianmaHoB (B
OCHOBHOM, MUTpPAJIbHOTO, a0PTAJIbHOTO KJAlaHOB), runeprpodus MUOKapaa, HapylIeHHEe pUTMa U

MIPpOBOANMOCTH. CDyHKI_[I/ISI KJIallaHOB, HECMOTpPA Ha HWX YTOIMCHHUC B PC3YyJIbTarC OTIIOKCHUS



MYKOMOJUCAXapUua0B, MOXKET HEKOTOPOE BpeMsi HE Hapyliarbcs. B mocienytomeM nosiBiAseTCs IIyMbl,
XapaKTEepHBIE JJI1 MUTPAIbHOMN (CUCTOIMYECKUI) U a0pTAJIbHOM (AMACTOIMYECKUI) HEAOCTATOYHOCTH,
pa3BUBAIOLIUECA B PE3yIbTaTe€ HECOCTOSITENILHOCTU KIanaHoB. B manpHelilieM ykopoueHHE XOpI U
¢ubpo3 7EeBOTO AapTPUOBEHTPUKYISIPHOTO KOJbIA MPHUBOIAT K CTEHO3WPOBAHUIO MHUTPAIHHOTO
orBepcTus. HenocTatouHOCTh TPUKYCHIUIAIBHOTO U MYJIbMOHAJIBHOIO KJIallaHA OOBIYHO KIMHUYECKU

HC TUAarHOCTHUPYIOTCH.

Camoit 9acTol MPUYMHOU Pa3BUTHS CEPACUYHON HEIOCTATOUHOCTH C COXpaHEHHOU (pakiuer BhIOpoca
JIEBOIO KENyAO4YKa y ITUX IMAIMEHTOB SIBISETCS IMOBBIIIEHUE >XKECTKOCTM MHOKapaa B pe3yJbTare
OTJIOKEHUSI MYKOIOJIMCAaXapua0B (M0 THUITy PECTPUKTUBHOM KapauomuomnaTuu). B pemkmx ciydasx

MOXKET Ha6JI}OI(aTBCSI CHMKCHHC COKp&THTCHBHOfI CIIOCOOHOCTH 3a CUET JINJIaTalM IOJIOCTEH.

Kpome Toro, cepaednass HEZOCTaTOYHOCTb MOYKET pPA3BHBAThCA C MOPAXKEHHWEM IIPaBBIX OTIEIOB
cepaua, Mo TUIy XPOHMYECKOIrO JIETOYHOIrO Cepaua, B pesyinbrare ae(opManyy IpyJHOM KIIETKH,
MOpPaKEHUSI JIETKUX U3-3a OTJIOKEHUS MYKOIOJIUCAXapua0B (KECTKUE JIETKUE), HapyIICHUS
JPEHUPOBaHUSI OPOHXUAIILHOTO JIepeBa U3-3a CY>KEHHsI OPOHXOB M Pa3BUBAIOLLIEHCS TpaxeoMassiuu U

Pa3BUTHUS XPOHUYECKOU TUTIOKCHM.
bpromnas nonocts

I[Ipu cungpome I'ypiep Ti€edeHb M CEJIE3€HKAa yBEIWYEHbl W3-3a  HakoruieHus [Al
(remaTtocruieHOMETanus1). YBEIMUEHHE NMeYeHN OOBIYHO HE MPUBOAUT K HAPYIICHUIO €€ (PYHKIMH, HO

MOJKCT BJIMATH Ha ICPCHOCUMOCTD TOW MJIA MHOM IHIIH.

[Tpu mykomonucaxapuao3ax, Kak MpaBujio, >KUBOT YBEIMYEH B 00bEME 3a CUET TeNaToCIIEHOMETalnu
U c1aboCTU MPSAMBIX MBI KUBOTA. Takke 4acTO BO3HUKAIOT COYETAHHBbIE WJIM W30JUPOBAaHHBIC
IpbDKM  (MIyNOYHasi, MaxoBas, AaXOBO-MOUIOHOYHOW W CpelHEW JMHUM KUBOTa). Pemenue o
HEOOXOIMMOCTH ONEPATUBHOIO JICUEHUS JOJKHO TMPUHUMATHCS COBMECTHO C JIEHAIllUM BPAYOM:

IIOKa3aHUEM K CpO‘-IHOﬁ onepanuu CIY>XXHUT YINCMJIICHUEC I'PBIXKCBOT'O BhIITAYBAHMAA.

VY Gonbubix ¢ MIIC I Hepenko HaOmogaeTcsi HEYCTOMYMBBIN CTyN (3anmopbl WM auapes). Ilpuunna
ATOrO 70 KOHIIA HEMOHsATHA. BO3MOXXHO, HapyliaeTrcss (yHKIMsS BEreTaTUBHONW HEPBHOW CHUCTEMBI,
nockonbKy ['Al’ HakannmBarOTCS B HEPBHBIX KIIETKax KHUIIEYHUKA. J[uapes MoOxeT ucyes3arb C
BO3pacTOM, HO BO BpeMsl IpHeMa aHTHOMOTHKOB MOSBIATHCA BHOBb. Eciin nuapest BO3HUKIIA H3-3a
npuemMa aHTHOMOTHKOB, Bpaud MOTYT HA3HAYUTh MpEnaparbl, CIOCOOCTBYIOIINE HOPMaTU3AIUU
MUKpOGDIOpHl KUIIeyHUKa. Eciu mamweHT maio ABUTAaeTcs, TO MOTYT Pa3BUTHCS 3amopbl. B aTom

ciydae 3(pEeKTUBHO yBEIMUYEHHUE B paIlIOHE KOJIMYECTBA TPyOOH MUK (KIETYATKH).
Hepshas cucrema

IIpn cunapome ['ypiep nern pasBHBAIOTCS C 3aJCpKKOM peuH, Yy HHUX CTPaJacT WHTEIUIEKT,
Hapyuaercsi noseneHue. [lo Mepe HapacTaHus HapyLIEHW HWHTEIUIEKTa K TUIIEPAKTUBHOCTH U
arpecCUBHOCTH MPUCOCAUHSIOTCA ayTHUCTUUeckue 4epThl. [Ipu msarkux ¢gopmax - curapome ['yprep-

[llenie u [llelie HHTENIEKT HE CTPAJAET, PA3BUTHE CIIETKA 3aMEIJIEHHOE.



IIpu Tsokenmbix (opmax Tak k€ MOTYT BO3HUKATh HApYHICHHWS UUPKYISANKS CHUHHOMO3TOBOU
KUAKOCTU. B 3TOM cilyyae mamueHTsl *aldyloTcsl Ha TOJIOBHbIE OONM, y AeTeil oOpaiaior Ha cels
BHMMaHHE OECIOKONCTBO, pBOTA, 3aJep>Kka pa3BuTusa. HeoOxoauma KOHCy/IbTallds —Bpaya-
HEHpOXHUpypra s pelieHUsT BOMpPOCa O HEOOXOJUMOCTH OMEPATUBHOTO WM MEAMKAMEHTO3HOTO
JeyeHusl JaHHOTO ochoxkHeHus. [lporpeccupyromas cooOuiaromascs ruaporedanus sBIseTCs
HauOoJee YacThIM CUMITOMOM cuHJpoMa ['yprnep u penko BcTpeuaercs npu Msiarkux popmax MIIC 1

tuna (cuaapomax ['ypraep-Illeiie u Llleiie).

Eciu BO3HUKAIOT mopo3peHusi Ha ruapoiedalinio, TO HEOOXOJUMO IPOBECTH KOMITBIOTEPHYIO
tomorpaduro unu MPT. OcMmoTpa 11a3HOro AHa OKYJIUCTOM HEJOCTATOYHO ISl TOCTAHOBKHU JIMArHO3a,

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

CnapneHue CIMHHOTO MO3Ta MPUBOAUT K HEOOpPAaTMMbIM HEBPOJOTMYECKUM HAPYLIEHUSIM, ITOSTOMY
JIEKOMIIPECCUPYIOLIEe OIlEpaTUBHOE JICUEHUE CIENYeT paccMarpuBaTh Ja)Xe Y [alUeHTOB 0e3
HEBPOJIOTUYECKON CUMIITOMATHUKH, 3a4aCTYH) XUPYPrUYECKOE BMELIATEIBCTBO JOJDKHO BBINOJHATHCA

paHbIC pa3BUTHUA HCBPOJIOTNYCCKUX HpOfIBHGHHﬁ.

HpI/I MOABJICHUHW HCBPOJOTIHYCCKOT'O I[e(l)I/ILII/ITa MangueHT MOXCET YXKE HaxXOAUTCAd Ha TI'paHU
Kypa6CJ'II>HOCTH, IIpyU IOSABJICHUM IICPBBIX CHMITOMOB pPAaCCMATpUBACTCA BOIIPOC O CPOYHOM

XUPYPru4e€CKOM BMEIIATEIbCTBE.

[IpoBenenne XUpPypruueckoil 3aMeHbl Ta300€IPEHHOr0 WM KOJEHHOIO CyCTaBa, UCIPABIEHUE OCH
KOHEYHOCTH, YCTPaHEHHE CTE€HO3a KaplajbHOTO KaHajla IMOKa3aHO IPU BBIPAXKEHHOM HapyLICHUU

(YHKIIUU ¥ IpU OTCYTCTBUU (P (PeKTa OT KOHCEPBATUBHOM TEpaIIUU.

Kapnansubiii cuHAPOM (3amsCTHBIN CUHAPOM, TYHHETBHBIN CHHAPOM) — paclipoCTpaHEHHAs TIpodieMa
y marueHToB ¢ MIIC. HepBbl mpoxoasaT depes 3arsacTbe MEXKAY 3aISICTHBIMU KOCTSIMU U CBSI3KAMH.
VYronmeHnne cBsI30K 3a cueT HakomuieHus Al okaspiBaeT naBieHue Ha HepBbl. lIposBieHneM 3TOro

chuHapoMa MOryt OBITE 00JIb 1 OHEMCHHE MajJdblCB PYK U TPYAHOCTH C 3aXBATOM IMPCIMCTOB.

JUisi TMarHOCTUKU M3MEPSIIOT CKOPOCTh IMPOBEACHHUSI HEPBHOTO MMITYJIbca B OOJACTH KHUCTHU. DTO

opocTad nmpoucaypa, mo3BOJIA0IAad YCTAHOBUTh HAJTMYINC UM OTCYTCTBUC ITOBPCKIACHUS HCPBOB.

HCKOTOpBIe HapyIICHUS HCpBHOﬁ CHCTCMBbI (I[BI/II‘aTeJ'IBHBIe paCCTPOﬁCTBa) SABJIAIOTCA BTOPUYHBIMHA U B

0O0JIbIIICH CTETIEHU CBA3aHBI C MOPAKEHUEM CKEJIeTa.
Opran 3penus

Haxonnenue I'AI' mpoucxXoauT BO MHOTHUX TKaHSIX, B TOM 4YHCJI€, B POTOBUIE, MOATOMY MOXKET
HaOmomaTbess ee  momyTHeHwe. OIHUM U3 TNPU3HAKOB HW3MEHEHHUS  POTOBUIIBI  SIBISIETCS
HEMEPEHOCUMOCTD SIPKOTO CBETA, TAK KaK MIOMYTHEHHUE BBI3bIBAET HENPABUIILHOE MPEIOMIICHHE CBETA.
B sTOM ciiyyae MOTYT HOMOYB COJTHEYHbIE OYKHU. ECIIM MOMYyTHEHHE POTOBUIIBI TSKEIIOE, YXYAIACTCS

3peHue, 0COOEHHO TIPH TYCKIIOM CBETE.

Otnoxenue I'Al' B ceTuaTtke MOXKET MPUBECTU K MOTEpE NEPUPEPUUECKOrO 3pEHUsS U HUKTAJIONUU

(«xypuHoOii cnenore»). PeOeHOK B 3TOW CUTyallMM MyraeTcsi U OTKa3bIBaThCSA XOIUTh B TEMHOE BpeMs



CcyTOK. JKenarenbHO OCTaBISATh HOYHHUK BKJIIOUYEHHBIM B cChaidbHe M Kopuupope. MHorma moryr
BO3HUKATh MPOOJEMBbI CO 3PEHUEM, BBbI3BAaHHBIE M3MEHEHMSIMM B CETYATKE IVla3a WM IIayKOMOM
(MOBBILIIEHHBIM ~BHYTPUIJIA3HBIM  JIABJICHUEM), TO3TOMY pPEryJIsIpHble OCMOTPHI O(dTanbMosora

HEOOXOAUMBI.
C noMo11bio crienuanbHbIX UCCIEI0BAHUN CIEHUAINCT ONPEIEIINT, U3-3a YET0 yXYyALIaeTCs 3pEHUsI.
Opransl ciiyxa

[Tpu MIIC TyroyxocTb MOXeT ObITh HEHpOCEeHCOpHas (CBsI3aHHAs C HAPYUICHUEM YYyBCTBHUTENbHBIX
(BOTIOCKOBBIX) KJIETOK B YAUTKE), KOHIYKTUBHASA (CBSI3aHHAS C HAPYIIEHUEM 3BYKOIIPOBOISIINUX MTyTEH)
Wi cMemniaHHas (koMOuHaumst 1ByX TunoB).  Ilpu cungpome [yprep TyroyxocTb wyaiie HOCHUT
CMEILIAaHHBI XapakTep U NPOrPECCUPYET C BO3PACTOM. PaznnyaroT 3 CTENEeHH TYroyXOCTH: JIETKYIO,
YMEPEHHYI0O U TSOKENyr0. B 3aBUCMMOCTM OT THNIA U TSKECTH NOPAXKEHUs CllyXa NPUMEHSIOT
pa3IUYHbIE METOABI KOPpPEKIMU. BaXHO Kak MOXHO paHbIIE 3aMETUTh IPU3HAKU CHIXKEHUS CIlyXa,
TaK Kak 0e3 KOPPEKIMH TYroyXOCTh MOMEIIAeT HOPMajJbHOMY Pa3BUTHIO UM OOYUYCHHIO MAI[MEHTOB.

dakTopoM, yCyryOIsIIOIIUM HapyIIeHHE CIyXa, SIBISIOTCS YacThle MH(MEKIUU CPEeTHETrO yXa (OTUTHI).
Jleuenue, HaOMIOIEHNE U TUTAHOBBIE 00CIIEIOBAHMUS

Bpauamu-skcnepramu U3 pa3HbIX CTpaH ObLIU CO3/IaHbI PEKOMEHAAINH 110 HAOMIOACHUIO, JUArHOCTUKE

u nedennto naureHToB ¢ MIIC I tuna. W MBI BKpariie pacckakxem O HHX.
HaOmronenune, miaHoBbIe 00CIE€I0BAHUS U TECTHI

Jliss Toro, yToOBI OLEHUBATH COCTOSIHME MalueHTa, 3hdexr mpoBoauMON (epMEeHTHOH Tepanuw,
(u3noTepanuy, CyIIECTBYIOT pa3lM4YHble TECThl M IIKajdbl. (OYeHb Ba)XXHO HE OTKAa3bIBAaTbCS OT
IIPOBEACHUS STUX UCCIIEOBAHUM, IOTOMY YTO OHU IIOMOTAOT BpayaM OOBEKTUBHO OLIEHUTH COCTOSTHUE

TanueHTa, 000CHOBATh JICYHCHHUC, BBCCTHU U3MCHCHHUS B IIPOTPaMMBbI pea6I/IJ'II/ITaHI/II/I )41 a6I/IJ'H/ITa]_[I/II/I.

CaMbIM M3BECTHBIM dBISETCS 6 MUHYTHBIM TecT XoApObl. CyTh €ro O4eHb MPOCTasi: OLEHUTHh
BBIHOCIIMBOCTh ManueHTa. [lanuenTty mpemiaraloT  XOIWTh MO JUIMHHOMY KOPHUJIOPY B TeueHue 6
MUHYT. OUEHUBAETCS KOJWYECTBO CJENaHHBIX IIaroB. Korma mnpoBOAWMIM TEPBbIE KIMHUYECKHUE
ucnbiTanus npenapara it jgedeHuss MIIC pasHbIX THUIOB, HMCCIEAOBATENNd NPOBOAWIM TaKOE
TECTUPOBAHME JIO W TOCiIe Havana (EepMEHTHOM Tepanuu, CpaBHUBAIM PE3YJIbTaThl TPYIIIBI
MaIlMEeHTOB, MOJYYaBIIMX Mpemapar, ¢ pe3yiabraraMu TeX, KTO mnoaydan ruiarne6o. MmeHHo Tect
J0Ka3aj, 4To (EepMEHTHAsl 3aMECTUTENbHas Tepamnus YJIy4dllaeT BBIHOCIMBOCTh MAIlMEHTOB U HX

ABUTATCIIbHYIO AKTUBHOCTD.

UToOB! OLICHUTH CTENIEHb OTPAHUYEHUS JIBIXaHUS, Bpad MOXKET IIPOBECTH JIETOYHbIe (DyHKIIMOHATHHBIC
TecThl. JIerounble (yHKIIMOHAIBHBIE TECThI ONPEAEISIOT, KAKOM MaKCUMaJIbHbI 00BEM BO3/1yXa MOXKET
BJIOXHYTh TMAIlMEHT, HACKOJIBKO OBICTPO MPOUCXOAUT Ta3000MEH. OTH TECTbl MOTYT BBISIBUTH
3a00JIeBaHMs JIETKUX, OMPENETUTh CTENEeHb HX MOPAXECHHS U OUEHUTh A(DPEKTUBHOCTH JICUCHMS.

TecTbl OOBIYHO BBIMOJHSIOTCS C HCIIOJb30BAHUEM CIICoaJIbHOIO O60pyI[OBaHI/ISI. Bo BpCMA



HCCIICJOBAHUA HYKHO II0 KOMAHAC BJbIXaTb, 3aJACPKHBATb BO3AYX, BbIABIXATb. HCCHGJIOB&HH@

(I)YHKI_[I/II/I JICTKUX HC MPCACTABIIACT OITACHOCTU IJIA 300POBbA.

Jlns nmarHocTHKY 3a001eBaHus JeTKUX U OpoHxoB HeoOxoauMo npoectd OBJI. IIpu momomm OB/
OTIPEICNISIOT, KAaKOM MaKCUMaIbHBIM O0ObEM BO3/yXa MOXKET BJIOXHYTh MAIlMEHT, HACKOJIBKO OBICTPO
MPOUCXOUT Ta3000MEH. DTU TECTHI MOTYT BBISIBUTH 3a00JICBaHUS JIETKUX, ONPEIACIUTh CTENEHb HUX
MOpaXCHUSI M OLECHUTH d(PPEKTUBHOCTD JeUeHHSA. TeCThl OOBIYHO BBIMOIHSIIOTCS C MCIOIB30BAaHUEM
CHeIUaIbHOTO 000pyAOBaHUS - ciupoMeTpa. Bo BpeMs uccienoBaHusl HY>)KHO MO KOMaHJIE BABIXATh,
3aJiep )KUBaTh BO3/YX, BbIAbIXaTh. VccienoBanue QyHKIUM JIETKUX HE TPEACTABISET OMACHOCTH IS

37I0POBBSI.

BricnymuBanue (ayckynbTaius) cepana J0KHO ObITh 0053aTEIbHBIM U PETYJISIPHBIM UCCIIEZ0BAaHUEM
Ul TAIMeHTOB C MYKOIOJIUCaXxapuao3aMu. BakKHBIM METOIOM U3yuYeHUs cepila sBISETCS
ynpTpa3BykoBoil —9x0-KI, ona Ge3omacna, 6e3001e3HeHHa U BbicOKOMH(pOpMaTuBHA. COBpEeMEHHBIE
npuOOpHl TO3BOJISIOT IMOJNYYUTh OJIHO-, JIByX- W TPEXMEPHOE H300paKeHUE Cepila, ONMPeacTUTh
CKOPOCTh KPOBOTOKA U JABIICHUE B PA3IUUHBIX OTJENaX, ONPEICNIUTh HalpaBieHue U TypOyJIeHTHBIN
xapakrep KpoBoToka. Ix0-KI' pekoMeHIyIoT MpOBOAMTH MO MOKA3aHUsIM, HO HE pexke | pasza B roj,.
DTO MCCNeAoBaHUE  HEOOXOAMMO, YTOOBI OOHAPYKUTH JIFOOBIE TIPOOJIEMBI ¢ cepaleM (yBeIHnueHUe
pa3MepoB, HMHIEKC MAacChl JIEBOTO JKEIyI04YKa, HApYyLICHHE COKPATUTENbHON (yHKUUU (ppakius
BbIOpOCA), a TaKke JUacTOIMYecKOM (YHKIUHU, OLEHKA CEepACYHBIX KJIalaHOB, JBHUYKEHUE

MEXOKETYT0YKOBOM TIEPETOPOIKHU)

IIpu HeoOxomumocTH, BO3MOXHO mnpoBeaeHue MPT c xoHTpacTupoBaHuem cepaua: ans Oosee
JETAIbHOTO HCCIEAOBAHUS CTPYKTYpbl M (YHKIUHU KEJIYyJOYKOB, MAarucTpajbHbBIX COCYIOB H

KOPOHApHBIX apTEPUM.

Kpome Toro, s BbISIBIEHHS] HApyLIEHUsS pUTMA M MPOBOJUMOCTH cepjla HEoOXOIUMO MPOBOJIUTH
XonrepoBckoe MoHutopupoBanue OKI, He pexe 1 pa3za B roa. A i BBIABICHHUS apTEepUATIbHON

runiepronnu [IpoBenenre cyrouHoro MoHutopupoBanust A/l

HeobOxonumo perynspHo (Z1Ba paza B Iojl) IPOBOAUTH MPOBEPKY CllyXa, JUIsl TOTO YTOOBI cpasy xke

HauaTh JICYECHUE, €CIIN NMOTpeOyeTcs, U MAaKCUMAaIbHO COXPAHUTh BOBMOXKHOCTD YUUTHCS M OOIIATHCA.
MarnuTHas pe3oHaHCHasi Tomorpadus

MPT no3BOHOYHHKA JOMKHA MTPOBOAUTCS €KETOTHO, C 0COOEHHBIM (POKYCOM Ha 00NACTAX, B KOTOPBIX
MOKET Pa3BUBATHCSI KOMIIPECCHSI CIIMHHOIO MO3ra: MIEWHBIM, TPYAHOM, TPYAONOSICHUYHBIA OTJEIIBI.
[NanmeHnTsl ¢ Mykomnonucaxapuao3oMm | Tuma AomKHBI HAOMIONATBCSA Y XUpYypra-oprorneaa, YToobl OH
KOHTPOJIMPOBAJl COCTOSHUE IIEMHOTO OTAeNa II03BOHOYHMKA. BaXXHO OLEHUBATh pPE3yJIbTAThHI
VCCIIEIOBAHUN B JIMHAMMKE, MMO3TOMY BCE CHHUMKH CIENYET XPAaHWUTh W IMPEAOCTABIATH Bpadyam IIpU
KaXJO0M ClenylomeM uccienoBanuu. KoMmmploTepHyro ToMorpaduio MO3BOHOYHMKA IPOBOMAT, Kak

MIPaBUJIO0, IEPE IUIAHUPYEMBIM OIIEPATUBHBIM JICYCHUEM.

Pentrenorpadus



Pentrenorpadus meiHoOro U rpyaonosICHUYHOTO OTAEJIOB MO3BOHOYHUKA B JIBYX MPOCKIUSAX CIEAyeT
MPOBOAUTL Kaxzaple 1-3 roma. DTo ucclieloBaHUE MPOBECTH TEXHUYECKHU mpoire, yeM MPT, kpome

TOTO peHTreHorpadus naet 6osbiIe UHPOPMAIUU O CTPOCHUH TO3BOHKOB.
Crincok pekoMeHyeMbIX 00cieIoBaHui puBeeH B Tadnure 1.
CUMIITOMATHYECKOE JIEYEHUE

OcHoBHas OCJIb CHUMITOMATHUYCCKOI'O JICHCHUSI — CKOPPCKTUPOBATH BbI3BAHHLIC 3a00JIeBaHUEM

U3MCHCHMU.
Ckener u OIIOPHO-ABUIAaTCJIbHAA CUCTEMA KOCTHO- CyCTaBHAasA CUCTCMaA

BaxxHo HaiiTh 6anmaHC MEXTy BO3MOXKHOCTHIO JKUTh MAaKCUMAJIHbHO TIOJTHOW JKU3HBIO 1 MUHUMU3AITUEH
OCJIOKHCHHH, CBSI3aHHBIX C OCOOCHHOCTSIMHU CTPOCHHUS CKenera marueHToB. C OMHOW CTOPOHBI, HE
ClIelyeT 4Ype3MEpPHO OrpaHWYMBaTH M ONEKaTh JeTel, JiedeOHas (U3KyabTypa HeoOXomuma, HO
HEKOTOpbIE BUIBI (DU3NUECKOW aKTMBHOCTH, TaKHE, KaK KyBBIPKaHHE, CTOMKA Ha TOJIOBE W HBIPSHHUE
TOJDKHBI OBITh TIOJIHOCTBIO MCKJIIOYEHBI HW3-32 HECTAOMIBHOCTH IIEWHOTO OTAena. Paspemiarorcs
JIETKUE TIOJCKOKH, HO TAaIlMeHT HE JOHKEH CaMOCTOSTEIBHO MphIraTh Ha 00€ HOTH, MOTOMY YTO
CHUCTEMa OTOPHI U KOOPAMHAIIMU JBUKEHUN Y HEro ciabo pa3BuTa. PoguTensiM MIKOJIBLHUKOB HY>KHO

00s13aTeIbHO COOOIIUTD YUUTENIO (PU3KYIBTYPbl 00 0COOCHHOCTSX YUCHUKA.

[TatmenTrl ¢ cunapomoM ['yprnep-Illeiie 1OKHBI BECTH MOABUAKHBIN 00pa3 ®U3HU JJIs OJIEpKaHUS
(YHKIIMOHMpPOBAHUSI CYCTaBOB U YIy4llleHHs oOlmero cocrossHus 3a0poBbs. llemuarp wnm

(1)I/I3I/IOTepaHeBT MOXKCT ITOCOBETOBATH PA3JIMYHLIC KOM6I/IHa]_[I/II/I CXKECIHEBHBIX ynpancHeHI/Iﬁ.

NHTeHcuBHas Tepanus Uil YIy4YIIEHUS MOABHKHOCTH CyCTAaBOB M IIO3BOHOYHMKA, a TaKXKe JUIS
YKpEIUICHUs] CIUHHOM U OpIOIIHOM MYCKyJaTypbl PEKOMEHJOBaHa BCeM NanueHTaM. YToObl
YMEHBIIUTh MOCIEICTBUS THUIEPIOPA03a, HEOOXOIUMO YKPEIUISATh TPYIHYI0 MYCKYIaTypy, IpH 3TOM
MIPOBOAUTH TEPAIUIO, HAITPABICHHYIO HA PAa3BUTHUE MOSICHUYHO-KPECTIIOBOTO OTJea. BaxxHo ciienuTs,
YTOOBI MAIIMEHT HE MEpEHAnpsrajics U He yCTaBaj YpEe3MEPHO, MOATOMY PEKOMEHIYETCs TIIATEeIbHO

HU3Y4YUTH €TO (1)I/ISI/I[I€CKO€ COCTOAHHUEC U BBIpa6OTaTB HWHINBUAYAJIbHBIC PCKOMCHAAIINH.

PGKOMCHI[}/CTC}I 3aHATUSL, COUCTAsl aKTHUBHBIC U IMACCUBHLBIC YIIPAKHCHUSI. Kommiekc 3aHsATHM JOJIDKCH

BKJIFOYATh:
- YOpaXHEHHsI Ha BBIPaOOTKY OCAHKH U YyBCTBA PABHOBECHUS;
- YOPaKHEHHMS HA PACTSKEHUE;

- BOJHBLIC TIIPOUCAYPBI U 3aHATHA CIIOPTOM B BOIC, 0COOEHHO JII1 - IMOXKUIJIBIX ITAaIIMCHTOB.

Paccnabnsrommii Maccax ¥ mOIBOAHBIN Maccak OKa3bIBalOT BEChMa OJIArOMpHUsITHOE JACHCTBUE.
OTnenbHOTO BHUMAHUS TPEOYIOT 1e(OPMUPOBAHHBIE CTYITHUA U KUCTH.

YrtoObI NoAACPKUBATL MOABUIKHOCTD CTynHefI, HeO6XO,[[I/IMO BBIIIOJIHATE CIICHHUAJIbHBIC YIIPA)KHCHMUA,

Jydm€ BCEro JaomMa HWJIM BO BpPEMA HIP. I{J’IH CHATHUA YPE3MCPHOIO MBIIICYHOI'O0 HAIIPsSKCHUA



HCO6XOI[I/IMa opTroneanvcckasi O6YBB, CTCJIbKHU W BKJIAJIbIIIN, KOTOPBIC BBIMMOIHAIOT IMMOAACPKUBAIOIIYTO

(PYHKIMIO, B HEKOTOPBIX CITydasx — OpTe3bl. BaHHOUKH, Maccax HOT Takke HEOOXOAUMBI.
BaxHO BBIMIOMHATH yIpa)XHEHUS HA PACTSKKY MBIIII 3aTHEH MOBEPXHOCTH Oelipa U TOJICHHU.

Jns ynmydmeHuss MEJIKOM MOTOPUKM KHUCTEH PYK PEKOMEHJIOBAHA WHTEHCUBHAS TMMHACTUKA JUIS

MaJblCB U JIaAO0MICK, €€ POAUTCIN U CaMU MMAMUCHTBI MOT'YyT IIPOBOJAWUTL JOMaA.

ITocne MHTEHCUBHBIX 3aHATUH SJICKTPOTCPAIIu:, py‘—IHOf/'I Maccax, BOI[HBIﬁ MacCcCax, Tepalius Je4eOHOM

IpSA3bI0, 3AHATHS Ha BOAHBIX TPEHAXKEpPaX CHUMAIOT 0O0JIb U IPUHOCAT 0OJIEryeHue.

HpI/I IMPOBCACHUHN BCCX AKTUBHBIX BHUAOB TCPAIIMU CICAYCT 06pamaTI> oco00e BHHMaHHME Ha pUTM

JbIXaHUS U 1aBaTh JOCTATOYHOE KOJIMYECTBO MEPEPHIBOB I OTAbIXa U BOCCTAHOBJICHUS JbIXaHUS.
XUpPYpPruyecKoe JICUeHUe

CylecTBylOT pas3jinyHble MHEHHA O HEOoOXOAMMOCTH XUPYprudeckoro BmemarenbcTBa. Ho
OIlEpaTHBHOE BMEIIATENIBCTBO — BCErJA PUCK, U MPUOEraTth K HEMY CIELyeT TOJIbKO B CIydae OCTpPOM
HeoOxonumocTu. bonbmas cnoxnocts npu MIIC — mnpoBeaenue anecte3uu. HectaOuiabHOCTB
IIEHHOTO OTAEAa MO3BOHOYHMKA, TPYAHOCTH IIPU OTKPBIBAHUMU PTA, OOJNBLION SI3bIK U MUHIAJINHBL Y
nanueHToB ¢ MIIC yBenuuuBaeT puck TpaBMaTHUECKOIO IMOBPEXKACHUS NIPU BEACHUM aHECTE3UH, TAK
KaKk MHOTHE aHeCTe3MOJIOTMYECKHE MOCOoOUs CBSI3aHbl C MaKCHMAaJbHBIM pa3rubanuem meu. B stom
Cllydae HYKHO IPHUHATH CIIELUAaTIbHBIE MEpBI MpenocTtopoxkHocTd. MuTyOMpoBare moneit ¢ MIIC
JOJDKEH OIBITHBIM Bpady, MMEIOLIUN OINpPEACIICHHBIE HABBIKK. ECIIM manueHT monail B KPUTUYECKOM
COCTOSIHMM B OOJIBHUILY, HEOOXOAUMO COOOIIMTh aHECTE3UOJIOTY, YTO BO3MOXKHBI IIPOOIEMBI C IIeel U
uHTyOanuen. JlpIxarenapHble IyTH, KakK IPaBWIO, CYXEHBI, IIOITOMY MOXET HOTpPeOOBATHCA
JHIOTpaxeajpHas TpyOKa MeHsbllero nuamerpa. Cama yCTaHOBKA TakOW TPYyOKH - OYEHb TPYIHBIM

MpoILIeCC, BO3MOXKHO, TOTPEOYETCsl UCIOIb30BAHUE THOKOTO OPOHXOCKOIIA.

HecTabunpHOCTH MICHHOTO OT/AEa MO3BOHOYHHUKA KOPPEKTHPYETCs C MOMOIIBIO onepanuu (IedHbIi
cnonaunoae3). C MmoMoIblo KOCTHBIX (PParMEHTOB WIJIM UCKYCCTBEHHBIX MaTrepuaioB (opMUpyeTcs

oropa, 00ObeIUHSIONIAs 1BA BEPXHUX MTO3BOHKA U OCHOBAHME Yeperna.
Oprasnsl ciyxa

HeﬁpoceHcopHaﬂ N KOHAYKTHBHAsA TYIOyXOCTb B OOJILIITMHCTBE ClIy4acB MOI'yT KOMIICHCHPOBATLCA
l'IOI[60pOM CIIYXOBBIX allllapaTroB (CJ'IYXOBI)IG HMIUIAHTBI CPCAHCTO yxa). HpI/I HYaCThIX OTHTAX

IPOBOUTCS LIYHTUPOBaHUE OapaOaHHBIX MOJIOCTEHN AJI OTTOKA KUAKOCTH.
CepneuHo-cocynucrasi cucTeMa

N3-3a pa3BuTHs KJIanaHHbIX TUCHYHKIMM HEPEAKO PEKOMEHJ0BaHa KOHCYIbTAIU KapAUuOXupypra ass
pelieHuss Bompoca O HEOOXOAMMOCTH TPOTE3UpOBaHMS KjamaHoB cepaua. Ms3-3a  wgacro
pa3BUBAIOLIMXCA HApYLIEHUH pUTMa CTaBUTCA BONPOC 00 MMIUIAHTALMM KapauoBepTepa-

nedubpusTopa.



Nudexun

BaxxHo, 4ToOBI OCYIIECTBIISUICA XOPOIIUN YXOH 3a 3y0aMM, TaK KaK pa3pylI€HHbIE 3yObl MPUUUHSIOT
CWIBHBIA TUCKOM(OPT U SABIAIOTCA odaramMud uHpexnuu. HeoOxomuMo peryaspHO YUCTUTH 3YOBbl,
UCTOJIb30BaTh PACTBOPHI AJisi ojockanust. Ho maxke mpu camoif TmiarenabHoi 3a0ote o0 3y0ax, MOTYT
pa3BUBAThCSl BOCHAIMTENbHBIE TPOLECCHl. Pa3npakuTeabHOCTh, MIad U OECIOKOWCTBO MHOTAA MOTYT
OBITh CIMHCTBEHHBIMH CHMIITOMaMHu TpobieM ¢ 3ybamm. Ilepenm omepaTUBHBIM JiedeHHUEM 3YOOB
nalueHTaM, y KOTOPBIX YK€ JHarHOCTUPOBAHO TMOPaKEHHWE KIIAMaHOB Cep/la, HeoO0Xomaum
npo(UIAKTUYECKUI MTPUEM aHTHUOMOTHKOB JO M IOCJE JIEUEHHUSA. JTO BBI3BAHO TEM, YTO HEKOTOPBIE
OaKTepuH U3 POTOBOM MOJOCTH MOTYT MPOHUKHYTH B KPOBOTOK M BhI3BaTh MH(EKIIMOHHBIN MpoIece Ha
nopakeHHOM KJiarmaHe. Ecnu Heobxonumo yaaneHue 3y0a 1moja aHecTe3ue, 3TO IOMKHO OBITh CeTaHO
B OOJIbHHUIIE, @ HE B CTOMATOJIOTUYECKON MOJTUKIMHUKE, IO/ HAOIIOIEHUEM OIBITHOTO aHEeCTEe3H0JI0ra U

3yOHOrO Bpaua.

Jleuenne OGananmpHoro OPBU y manmentoB ¢ MIIC myudine Takxke MpPOBOIUTH MO MPHUCTAIHHBIM
BHUMaHueM Bpada. CienyeT NOMHUTH 00 OCOOEHHOCTSX NPUMEHEHMs] CTaHAAPTHBIX IMpEenaparoB y
3TOM rpynmsl 6onabHBIX. Hampumep, Takue jiekapcrsa, kak RO6 aHTUTHCTaMUHHBIE TTpenapaThl, MOTYT
CYLIUThb CIU3UCTYIO, JAENas €€ TOJIIE, IPOTUBOOTEUYHBIE WIH COCYAOCYKMUBAIOLIUE CPEIACTBA MOTYT

IMOBBICUTH KPOBAHOC OABJICHUC N CYy3UTb KPOBCHOCHBIC COCY/IbI, YTO HCKCJIATCIIbHO IIPU MIIC.

N3-3a  ocobGeHHocTeil  cTpoeHUST MO3BOHOYHMKA W TPYAHOM  KIETKHM, TAlMEeHTaM C
MYKOTIOJINCaxapuao3oM | Tuma cliokHee CIpaBUThCS ¢ MHQEKIMEW, €CTU OHA 3aTparuBaeT JIETKHeE,

IIOOTOMY Bpaviu JaKC IIpU HE3HAUYUTEIIbHOMN I/IH(beKHI/II/I MOT'YT Ha3HadaTb AHTHOMOTHKH.

Uto0Bl HOpMATH30BaTh IUPKYISAIUIO BO3AyXa B JIETKHX, PEKOMEHIYETCS U NMPO(QUIAKTUYECKH, U BO
BpeMsi OOJIE3HH NPOBOAUTH WUIPbl C MBUIBHBIMM IY3BIPSMHU, BaTOW, COJIOMUHKAMM JJIsi HAIUTKOB,
OyMa)XHbIMU TAKeTaMM WU JIPYTrUMHU IpeaMeTaMy (BO3AYLIHBIMH IlIapaMu, Msdamu), TpeOyoLUMu
aKTUBHOW pabOTHl JbIXaTeIbHOW cucTeMbl. [l pgeTedl mocrapiie, IS TOAPOCTKOB MOXKHO
pa3paboTaTh yHpaXHEHUs IS PACTSHKEHUS MBI TPYAHOW KIETKH, YTOOBI POAMTENN MOTIH

CaMOCTOATCIIbPHO 3aHUMATBhCA C ICTbMMU.

ITaccuBHbIE YHOPa)XKHCHUA OJIA Fp}Q[HOﬁ KICTKU MPUMCHAIOTCA AT OOJIBHEIX C OCTPBIMH I/IH(i)eKLII/IHMI/I
JAbIXaTCIIbHBIX HYTeﬁ Win Jd TaguCHTOB, KOTOPBIC HE MOI'yT CaMOCTOATCIBHO AOBHUIATbHCA.
pra)KHCHI/IH rmoMoraroTr 0oJjee B(i)(i)eKTI/IBHOMy OTACIICHUIO CJIM3H. K HuMm oTHOCATCS IIOTATHUBAHHAA,

pacTsHKEHHUS, TOTPSIXUBAHMSI, MACCAXK U BUOPALIUH.
Juerorepanus

CrnenmanbHas 1MeTa HE CMOXET IPEeNOTBpAaTUTh HakoruieHue Al Tak Kak OHM CHUHTE3HPYIOTCS B
KJIETKAaxX, a He noctynator ¢ numeid. [lostomy orpannuenus B auere nauueHtam ¢ MIIC He HyHBI,

JI€TH JI0JKHBI IUTAThCSI B COOTBETCTBUU C BO3PACTHBIMU MOTPEOHOCTIMU.
[Tarorenernueckas Tepanus

Jlnst MIIC tun 1 pazpaborana cnenuanbHas epMEeHTHAs 3aMECTUTEIbHAS TEPAIUS



DddekT oT Tepanuu BO MHOTOM 3aBHCHUT OT TOTO, KOTJa OBLIO HayaTo jedeHHe. BMecTe ¢ Bpauom
HEoOXOMMO Tepes HadajaoM (EpMEHTHOW 3aMECTHUTEIBHOW Tepanmuu OOCYIWTh BCE BO3MOXKHBIC
pucku, mobouHbie dPPEKThl U TIAaBHOE — OKHMJAHHS OT JiedeHUs. BakHO MOHMMAaTh, YTO BBEICHHE
dbepMeHTa He TO3BOJIUT BBUICUUTH 3a00JIEBaHKE, 1I€Ih TEPANUN — 3aMEIJTUTh IPOrPecCcHio 0one3Hu. Te
nedopManum, KOTOpbIe Yxe CHOpPMHUpPOBAIUCH, TEpamus HE HWCIPaBUT, WH(Y3UOHHAS Tepamusi He

3aMCHHUT HCO6XOI[I/IMBIC XUPYPIUICCKHC BMCIIATCIILCTBA.
TpaHCHJ'IaHTaIII/IH KOCTHOI'O MO3Ia/TEMONO3TUYECKUX CTBOJIOBBIX KJIICTOK

PexomennioBano nposenenne TI'CK nmanuenTam ¢ cuHapoMoM ['ypiep 10 JOCTHKEHUS BO3pacTa ABYX
JIET P HOPMAJIBHBIX WM CYOHOPMAJIbHBIX MOKa3aTrensx pa3BuTus uHremiekra (DQ>70). Onnum u3
Haunbosee 3HaYUMBbIX 3((HEKTOB TPAHCIUIAHTALIMY SBJISIETCS. COXPAHEHUE WHTEIICKTYaIbHOTO Pa3BUTHS
JNEeTel, HMEIOIMNUX TSOKEIbId TIEHOTHI, AaCCOUMHMPOBAHHBIM C  CEPbE3HBIMU  YMCTBEHHBIMU
paccTpoiicTBaMH. Y OTHX TMAalMEHTOB OBLIM OTMEUYEHBI CYIIECTBEHHBbIE H3MEHEHHUS YepT JIMIA
(YMeHbIlIeHUsI TPOSBICHUIN ‘“‘raprowsni3ma’), yaydllleHWe WA CTaOWIu3amus CepAeYHO-COCYIUCTON
cuctemMbl. OJIHAKO M3MEHEHHUS CKEJIeTa COXPAaHUJIUCh, B HEKOTOPBIX CIIy4yasx OTMEYaloCh JaxKe
yXyALIEHWE CUTyallMd. Y MHOTUX NAalMEHTOB HAOIIONANOCh YAYUIIEHUE AIEKTPOPETUHOIPAMMBI
(pynkmust ceruaTku) uyepe3 1-2 roma mocie TMEpecaKkd KOCTHOTO MO3Ta, OJHAKO TMOCIEAYIOIIne
HaOMIONEHUsT TOKa3aliMd, YTO C TEUEHUEM BPEMEHM IMPOUCXOMUT yxyauieHue. He ObLIo mosydeHo

OOHO3HAYHbBIX JAHHBIX O BIMAHHUHA IIEPCCATKH KOCTHOI'O MO3Ir'a Ha CTCIICHDb ITIOMYTHCHUS POTOBUIIBI.

Henn3sa He OTMCTUTDH, UYTO CaMa Iponcaypa nmpoBCACHUA TpaHCIUVIAHTAIIUHU JOBOJBbHO PHUCKOBAHHA AJIA
magueHTa, B CBsA3HW C YAdCTbIMU OCJIOKHCHUAMH, BBI3BAHHBIMU «OTTOPKCHUCM» TPAHCIUIAHTAHTA

OpraHu3MoM OOJIBHOTO.
[TonoBast 3penoctsb u Opak

[Tonpoctkn ¢ cungpomom ['ypnep-lllerie u Illerie mpoxoasT HOpMaidbHBIE CTAAUUA TMOJIOBOTO

CO3peBaHusd, OJHAKO HAYMHACTCA OHO HECCKOJIBKO ITO37KEC.

Tab6muna 1 - ITinan o6cnenoBanus namuedTos ¢ MIIC 1

NccneposaHus [MepBoHauvanbHas Kaxable 3 Kaxable 6 Kaxable OavH

oueHka Mec Mec 12 mec pas
B 2 roga

[Mprvem Bpaya-reHeTmka X X

MoaTeepxaeHne anarHosa X

AHaMHes 6onesHu X

KnnHunyeckmin ocMOTp TepanesTa X X

PocT, Bec, OKpy>XHOCTb roJ10BbI X X

BbiHocnnBoCcTb  (6-TM  MUHYTHBIA TecT X X

x0ab6bl)

OcMOTp HeBposiora X X

OcMOTp Bpayva-Herpoxupypra X X

KomnbloTepHas Tomorpadwmsa wnum MPT X X




rOJIOBHOIO MO3ra

KorHutnsHoe tectuposaHune (DQ/IQ)

SnekTpoaHuedanorpamMma

CKOpOCTb HEpPBHOW NpoBoaAuMOCTK/ DM

OcMOTp Bpaya-oTOpUHOSIapUHronora

OcMmoTp cypaonora

AyanomeTtpus

OcmoTp odTanbMmonora

OcTpoTa 3peHuns

OCMOTp rnasHoro gHa

MccneposaHune porosuubl

OcCMOTp NynbMOHOMOra

oBA

WccnenoBaHwe cHa/monncoMHorpadus

OcMOoTp Kapauosora

DneKkTpokapavorpamma

Sxokapamnorpadus

OcMoTp opTonesa

PeHTreHorpacumn ckeneta

Y3UW opraHoB 6prOWHON  MNONOCTYU;
0b6beM ceneseHkun, neyeHu

OcMoTp Bpayva-dumsnoTepanesTa

Mpnem Bpaya no neyebHomn
bunsKkynbType

OCMOTp Bpa4da-cTtoMarTtosiora

JTabopaTopHble uccrnefoBaHus

Onpepenenune Al

BuoxnMmmnyeckuni aHanun3 KpOBM
(anaHnHamMuHoTpaHcdepasa (ANT),
acnapratamuHoTpaHcdepasa (ACT),

obwmmn " npsiMmon 6unnpy6uH,
XONeCcTepuH, TpUrnnuepunabl)

3a0osieBaHKe HE BIMSET Ha (PEPTHIBHOCTb, HO KEHIIMHAM C TsDKENoM (opMoi 3a00sieBaHMs MHOTA

CJIO’)KHO BBIHOCUTH pe6eHKa B CBA3U C TAXKCIBIMU HAPYHICHHUAMH CO CTOPOHBLI CEpJlia U CKCIICTA. B

mupe U B Poccum ectb cembH, Marepy KOTOPBIX POAWIM HECKOJIBKO 340pPOBBIX Aerer. Iloatomy Bce

BOIIPOCHI, CBA3aHHLIC C 6CpCMeHHOCTLIO U poJaMH HYKHO pEeliaTb MHANBHUAYAJIbHO.

Bce netu ot ponureneii ¢ cuaapomom ['ypenp-1lletie u Illeiie sBnsiroTcs HOCUTENsIMU 3a00I€BaHMsI, HO

He OO0JICIOT, €CJIM BTOPOU POUTENH 3I0POB.

OTaeIx



[TaniuenTam ¢ Msrkoit ¢hopMoit 3a00eBaHNUS HEOOXOAMMO HAYUYUTHCSA OBITh HE3aBUCHMBIMU OT CBOMX
cemeil. He napaiite peObeHKY, OAPOCTKY 3aMKHYThCS B ce0e. EMy HY>KHBI Ipy3bsi, OOIIIEHUE U HABBIKU

CaMOCTOSTEILHOU KU3HUA.

[lockonbky net ¢ MArKoM ¢opMoil CHHAPOMAa HMEIOT HOPMAaJbHBIM HHTEIJIEKT, HEOOXOIUMO

IPWIOKUTH BCE YCUIIMS, YTOOBI OHU MOJIYYHIIA XOpolIee 00pa3oBaHueE.

B KaXXJI0OM M3 PCTHOHOB OIIPCACICHLBI JeyeOHbIE YUPCIKACHUA, B KOTOPBIX MALMCHTBI IOJYYAlOT U

NaTOTEHETHYECKOE JICUCHUE M MTPOXOJIAT BCE HEOOXOIMMBIC HCCIICIOBAHNS.
V3Harh 00JIbIIIE

B mupe ecth MHOTO opraHu3aluid, KOTOpble MOTYT IIOMOYb BaM HAMTH OTBETHI Ha JItOObIE BOIPOCHI,

CBA3AHHBIX C MYKOIIOJIHCAaXapua03aMu:

MexnyHapoaHasi OpraHu3anus 1o MyKOIoJucaxapuao3aM: Www. mpssociety.org

MexayHapOoaHbIi OPTaJ O peAKUM 00Ie3HIM www.orpha.net

EBpomeiickasi opraHm3aiusi, OObEIWHSIONMIAS TAIMEHTOB C pPa3HBIMH PEIKUMHU 3a00JICBaHUSMU
EURORDIS www.eurordis.org

[TomHUTE, YTO AaKTUBHAS TO3UIIMSI CAMUX MAIIMEHTOB — 3aJI0T YCIEIIHON U CYaCTIIMBOM JKU3HHU!
O6mecTBeHHbIe opranu3anuu u Gouasl Poccun

MIIC I Tuma BXOOUT B mepedyeHb op(aHHbIX 3a00JIEBaHUMN, JIEUEHUE KOTOPBIX NMPOBOJUTCS 3a CUET
cpencts rocyaapctsa. [lomoub manuieHTamM MOIYYHUTH JI€YEHHUE, MOBBICUTh HH()POPMUPOBAHHOCTH
oOmecTBa 0 penKkux OOJE3HAX, a TaKKe JOOMBATHCS MPOJIBIIKEHUS 3aKOHOJATENIbHBIX WHUIIMATUB B
oOnactu ophaHHBIX 3a00JIeBaHUI MOTYT OOIIECTBEHHBIE OpraHu3aluu. B ceTn HHTEpHET BBl CMOXKETE
HalTH MHQOPMAIMIO O HECKOJbKHX OOIIECTBEHHBIX OpPraHU3alUiX, KOTOpbIE MOMOTAalOT CEMbSIM C

MYKOIIOJIMCaxaprua03aMHu.


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

Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U

APYIHE€ OHCHOYHbBIC HHCTPYMCHTbBI COCTOSIHHU A

HanucHTa, IPUBCACHHDBIC B KIIMHUYCCKHUX

PEeKOMEeH AU AX

Ipuioxenune I'l. Kinaccugukauus
MYKOIIOJIMCAXAPUT030B.

Knaccuduxamus mykomnonucaxapumao3oB.

MMNC MoaTtun CuHapom leH depMeHTHbIN aedekT Nokyc OMIM
I MMACIH l'ypnep IDUA Oedwvunt anbda-L- 4p16.3 607014
naypoHmaasbl
MMC I lN'ypnep-LUene 607015
H/S
MMNCIS Lene 607016
II MMNC II XaHTepa IDS Oednunt naypoHaTt-2- Xq28 309900
cynbdaTasbl
I1I MMC IIIA CaHdununno 252900
SGSH Oedvunt renapaH-N- 17925.3
cynbdaTasbl
MMC IIIB NAGLU Oedvunt N-auetun-a-D- 17g21.2 252920
rOKO3aMUHMAa3bI
Oeduunt N-auetunn-a-
rtOKO3aMUHMAa3bI
MMC IIIC HGSNAT Oedvunt renapaH-a- 8pl1.21 252930
rOKO3aMUHMA N-
aueTmnTpaHcdepasbl
MMNC IIID GNS Oedbnunt N- 12q14 252940
aueTUNrItoKO3aMNH-6-
cynb@daTasbl
v MMNC IVA Mopkuno GALNS Oednunt ranakTo3aMuH-6- 16q24/3 253000
cynbdaTasbl
MMC IVB GLB1 Oedwnunt B-ranakrosnaasbl 3p21.33 253010
VI MMC VI MapoTo-Jlamun ARSB Oedwvunt N- 5g14.1 253200
aueTunranakTo3amMuH-4-
cynbdaTasbl
VII MMNC VII Cnas GUSB Oednunt B-rnokypoHmnaassi 7921.11 253220
IX MMC IX HepnoctaToyHOCTb HYAL1 OedununT rmanypoHunaassl 3p21.31 601492
rmanypoHuaasbl

Ipuaoxkenue I'2. BoIpaKeHHOCTh KIHHUYECKHX

nposisjienuin MII

BripaxkenHocTh KnuHnyeckux nposisiiennii MIIC I B pasHom Bo3pacte

I B pasHoM Bo3pacre




Cucrtema CuMnTOoM Oetn Moapoctkn/
B3poOC/ble
CepaeyHo-cocyamncras Kapanomuonatus + +
YTosLeHne CTBOPOK K/ianaHoB +++ +++
LHC HapylweHune noseaeHns ++ o+
LlepBukanbHasa muenonatms ++ ++
Mapouedanus ++ 4+
3ajepXXKa u oTCTaBaHWe B pasBUTUK +++ ++
Cynoporu + 4+
HapylweHue rnotaHus + +
MuwesapuTenbHas Onapes + +
cucrtema
["enaTocnneHomeranuns +++ +++
OpraH cnyxa [MoTepsa cnyxa ++ o+
Peunansumpytownin cpegHui ++ ++
oTuT
OpraH 3peHus OncTpodus ceTyatkm + +
[MOMyTHEHMe poroBuLibl + 4+
CkeneTHo- HectabunbHOCTb aTnaHTo- + +
MbllleYyHas OKLMMNUTANIbHOIO COYJIEHEHUS
TyYHHEeNbHbIN KapnanbHblA CUHAPOM ++ ++
pybble yepTbl nnua +++ ++
Awvcnnasuna TBC ++ ++
MHOXEeCTBEHHbI AN30CTO3 + +
pbxK +++ ++
KoHTpakTypbl CyCTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[ObixatenbHas O6CTpyKTUBHOE arnHoO3 BO CHE +++ +++
PecTtpukTnBHOEe 3aboneBaHne nerknx + +
O6CTpyKUMS  BEPXHWUX  AbIXaTENbHbIX +++ +++
nyTewn
Cneuymnanb- [JepmaTtaH cynbdaTt B MoYe " ™"
Hble nabopaTopHble TeCTbl
enapaH cynbdat B Moye 1" 1
NaypoHuaasa Wi W
Obwmwme Al B Moye 1" 17




Hpunoxenue I'3. HacTora nposenenus odciaenosanus y nauuearos ¢ MIIC 1

MccnepoBaHusa [MepBoHavanbHas Kaxable 3 Kaxable 6 Kaxable 12 OanH

oLeHKa mMec Mec Mec pas
B 2 roga

[Mpuvem Bpaya-reHeTuka X X

MoaTeepxaeHne anarHosa X

AHaMHe3 6onesHu X

KnnHunyeckmin ocMOTp TepanesTa X X

PocT, BeC, OKpy>XHOCTb roJ10BbI X X

BbIHOCNBOCTb! X X

OcMOTp HeBposiora X X

OcMOTp Bpayva-Herpoxupypra X X

KomnbtoTepHas Tomorpadusa nnm MPT X X

rO/I0OBHOrO MO3ra

KorHutnsHoe TecTupoBaHue X X

(DQ/1Q)?

SnekTposHuedanorpamMmma X X

CKOpOCTb HEepBHOW MNpPOBOAUMOCTW/ X X

oMIr

OcMOTp Bpa4a-oTOpUHOIapUHroaora X X

OcmoTp cypaonora X X

AyanomeTtpus X X

OcmoTp odTanbmonora X X

OcTpoTa 3peHus X X

OCMOTp rnasHoro gHa X X

MccneposaHne porosuubl X X

OcMoTp nynbMoOHOMOra X X

OB X X

MccnepoBaHune cHa/ X X

nonmMcomHorpadums

OcMOoTp Kapauonora X X

DneKkTpokapamorpamma X X

3xokapauorpadus X X

OcMOTD opTonena X X




PeHTreHorpacdun ckenerta X X

Y3/ opraHoB O6plOWHON MN0ONOCTY; X X
0b6beM ceneseHkun, neyeHu

OcMoTp Bpayva-dumsnoTepanesTa X X

Mpuem Bpaya no neyebHomn X X

bunsKkynbType

OcMoTp Bpaya-cTtomaTosiora X X

JTabopaTopHble uccnefoBaHus

Onpeapenenuve F'Al X X

BrnoxnMmnyeckunii aHanms Kposu X X

1-/Ins nereit crapuie 3 J€T; pacCTOSHUE, IPOMIEHHOE 32 6 MUHYT (IIPEANOYTUTEIbHBIM SIBISETCS TOT
K€ TPOMEKYTOK BpPEMEHH, YTO M B MPEIbIAYIIMX TECTaX 3TOro IAalMEHTa); YHUCIO CTYNEHEH,
MPOMAEHHBIX BBEpX 3a 3 MHUHYTHL. OrneHuBaroTcsa nokasarenu carypauuun SpO2, Y/, YCC mo u

MOCJIC HArPY3KH.

2-DQ wmu Kospduument ymcrBennoro pazsutus (KYP) - cnocod cpaBHEHHS] MHTEIIEKTYyaJbHOTO
Pa3BUTHS, CBOMCTBEHHOTO JAaHHOMY BO3pacTy (YMCTBEHHBIX CITIOCOOHOCTEH pedeHKa 10 OTHOIIEHUIO K

€ro CBEpCTHHUKAM), C XPOHOJIOTHYECKUM BO3PACTOM ((PaKTHUECKUM BO3PACTOM pEOEHKA).

KVYP paccuutbiBaeTcs 1eeHUEM MHTEILICKTYaJbHOTO BO3pACcTa HAa XPOHOJIOTHYCCKUN M YMHOKCHUEM
Ha 100 qs momydyenus 1enoro yucia. Cpenauid Ko3(QGUIIMEHT YMCTBEHHOTO Pa3BHTHS IS JTFOOOTO

BO3pacTta cuurtaercs paBHbM 100.

Ipuaoxenue I'4. Tect 6 MunyTHOM X006061 (6MWT)

Ha3BaHme Ha pyCCKOM SI3BIKE: TECT 6-MHUHYTHOU XOIBOBI
OpurunansHoe Ha3BaHue (eciu ecTh): The six minute walking test (6MWT)

Hcrounuk (opuimanbHbIi caiT pa3paboTuyukoB, myOnukanus ¢ Banuaanuei): Laboratories, A. T. S.
C.o0.P.S.f. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am J Respir Crit
Care Med 166(1): 111-117.

Tun (Mog4epKHYThH):
IKajga OLUEHKH
UHJIEKC

BOITPOCHUK

ARYILOoC



Ha3nauenue: onpezenenne BHIHOCIMBOCTH MAIIMEHTOB C IEbI0 OIICHKH 3((HEKTUBHOCTH TEpANTUU

Conepxanue (11abjaoH): B TECTE OICHUBAETCS AUCTAHIMS B METpax, MPOHACHHAs MAIlUEHTOM 3a 6

MUHYT 0e3 BBIHY>XKICHHBIX OCTaAHOBOK.

Kitou (uHTEepnperanus): NpoOBOIUTCA CpaBHEHHE C pe3yJbTaTaMH TEeCTa, MPOBEACHHOIO paHee (10

Hauala Teparuu, Ha (oHe Tepanuu 1 T1)

6MWT — tect 6-MunyTHOI1 X01b0b1 (6 minutes walking test, 6MWT)

Cnenyer MOMHUTH, YTO JJI JAHHOTO TE€CTa MMEIOTCS CIEAyIolUe a0COIOTHbIE MPOTUBOIOKA3AHUS:
HecTaOWJIbHAsT CTEHOKapAMsl HampsbkeHHs W MHGApKT MHOKapaa, AaBHOCThIO 10 1 Mecsia.
OtHocuTenbHBIMU TIpoTHBOTNIOKA3aHUsIMEU sBJstoTCAa: UCC Bbime 120/MUH B MOKOE, CHCTOJIMYECKOE
AJl >180 mm.pT.cT. u nuacronudeckoe AJ[ > 100 mm.pT.cT. CTaOuiabHas CTEHOKApIUs HE SIBISETCS
aOCOJIOTHBIM TPOTHUBOIOKAa3aHUEM JJisi MPOBEJEHUS TECTa, OJHAKO €ro CJeAyeT MNPOBOJIUTH C

OCTOPOXKHOCTBIO, HA (1)OH€ npueMa aHTHAHT'MHAJBbHBIX IMPCIIApaTOB 110 IMOKAa3aHU M.

Eciu IHaqUuCHT HaXOOUTCs Ha MMOCTOSIHHOM KHCJ’IOpOI[HOfI MOAACPIKKE, CKOPOCTh IMOAa4YMW KHCJIOpOJda
IIpHu IPOBCACHHUHN TCCTA JOJDKHA COXPAHATHCA B COOTBCTCTBHUMA C MPCAINNCAHHUCM Bpadd, HA3HAYUBIICTO

Y KOHTPOJIMPYIOLIETO TEPAINUIO.
[IpoBenenue Tecta HEOOXOAUMO HEMEAJIEHHO MPEKPATUTD B CIIy4yae MOSBIICHUS:

1. bonu B rpynu;

2. HenepeHOCHUMOM OJIBIIIKH;

3. Kpamnu B HOrax;

4. Pe3koif HEyCTOWYMBOCTH | MOIIATHIBAHUS TTPH XOJH0E;
5. Upe3mepHOro NMoTOOTIEIICHUS;

6. Pe3xoro usMeHeHus 1BeTa KOXKHBIX TTOKPOBOB (OJIETHOCTH).

6MWT npoBoauTcs B MOMEUIEHUH, XOPOIIO 3HAKOMOM MAIlUEHTY, UMEIOIIEM JOCTAaTOYHO JTMHHBIN
KOPUAOP C TBEPJBIM MOKpBITUEM. J[JIMHA MPOXOAUMOIO MYTH JOJKHA COCTAaBIATh HE MeHee 30 METPOB

C pa3MeTKOM Kaxk/ble 3 MeTpa, a TaK:Ke TOUKaMU ITOBOPOTOB/Pa3BOPOTOB.

ITamuenT MoJIy4ac€T MHCTPYKIHIO O HGO6X0,ZII/IMOCTI/I AT C MaKCHUMAJIBHO BO3MOKHOM CKOPOCTBIO (HO

He OexaTh) B TeUeHUEe 6 MUHYT.

B tecte OLCHUBACTCA JUCTAHIMWA B MECTpax, HpOﬁHCHHaH IIaIMEHTOM 3a 6 MUHYT 0e3 BBIHY>XACHHBIX

OCTAaHOBOK.



Ipuaoxkenue I'S. 3a00p OmomarepuaJia 1
AMATHOCTHMKH B NIATHAX KPOBH

KpoBb cobupaeTcs Ha CTaHAApTHYK KapTouKy-
dunbtp (N2 903), koTOpas npuMeHsieTcsa Ans

CKPUHWHIa HOBOPOXAEHHbIX B Poccuiickon 2 =~
degepaunn  UAM  @HANOTMUYHYIO ANA  NOSyyYeHus
cyxoro nsATHa kpoBu. KpoBb MoxeT ObITb, Kak
KanunnapHasa (M3 nanbua, NATKW), Tak U BEHO3Has.

BeHo3Hasa KpoBb cobupaeTcs B NpobUpKy, akKypaTHO
nepeMewnMBaeTcs ¥ 3aTeM 6bICTPO C  MOMOLWbIO Hat o, Afnnemd vl v B STV ST, R AR A
NUAETKM HAHOCUTCHA Ha punbTp nNo 25-50 MK KpoBu
Ha KaxAayl BblAeneHHyt obnacte. Heobxoammo § .

XOpOLUO rlpOI'IMTaTb BbI,D,eJ'IEHHy}O O6J'|aCTb Ha = Heé KacanTelh nﬁnaa_m. APCNMTaHHOK rcp:mmo-
dunbtpe (puc. 1). [lpeanoytutenbHo cobupaTtb
obpasubl nocne eabl yepe3z 40 MuUHYT - 1 yac.

BO3MOXHO TakXxe ocywecTsBuTb 3abop KpoBu U

HaToLLaK.

Ha kapTouke-cdunbTpe ob6a3aTtenbHO AO0KHbI 6bITb

yeTko ykasaHbl OWNO, kKeM u OTKyda HanpasfieH

nauveHT, pata poxaeHus u TenedOoH Jeyvallero

Bpaya (pUCyHOK 2).

Obpasel, cyxoro nsTHa KpOBM BKNaAblBaeTCS B | PycyHok 1. O6pasel NPaBUIbHOMO HAaHECEHUS KDPOBU Ha KapTOuKy-
YNCTBIN KOHBEPT, M60 B YNCTBIA aiin. KapTouka- . Dt

*  Kanau 4oAxHL NOAHSCTEK NPONMTATE KPYEKW £ 00paTHOH CTOpOHE

bunbTp He [onkHa conpukacaTbCs C  rps3HOM P W o P L N P e Y
MOBEPXHOCTbIO U C obpa3uamm .u,pyrmx nauneHToB. 1 i 1
Heobxoanmo NPUNOXNTb obpasuam i ]\ I\ I\ I\ !
MHMOPMMPOBaHHbIE cornacus nal_wleHTa nwnn  ero Ne? N N N N
3aKOHHbIX  MpeAcTaBUTenen Ha nposeaeHne

., 7] OOODE W00
nabopaTopHbIX UCCefoBaHNi A & 202310

v 6 0010608

S0 NasmenTa

Hata pomnenua DaTa BRATHA KpoEM MNaa
©H0 Bpraa

Ny f Fopoa  Anpec

[E-mail mparaa

Temedon nparda

Tecr
[ waton [ nowne [ Jrowe [Jmnca [Juse-6r1 [Jusocrs

] Cemerirsnat copmetirr. WiyTawsn

bdunbTp ’ " PucyHok
2. Ob6pa3seL KapTo4Kkn-punbTpa

AJITOPUTM JefiCTBUII MeIMIUHCKOIO MEePCOHAJIA NPU B3SITUH 00Pa3L0B KPOBHU

e BBIMBITh PYKHU (THTUEHUYECKHUI YPOBEHD ), HAJIETh NIEPYATKU;

e BBIMBITH PYKH MalleHTa (MATKy peOeHKa, B cilydae, eCii KpoBb O€peTCs U3 MATKH);

e IPOTEPETh OONACTh MPOKAJIBIBAHUS CTEPWIbHON candeTkoir, cmoueHHoit 70% chupTom,
MIPOMOKHYTb  CYXOH CTEpWJIBHOW caldeTKoW; - TMPOKOJOTh CTEPHUIBLHBIM  OJHOPA30BBIM
ckapuduKaTopom;

e CHATH NEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TaMIIOHOM;

e MATKO HAJaBUTh JJIS MMOJTYUYEHHs BTOPOM KaIljiu KPOBH;

e TIPWIOKHUTH MEPIEHANKYISIPHO TECT-0IaHK K Karie KPOBU M MPOMUTATh €T0 KPOBbIO HACKBO3b;

e AHAJOTMYHBIM OOpa30M HAHECTHW Ha TeCT-OMlaHK 6-8 Kameiab, BUJ MATEH KPOBH JOJKEH OBITh
OJTMHAKOBBIM C 00EMX CTOPOH.

e BBICYIIUTH TECT-OJIaHK B TOPU3OHTAIILHOM TMOJIOKEHUH HA YUCTOW 00€3:KUPEHHOMN MOBEPXHOCTH HE

Menee 4 1 0e3 MNPpUMCHCHUA TEILUIOBOM 06pa6OTKI/I U IoIaaaHusA IPAMBIX COJITHCHHBIX nyqeﬁ;



® YIIAKOBATb TECT-OJIJAaHKM B YHUCTBIN KOHBEPT TaKHUM 06p3,30M, yTOOBI IIATHA KpOBH HE

COTIPUKACAJIHCh.
Ocob0ennocTu npy HH(QY3UOHHOM Tepanun

Hekotopble manueHTsl MOTYT MOJIy4aTh WH(Y3UOHHYIO TEpaIlvio, MepeuBaHue KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIIMSHUE HA Pe3yJbTaThl TeCTOB. Hampumep, npu nepeavBaHuM IUIa3Mbl KPOBU
MOTYT OBITh TOJYYCHBI JIOKHO-OTPHIIATEIBHBIC PE3YJbTaThl, TaK Kak oOlpeaenseMble (epMEeHTHI
HaXOJATCA B IUIa3MeE U B KJIETKaX KPOBU. PekoMeHyeTcs oCcyecTBUTh 3a00p KPOBU AJi1 (PEpMEHTHOM
n JIHK-nunarnoctuku He 9 panee yeM yepe3 6-7 AHEN MOCIE MepeauBaHus IU1a3Mbl KPOBU U 4Yepes3 7-

10 nHeli nocine nepeauBaHusl KOMIIOHEHTOB KPOBU
He nonyckaercs 3a00p kpoBu

e Cpazy MocJje MPOBEACHUS MAMEHTY HH(DY3UOHHOU TEpaIuy;

e Cpasy IOCJIE€ 3aMEHHOTO MEepPEINBaHUS KPOBHU.
XpaHeHHe M TPAHCIOPTHPOBKA OUoMaTepuaJia

OOpa3ipl BHICYIICHHBIX MATEH KPOBU MOYKHO XpPaHUTh B OOBIYHON Kamepe XonoauibHUKa mpu +40C
1o ornpaBku. Cpok XpaHEHUs! JO MOMEHTa OTIPABKU HE JOJDKEH MpeBbIaTh 7 qHed. Eciu XxpaHuTh
JOTbIe U Tpu OOJiee BBICOKOW TEeMIEparype, TO aKTUBHOCTh (EpMEHTa Jake B HOPME MOXKET

CHWIKATHCA, UYTO IIPUBCACT K JIOKHO-IIOJIOKUTCIIbHBIM PE3YyJIbTATaM.



