MUHWUCTEPCTBO
30PABOOXPAHEHWA
POCCUMCKOU ®EOEPALWU

Knuanueckue pekomeHpanuu

Mykonosucaxapuao3 tun VI

KonnpoBanne no MexxyHapoJHON CTaTUCTUYECKON

KJaccudukanuu 00Jae3HeH U mpo0IeM, CBA3aHHBIX cO 310poBbeM:E76.2
I'ox yrBepknenus (dactora nepecmorpa):2019
Bospacrnas kareropus:B3pocibie
[Tepecmotp He nmo3anee:2021
1D:293
Pa3paboTunk KIMHUYECKON PEeKOMEHAAINH

° Accounaum] MEAUIIMHCKHUX N'CHCTHUKOB

e Corw3s nequarpos Poccun

Ono6peno Hayuno-npaktuueckum CoBetom Munzapasa PO



OrjiaBjieHue

Crniucok cokparieHuit

TepMuHBI 1 OnIpeIEIEHUS

1. Kparkas nndopmarust mo 3a00JI€BaHUIO WIIM COCTOSTHUIO (TPYIIIBI 3200J€BaHUN UIIH COCTOSIHHI)
1.1 Onpenenenne 3a00aeBaHUS WIH COCTOSIHUS (TPYIIIBI 3200JI€BAHUIN WIIH COCTOSTHH )

1.2 DTuonorus u naroreHes 3a001€BaHUS WIH COCTOSHUS (TPYIIIbI 3a0071€BaHUIN WIM COCTOSIHUI)
1.3 Dnuaemuosnorus 3a001eBaHUs WM COCTOSIHUS (TPYIIbI 3200J€BaHUN UIIH COCTOSIHUI)

1.4 OcobeHHOCTH KOIWPOBAaHHS 3a00JIEBaHUS WM COCTOSHHS (TPYMIbl 3a00JIeBaHUMA WU
COCTOSTHUI) TI0 MeXIyHapoaHOM cTaTndeckoi kinacudukanuu 0oyie3Hed U pooieM, CBI3aHHBIX CO
310pOBbEM

1.5 Knaccudukanus 3a601eBaHUS WIH COCTOSIHUS (TPYIIBI 3a00J€BaHUM WIIM COCTOSTHHI)

1.6 Knuandeckas kapTuHa 3a00J€BaHUs WU COCTOSHUS (TPYIIBI 3a00JI€BaHUN MU COCTOSTHU )

2. [lmarHocTthka 3a00J€BaHUs WM COCTOSHUS (Tpynmbl 3a00JIEBaHUW WM COCTOSHUM)
MEIMLIHUHCKHE MMOKA3aHUsI U IPOTUBOIIOKA3aHNs K TPUMEHEHHUIO METO/IOB INATHOCTUKHU

2.1 ’KanoOsl u anHamHE3

2.2 dusukanbHOE 00CiIe0BaHNe

2.3 JlabopaTopHble TUAarHOCTUYECKUE UCCIICAOBaHUS

2.4 UHCTpyMEHTAJIbHBIE TUATHOCTUYECKHUE UCCIICTOBAHUS

2.5 VHble IUarHoCTUYECKUE UCCIIEOBAHUS

3. JledyeHue, BKIIOYAs MEIMKAMEHTO3HYIO M HEMEAMKAMEHTO3HYIO TEpAlUU, IUETOTEPAIuIo,
00e300n1BaHNe, METUIIUHCKHE TTOKAa3aHUS U MPOTUBOMNOKA3aHUs K IPUMEHEHHUIO METO/I0B JICUCHUs
4. MenunuHCKas peaOuauTanus ¥ CAaHATOPHO-KYPOPTHOE JIEUCHHE, MEIUIIMHCKUE TMOKa3aHUs U
NPOTUBOIIOKA3aHUsI K TIPUMEHEHUI0 METOJOB MEIUIMHCKOM peadwiuTanud, B TOM YHUCIE
OCHOBAHHBIX Ha UCTIOJNIb30BAaHUU MPUPOIHBIX JI€UEOHBIX (PAaKTOPOB

5. [IpodunakTuka u AUCTIaHCEPHOE HAOIIOEHUE, MEAUIIMHCKUE TTOKAa3aHUsI U MPOTUBOIIOKA3aHUS K
MPUMEHEHUIO METOIOB MPOPUITAKTUKH

6. Opranusanusi OKa3aHus MEIULUHCKON MOMOIIN

7. JononuurenbHas nHopmanus (B TOM ducie (akTopbl, BIUAIONIME HAa UCXOJ 3a00JIEBaHUS WU
COCTOSIHUSA)

Kpurepnn oLeHKM Ka4ecTBa MEAUIIMHCKON ITOMOIIHN

Cnucok nureparypsl

[Ipunoxenne Al. CocrtaB paboueil rpynmbel MO pa3pabOTKE M TMEPECMOTPY KIMHUYECKHUX
PEKOMEH 1Al

[Tpunoxxenue A2. Metononorust pa3pad0oTKy KIMHUYECKUX PEKOMEH AN

[Ipunoxenne A3. CripaBouHbIE MaTe€pUalibl, BKJIOYAsl COOTBETCTBUE IMOKa3aHUM K MPUMEHEHUIO U
MPOTUBOIMOKA3aHUM, CITOCOOOB MPUMEHEHUSI U /03 JIEKAPCTBEHHBIX MPENaparoB, HHCTPYKLIUU IO
MIPUMEHEHMIO JIEKAPCTBEHHOTO Mpernapara

[Ipunoxenue b. Anroputmel 1elicTBUI Bpada

[Tpunoxenue B. Undopmanus A nauveHTta

[Tpunoxenue I'l-I'N. IlIkanbl olieHKH, BONPOCHUKHU U JPYTUE OLEHOYHbIE MHCTPYMEHTHI COCTOSIHUS

mangueHTa, MPUBCACHHLIC B KIIMHUYCCKUX PCKOMCHIAAINAX



CHucok coKpalneHuu

AJIT — ananmHamMuHOTpaHcepasa;

ACT — acnapraramuHoTpancdepasa;

I'AI' — rIMKO3aMMHOIIMKAHBI;

KT — xommbroTepHas Tomorpadusi;

MIIC — mykonosmcaxapuaos;

MPT — MarauTHO-pe30HaHCHas TOMOTpadus;
CCC — cepaedHo - cocyiucTas CUCTEMa;
TI'CK — TpaHCIUIaHTalUK FEMOMOATUYECKUX CTBOJIOBBIX KIIETOK;
VY31 — ynpTpa3ByKOBOE UCCIIE/IOBAHUE;

OB/l — ¢(yHKIMS BHEIIHETO TbIXaHUS;

®3T — depmeHTHAs 3aMECTUTEIbHAS TEPAITUS;
OKI' — nsnekrpokapaunorpadus;

OHMI" — »snektponeiipomuorpadus;

Ox0-KI" — sxokapauorpadus;

O0I" — snmekTposHnedanorpadus;

ARSB — apuncynsdaraza B



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)

Myxononucaxapuno3 VI tuna (Cunapom Mapoto Jlamu) - HacneacrBennast nu3zocoMHasi 001€3Hb
HAKOIUICHUS, TPHU KOTOPOM HEMOCTATOYHOCTh (epmeHTa N-aleTuiraiakro3aMuH-4-cynbdarassl
(apuncynbdarazsl B) mpuBOIMT K HaApyIICHWIO paciierieHus miuko3amuHormukana (Al
nepMaraHcyibgara.

Cunapom Maporo-Jlamu, mykononucaxapuno3 VI tuma (MIIC VI) xapakrepusyeTcs OTCTaBaHUEM B
pocTe, OrpyOeHHEM YepT JIMLA, CHUKEHUEM CIIyXa, TYTOMOABMKHOCTBHIO CyCTaBOB, MHOKECTBEHHBIM
IU30CTO30M,  TEMaTOCIUIEHOMETAIINEW, TOCTEIEHHBIM  pPa3sBUTHEM  CEPACYHO-COCYAUCTOM U
JBIXaTEIbHON HEIOCTATOYHOCTH. Bee BhIIENEPEUHCIICHHBIE TPU3HAKY NPUBOIAT K MHBAJIUAU3AINY, A

NIPH TSDKEJIOM TE€UEeHUU OOJIE3HM - K JeTaabHOMY ucxony [1,2].



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

Henocrarounocts hepmenTa N-anerunranakrozamMuH-4-cynbgarasbl (apuicynibdarassl B) npuBonut k
HapyUICHUIO JeTpajaliu nepmartancyibdara. [Al’ HakammBaeTcss BHYTPU JIM30COM U
00yCJIOBIMBAET KIMHUYECKYIO KapTHUHY TSDKEJIOr0 XPOHMYECKOTO MPOrpeccUpyrouiero 3adoyieBaHusl.

Henocrarounocts apuiicynsdarassl B o0HapykuBaeTcst Bo Bcex TKaHsx [1,2].

I'en ARSB, xomupytromuii apuicynbdarazy B, kaptupoBan B XxpomocomHo# obmactu 5q14. MIIC VI

HacJeAyeTcs o0 ayTOCOMHO- pelieccuBHOMY Tuity [1,2].

N3-3a cHWKEHUS aKTHBHOCTH (hepMEHTAa IMPOMCXOAUT HAKOIUICHHE pa3nudHblx TumoB [AlT u
pa3BUBaeTCs coMaTHYecKas MaHHQecTalus B BHJIC JIMIICBOTO AUCMOp(dH3Ma, renaToCIUICHOMET I,
MOPaXEHUS CEP/IA, NbIXaTEIbHOW CUCTEMBbI, U3MEHEHUHN CKEJIETa, HEBPOJIOTHUYECKON CUMIITOMATHKH,
remMaToJoruuecKre u odraapMonorndeckue nsmenenus. Bapuadensnocts MIIC onpenensercs: TUIIom
HaKaruimBaeMoro cyocTpara npu Hemocrarounoi nerpagaruu [Al': mpu MIIC VI tuma mpoucxomut

HaKOIUICHHE JepMaraHcyibdara.



1.3 Dnuaemuosorus 3a60ngBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

MIIC VI tuna peakoe HacineACTBEHHOE 3a001eBaHue, CpeaHsis yactora B Mupe coctasisieT 1:300 000-
1 :400 000 >xuBBIX HOBOPOXKACHHBIX. B oTnenbHbIx cTpanax yactota MIIC VI MmoxeT ObITH BbIIIE, YTO

CBSI3aHO C TCHETUYECKUMHU 0COOECHHOCTSIMU ToMmyJsuu [3-5].



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 HAPYIIEHUIO OOMeHa BemlecTB, E 76.2 - Mykononucaxapuaos VI tuna.



1.5 Knaccugpukanust 3a001€BaHust MM COCTOSTHUSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

Boeinenstor 11 tunmos MIIC B 3aBucuMOcCTH OT mepBUYHOTO Onoxumuueckoro aedexra ([Ipunoxenue
I'n).

Breinenstor 3 knunuueckue gopmbl  MIIC VI B 3aBHcHMMOCTH OT Bo3pacta Ae00Ta, CKOPOCTH
MIPOTPECCUPOBAHUS U CTEIICHU MOPAKEHUS PA3IMYHBIX OPTAHOB U CUCTEM: TIPH TsLKEIou Gopme 1e0roT
3a0071€BaHMs - B Bo3pacTe 1-3 JIeT, Mpu CpeaHETKEION - ¢ 6 JIeT, mpu Jierkoil — mocne 20 jetT. DTo
paznenenue 10BosibHO yciioBHO. MIIC VI npexacrasisieT ckopee KOHTUHYYM KIMHUYECKUX (PEHOTUIIOB
OT JIETKOTO JI0 TsKenoro. OTIMYUTENbHON XapakTepucTukod storo tuna MIIC sBisiercst orcyTcTBUe

WMHTEJUIEKTyalbHbIX HapylieHui [1,6].



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

MIIC VI - paznooOpa3Hoe 1o CBOUM KIMHUYECKUM IMPOSBICHUAM 3a00JI€BaHUE U Y MALIUEHTOB MOTYT
HaOMIOAAThCS PA3IMYHBIE IO CTETNIEHU TSHKECTH U CKOPOCTHU MPOTPECCUPOBAHMS TTOPAKEHUSI OPTaHOB U

CHUCTEM.

Bonesnp xapakrepusyercss OTCTaBaHHMEM B pPOCTE, M3MEHEHUSIMU CO CTOPOHBI OpPraHOB 3pPEHUS,
orpyOJieHHEeM 4YepT JuIla, CHIDKEHHWEM ClIyXa, TYTOIMOJIBIKHOCTRIO B CyCTaBaX, IOCTETIEHHO
nporpeccupyionieif  gegopmanuerd  MO3BOHOYHHMKA, TPYAHOM  KIETKH, U  KOHEUHOCTEH;
renaroCIVICeHOMEraliMe, TOCTENEeHHbBIM  Pa3BUTHUEM  CEPJACYHO-COCYIMCTOM M JbIXaTeIbHOU

HeaocTaroyHocTH [1,6].

OcHo8HbIMU NpU3HAKamu Oone3Huy SBISIIOTCS HU3KUH pOCT, JuleBble Au3Mopdun (orpyOsiaeHue 4ept
nuna), AepopManus MOo3BOHOYHHUKA U 00uKooOpa3Has nedopmaius rpyIHON KIEeTKH, MHOXKECTBEHHbIE
KOHTPAKTyphl CyCTaBOB PA3JIMYHON CTEMEHH BBIPAXKECHHOCTH, TMOPAKEHUE CEPACUYHO-COCYIUCTON

CUCTCMbI, IOMYTHCHUC POTOBHIILI. HpI/I stoM tune MIIC uHTEIIIeKT He CTpaaacTt.

Bremmnuit Bun nanuenta npu tsokenon gopme MIIC VI xapakrepusyercs orcraBanuem B pocte (90-
100 cM mpu OBICTPOM MPOTPECCHUPOBAHUHU; MaKCHUMaJIbHBIH — 150 cMm), IuCIIpONOPIIMOHATBHBIM
TEJIOCI0KEHUEM - KapJIMKOBOCTHIO C YKOpOUYEHHEM TysoBuIa. OTMeuaeTcsi U3MEHEHHE YepT JIula -
KpYHHBIA HOC C 3amaBlIeil NepeHOCHlIel, SK30(TanbM, Myxjible IyObl, Makpornoccus. [Ipu nerkoit
dbopme 3aboeBaHms OrpyOIeHNE YepT Jnma, AedopMaIiid CKeJIeTa M 3aJepKKa POCTa BBIPAKCHBI B
MEHBIIIEH CTeneHu. XapaKTepHbl YIUIOTHEHHUE W YTOJIIIEHUE KOXH, >KECTKHE BOJOCHI, YMEpPEHHbIN

rupcytusm [1,6,7].

Kocmuasa cucmema: HWaOMIOMAIOTCS HU3KUM POCT, TYTOMOJABMKHOCTH CYCTaBOB KOHEUYHOCTEH,
BaJbrycHas nedopMaiusi ToJieHEeH pa3HOM CTEeNeHHM BBIPAKEHHOCTH; MHOXKECTBEHHBIH IH30CTO3:
ckaouedanusa, runomiazus 3yO00BUAHOTO oOTpocTKa C2-1O3BOHKA, THUIMOIJIA3UU ITO3BOHKOB,
nopcomroMOapHbIii  Ku(o3 B pe3ynprare OpaxWUCIOHIWINH, TUIATHCIIOHIWINN, WHOTAA CKOJIHO3,
HNOSICHUYHBIN runepiaopno3. OmnpenensioTcss MWUpoKHe pedpa, KOPOTKHE H30THYThIE KITFOUMIIBI,
THITOTUIA3Hsl TOJIOBOK IJICUEBBIX KOCTEH U BapycHas Ae(popMalius IIeueBbIX KOCTEH B MPOKCHUMAIbHBIX
OTJeNax, JUCTalbHble OSNU(U3bI KOCTEH MpPEeaIUieybs CKOLIEHBI Jpyr K Jpyry. 3aaepikka
dbopmupoBaHUs SAEp OKOCTEHEHHMsI. [ISCTHBIC KOCTH KUCTEH YKOPOUCHBI M CY)KEHBI - «3a0CTPEHBI» B
NPOKCUMAJIBHBIX OTJENIaX, XapaKTepHa «CKOIIEHHOCTBHY» BEPTIYKHBIX BHAJAMH, AePOPMHUPOBAHHBIE,

YIUIOIICHHBIE TOJIOBKU OEIPEHHBIX KOCTEH M BajibrycHasi nedopmanus meek OeIpeHHbIX kocteit [1,8
-10].

Opeanbl ObixaHus: 4acTble PECHUPATOPHbIE UHPEKUUU (PUHUTHI, OTUTHI). ['uneprpodus MUHIATUH U
aJICHOUJIOB, YBEIIMYEHUE S3bIKA, YTOJIICHHE HAITOPTAHHUKA U TOJOCOBBIX CBSI30K, OOYCIIOBIMBAIOT
pPa3BUTHE JIbIXaTEIbHBIX HAPYIICHUH PAa3HOW CTENEHU TSHKECTH, BKIIOUas OOCTPYKTHBHOE aliHO? CHA.
Ocobennoctu gedopmanii TpygHOW KIETKH (KecTKas TpyaHas KIeTKa B COYCTaHHHM C
KHU(POCKOIMO30M U MOSICHUYHBIM JIOPI030M) CHIOCOOCTBYET Pa3BUTHIO PECTPUKTUBHBIX JbIXaTEIbHBIX

HApyLICHUM.



Opean 3peHus: OTMEUAETCs MOMYTHEHHE POTOBUIIBI, CBSI3aHHOE C €€ YTONIIEHWEM U YBEIUYCHHEM
(MeranmokopHea), peTUHONATHS, U3MEHEHUSI AUCKA 3pUTEIBLHOTO0 HEpBa, BHYTPUIVIA3HASI THUIEPTEH3HUS,
raykoMa. [lopakeHne  3pUTENBHOTO  HEpBAa  MOXET  ObITh  OOYCJOBIEHO  OTJIOKEHHUEM
IJIMKO3aMUHOTIIMKAHOB B TAHIIIMO3HBIX KJIETKAaX 3pUTEIHLHOTO HEPBA, KOMIIPECCUEH 3PUTEILHOTO HEPBA
YTOJIIICHHON TBEPAOH MO3roBOM OOONOYKONW MM Cy>KEHHEM KOCTHBIX CTPYKTYp BAOJb TpaKTa

SPUTCIIBHOTO HEPBA, a TAKIKC ITOBBINICHHBIM BHYTPHYCPCITHBIX JTaBJICHUCM.

Lenmpanvuas nepenas cucmema: WHTEIUIEKT W ITOBEJCHYECKHE PEAKUUHU y IMALKUEHTIOB C JAHHOU
dopmoit MIIC oObIYHO HE CTpPajalOT, OAHAKO BBICOK PUCK PA3BUTHUS MHEJIONATHM IIEHHOTO OTAesa
[M0O3BOHOYHUKA. BO3MOXXHO pa3BUTHE KOMIPECCHUU CIHUHHOTO MO3Ta BCIEICTBUE COIYTCTBYFOIIMX
HapylUIeHUI OIMOPHO-JBUIaTeabHOr0 amnmnapara. OmnucaHbl Ciay4aw CIABJICHHUS CIMHHOTO MO3ra,
BBI3BAHHOTO YTOJIIIEHUEM €ro 000JOYEK WJIM HECTA0WIBHOCTBIO aTJIAHTOAKCHAJIBHOIO CyCTaBa
(conpoBOXAAOTCS HAPYIIEHUEM IMOXOAKHU, MBIIIEUHON CIAa0O0CThIO, HEYKIIOKECTHIO IIPU COXPAHHBIX

MOTOPHBIX HaBbIKaxX U qucyHKIKMEH MoueBoro my3sips) [1,6,11].

Tsokenass  (opma  OOJ€3HM  CONMPOBOXKIAETCS  OTKPHITOM  (cooOmiaromieiicss) ruaponedanuei,
HapyLIEHUSIMUA pe30pOLuu CUHHOMO3roBo# skujakoctu (CMIK), xoropble Takke BHOCSAT BKIJIAJ B
pa3BUTHE HEBPOJIOTHYECKUX HapyieHui. [Ipu3Haku runpouedaniu 3a4acTyto MOSBISIOTCA MEIJICHHO
U HE3aMEeTHO, U MOTYT 3aKJIIuaTbCsl B U3MEHEHHH IOBEACHMS, BO3HUKHOBEHUHU TOJIOBHOW 00,

HapyILLIECHUI 3pEHUSI.

KpanuoBepreOpanbHbiii cTeHO3 pa3BuBaercs y mnamueHtoB ¢ MIICVI BcnmeacTBue rumorniazuu
3y0oBUHOTO OTpocTKa C2 TMO3BOHKA, AaTjaHTOAKCHAJIbHOW HecTaOWuiabHOCTH, omioxkeHus [AlT B
TBEPAOM MO3roBOi 000JI0OYKE M 3aJHEH MPOJOJBHON CBA3KE, YTO B JaJIbHEMIIEM NPUBOAUT K
KOMIIPECCUOHHOM MHENONaTud Ha ATOM YPOBHE, W KaK CIEACTBUE, Pa3BUTHIO OyiIbOapHBIX
HapYILICHUM, EHTPaIbHOUN AbIXaTEIbHON HEAOCTATOYHOCTH. CUMITOMBI MOTYT BKIIFOUATh HAPYIICHUE
MOXO/IKH, MBIILIEYHYIO CIA00CTh, HEYKIIOKECTh MIPU COXPAHHBIX MOTOPHBIX HAaBBIKAX U JAUCHYHKIHUIO

MoueBoro my3bips [1,6,8].

KapnianbHblii TOHHEJIBHBIM CUHIPOM — HEHMPOMATHs CHABICHHUs y NALMEHTOB C Pa3jIMYHBIMU BUIAMU
MIIC. Ilpu OTCYTCTBMM J€YEHHUSI MOXET MPUBECTH K HEOOpaTUMON KOHTPAaKType AUCTalbHBIX
Mex(aaHTOBBIX CYCTaBOB, a TAK)KE K HAPYIICHUIO WM MOTEPE YyBCTBUTEILHOCTH MEPBBIX 3 MAJIbIIEB

U K ITape3y MBILII] TeHapa.

Huzocro3 npu MIIC VI Ttuna npuBOIAT K CHMXKEHHUIO ITOJABMKHOCTHM HWKHEW YENIIOCTH, 4YTO
OTpaHUYMBAET CMOCOOHOCTH OTKPBIBATh POT W JKeBaTh. HapyIneHHs TIOTaHWs BCTPEYAIOTCS PEKO,
OTMEYAIOTCS TMPU CPEIHETSIKEIOM U TSKEIOM TEUEHHUU 3a00eBaHUsl M, B OCHOBHOM, CBSI3aHBI C
HapyleHueM (PYHKIIMOHUPOBAHUS CTBOJIOBBIX OTIEIOB TOJIOBHOrO Mo3ra. OTCyTCTBHE MpaBUIbHOU
PEryIAIMK aKTa TIOTAaHUs MPUBOIUT K 3a0pOCy MHINHU, CIIOHBI B Tpaxero U OPOHXHATIBHOE JEPEBO U
Pa3BUTHIO BTOPMYHON WH(EKIIMM B BHIE PEUUIUBUPYIONIMX ACTHPANMOHHBIX OpPOHXHUTOB U
HEBMOHUI. JTO yCcyryOiseT IbIXaTelbHble HAPYIIEHUS, SIBISIIOIIMECS cheacTBUeM oTioxeHus Al B

BEPXHUX U HUKHUX JAbIXaTeNbHBIX MyTax [9,10,13].

Cepoeuno - cocyoucmasn cucmema (CCC): oTMedaeTcsi yTOJIIEHUE CTEHOK cepilla, U3MEHEHHUs CO

CTOpPOHBI KJIamaHHOTO anmapara (YIJIOTHEHHE CTBOPOK M XOpJ KIJAalaHOB), Pa3BUTHUSL CEPIECUHOU



HEAOCTATOYHOCTHU, KaK C COXpaHeHHOﬁ, TaK U CO CHIKEHHOU COKp&THTGJ’ILHOﬁ CHOCOGHOCTBIO
MHOKapaa. HpOSIBJICHI/ISI CEpACYHO- COCYOAUCTBIX Hapyn.[CHI/Iﬁ OTMCYAIOTCA C pPAaHHETO BO3pacTa.
BOJ'ILI]_II/IHCTBO NanucHTOB UMCHOT, I10 KpaﬁHeﬁ Mepe, OHUH HpI/IBHaK KO BTOpOMy JCCATUIICTUIO KU3HU
[1,6,12].

XapakrepubiMu nipu3zHakamu nopaxkenus CCC mpu MIIC sBustorcs  auchyHKIMU KianaHoB (B
OCHOBHOM, MUTpPAJIbHOTO, a0PTAJIbHOTO KJIAlaHOB), TUNEpTpodus MUOKapAa, HapylIeHHE pUTMa U
npoBoAUMOCTH. DYHKIUS KJIaaHOB, HECMOTPSI Ha MX YTONIIEHHWE B pe3ynbrare oTinokeHus Al
MOKET HEKOTOpOE€ BpeMsl HE Hapyllarbcs. B mocienyromeM MOsSBISETCS LIyMbl, XapaKT€pHBIE s
MUTpPaAIbHOU (CUCTOMUYECKHUI) U a0PTaTbHOM (IMACTONNYECKHI) HETOCTATOUHOCTH, Pa3BUBAIOIIUECS
B pe3yJibTaTe HEeCOCTOATENbHOCTU KIanaHoB. B nanpHeimeM ykopodeHue xopa U (pudpo3 seBoro
apTPUOBEHTPUKYJISIPHOTO  KOJIbLIA MPUBOAAT K CTEHO3UPOBAHHUIO MUTPAJIBHOIO  OTBEPCTHS.
HenocrarouHocTs TPUKYCHHAAIBHOTO M IYJIBMOHAJBHOTO KJallaHa OOBIYHO KIMHUYECKH HE

nuarHoctupyrores [1,6,12].

Camoli yacTol NMPUYMHON pa3BUTHUS CEPACUYHON HETOCTAaTOYHOCTH C COXpPaHEHHOM (ppakiueil BeiOpoca
JIEBOTO JKEIYAOYKa y ATUX NAUUEHTOB SBIISIETCS IOBBIIICHHUE >KECTKOCTH MHUOKApAa B PE3yJbTare
otinoxenus ['Al (1o Tumy pecTpUKTUBHON KapAHMOMUONATHN). B pekux ciydasx MOKET HaOMI0AaThCs

CHUIXXCHHC COKpaTHTeHLHOﬁ CIIOCOOHOCTH 3a CUET JujiaTaliliu MOJIOCTEH.

Kpome Toro, cepaedynass HEZOCTaTOYHOCTb MOYKET PA3BHBAThCA C MOPAXKEHHUEM IPABBIX OTIEIOB
cepla, Mo TUIy XPOHHYECKOIO JIETOYHOrO CEpAla, B pesyisTare JIepopMaluH IPYJHOW KIIETKH,
NOpaXXEHUs1 JIETKUX u3-3a omiokeHus [Al' (kecTkue Jerkue), HapylleHUs JPEHUPOBAHUS
OpOHXMAJIBHOTO JIepeBa U3-3a CYXEHHUS OpPOHXOB M PAa3BUBAIOIICHCS TpaxeoMallsiMU U Pa3BUTHUS

XPOHUYECKOW TMIOKCHH.

Kenyoouno-kuweunas cucmema: CUHAPOM pa3IpaXKeHHOrO KUILIEYHHKA, renaTociiienomeranus. [1,6].



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

HMuarno3z MIIC tun VI ycraHaBiuBaeTcsi HA OCHOBAaHMM COBOKYIMHOCTH: aHAMHECTHUYECKHX JTaHHBIX,
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 oucniazuamu [1].



2.1 /Kaa100bI 1 aHAMHE3

HpI/I c6ope aHaMHe3a M KaJiod PEKOMCHA0BAaHO O6paTI/ITI) BHUMAHHC Ha CJCAYIOIIHC JKaJIoObl U

AHAMHECTUYECKUE COOBITHS:

o [lpu cOope anamHe3a u xkano0 ciemyeT oOpaTWTh BHUMaHWE Ha CIEAYIOIIHE JKaloObl U
aHAMHECTUYECKHE COOBITUSA:

e OTsromieHHbIM CEeMEMHBIM aHaMHe3 (CXOAHbIEC ciydyad 3a00JeBaHUsl B CEMbE, OJIM3KOPOICTBEHHBIN
Opak)

e «TpyObIe» YEpTHI TULA

e YACThIE PECIIUPATOPHBIE 3a00IEBaHUS

e HW3KHUU POCT

e CHI)XCHHE CTyXa

e CHW)XECHHE 3PECHHUS

e PEUMIUBUPYIOUINE IPHIKU (OCOOEHHO - ABYCTOPOHHUE)

e TIOMYyTHEHHUE POTOBHUIIBI

e MHoOXecTBEHHBIH I130CTO3 (Aedopmaliuy yepena, rpyaAHON KIETKH, TO3BOHOYHHUKA, KOHEYHOCTEH )

e HapylICHHE OCAHKU-KU(]O3, CKOINO03

e YXYAILICHUE MEPEHOCUMOCTU (PU3UUECKUX HATPY30K

e C1a00OCTh B KOHEUHOCTSIX

e TYIOIIOJIBUKHOCTB B CyCcTaBax

e U3MEHEHHUE MOXOAKU

e HEJIOBKOCTb MEJIKOM MOTOPHUKH

e HapylIeHHE KOHTPOJIS 3a (YHKIMSIMHU Ta30BbIX OPraHOB

e Q4ITHO3 BO CHC

Kanobwr u anammnes maxaice onucambvl 6p6130€]l€ (KJIUHUYECKAA KapmuHay.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

[Tpu ocMoTpe HEOOXOMMMO 0OpaTUTh BHUMAHUE Ha OCHOBHbIE KinHUYeckue nposiienus MIIC VI:

e TpyObI€C YepTHI JINIIA

e HHM3KOPOCIOCTb

e TYIOIOJBHKHOCTbH CyCTaBOB
e TIOMYTHEHHUE POTOBHUIIBI

e TEMaToOMerajus

e CIIJICHOMCT AJIMUA

IMaxXOBO-MOIIIOHOYHBIC U ITYIIOYHBIC I'PBIKU

Bripak€eHHOCTh KJIMHUYECKUX MPOSIBICHUN B 3aBUCUMOCTH OT Bo3pacta nedrora MIIC VI moxer

BapeupoBath (IIpunoxenue 1'2).



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

OcHoBHbIE J1abopaTopHble MeTOoAbl ToATBepxaAeHus nuarnoza MIICVI BxirouaioT ompeneneHue
aKTUBHOCTU (epMeHTa apuicyibdarazbl B, komuuecTBeHHBIM U KadecTBeHHbIN aHanu3 Al mouun u
MOJIEKYJISIpHO-TEHETUUECKUE HuccieaoBaHusi reHa ARSB. JlaHHble WCClIeOBaHUS MPOBOJSATCS B

CIICHHUAJIN3UPOBAHHBIX TCHETHUYCCKHUX na6opaTopHﬂx.

o Pexomenayercs Bcem nauuveHtam omnpenesieHue Al B moue. JlaHHBIA TECT SIBISETCA OJHUM U3

nmoATBep K IaroImx onoxumudeckux tectoB 1t MIIC VI tuma [1,14].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAAUMH — 5)

Kommentapuu: nosviwenue ypoeus 1Al 6 moue nabarooaemes u npu opyeux ¢gopmax MIIC, npu
npogedenuu  anekmpogopeza  ITAIT  803MOdCHO — 6bIAGUMDL  UBOTUPOBAHHOE  NOBbILUEHUE

oepmamancynvgama, umo xapaxmepro monvko 0ns a3moeo muna MIIC.

o PexomMeHI0BaHO OTIpe/ieICHIE aKTUBHOCTH apuiicyibdaTa3bl B (BXOIUT B KOMIUIEKC UCCIIETOBaHUN
JUIsL IMarHOCTUKHM MyKomoiucaxapuao3a tun VI) B kyneType ¢uOpo61acToB, B M30JIMPOBAHHBIX
JEeHKOIMTax, MO0 B MATHAX KPOBHU, BBICYIIEHHBIX Ha (prbTpoBambHON Oymare (prisTpbr Ne903)

BCEM IMaI[MEHTaM C 1IeJIbIO MOATBEPKICHUs quarnosa [1,14].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALNH — 5)

KommenTapuu: y nayuenmos ¢ MIIC VI akxmusnocmov 0annoeo ¢pepmenma crudxicena. Heobxooumo
uMepeHue aKmueHOCMU Opyeux cyivghamas Oisi UCKIIOUEHUS MHONCECBEHHOU CYIbhamazHou

He0oCmamo4HoOCmu.

o PexomeHgoBaHo nccienoBanue rena ARSB (BXOIUT B KOMIUIEKC MCCJIEIOBAHUM I TUAarHOCTUKHU
MyKoToJincaxapuao3a Tun VI) ¢ 1enpio MOATBEPKIACHHUS TUarHO3a MOJICKYISPHO-TEHETHUYECKUMH
MeTonamu [1,6,14].

YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAAMH — 5)

KomMmenTapuu: swvisnsienue mymayuii 6 cene ARSB noomeepoicoaem ouaenoz MIIC VI Cnedyem
VUUMBIBAMb, YMO 8 PEeOKUX CIAVHAAX MYMAayuu 8 2eHe C NOMOWbio CManoapmuulx memooos JJHK-
amanuza, mocym Oblmb He 6blAGIEHbl, MAK KAK PACNoNazaiomcs 6 2iyOuHe UHMPOHO8 Ul
npeocmasiaom npomsiceHnvle Oeneyuu cera [1,15]. B smux cayyasx HeobXo0umo mujameibHoe

conocmaeienue OUOXUMUYECKUX U KAUHUYECKUX OAHHbIX OJIS n00m€€p9f€0€Hl/lﬂ ouazHosa .

e Pexomenayercss BceM mnamuentam ¢ MIIC VI  mpoBeneHue aHajan3a KPOBU OMOXMMHYECKOTO
OOIIETePareBTUYECKOTO ISl OmpefeieHus] (PyHKIIMOHAIBHOTO COCTOSIHUS TICUEHHU, KOTOpas
ABI€TCS ~ OOHUM M3  opraHoB-mumieHeilt npu  MIIC  (ompeneneHne  aKTUBHOCTH
anannHamuHotpancdepassl  (AJIT), acmapraramunorpancdepazsl (ACT) B KpoOBH, YpOBHS
CBOOOIHOTO M CBA3aHHOTO OWIMpPYyOMHAa B KPOBH , YPOBHS XOJECTEpUHA B KPOBH, YPOBHS

TPUIVIMLIEPUIOB B KPOBH ) €CJIM HE IPOBOAMIICS B MpeALIEeCTBYIoME 6 Mecsues) [2, 6,16].



YpoBeHb yOoequTeJIbHOCTH 10KA3aTeIbCTB B (YPOBeHb 10CTOBEPHOCTH peKOMeHaanumn — 4).

e Pexomenayercs Bcem nauuentam ¢ MIIC VI npoBenenue o6miero (KIMHUYECKOTO) aHallh3a KPOBU
JUTsL OIICHKM OCHOBHBIX MapaMeTPOB KPOBETBOPEHUS M BBISBICHUS] BO3MOKHBIX MH(EKIIMOHHBIX

MPOIIECCOB (€C/IM HE MPOBOAMWIICS B MPEIIECTBYIONINE 2 MecseB) [2, 6,16].
YpoBeHb y0eauTeILHOCTH 10Ka3aTeIbCTB B (YpOBeHb 10CTOBEPHOCTH peKoOMeHIauuu — 4).

KoMMeHTapuu: 8 C643U C 8bICOKUM PUCKOM PA3GUMUSL UHMEPKYPEHMHBIX UHDEKYUL, acnupayuoHHoU
nHesmonuu y nayuenmos ¢ MIIC pexomendyemcs npogederue 0aHH020 UCCIe008aHUsL He pedce 5 pa3 6

200

e Pexomenayercs Bcem namuentam ¢ MI/C VI npoBeneHue oo1iero (KIMHAYECKOr0) aHalln3a MOYU
JUTSI OLIGHKH COCTOSTHUSI MOUYEBBIBOJIAIIUX ITyTEH U MOYEK (€CIM HE MPOBOIWIICS B MPE/IICCTBYIOIINE
3 mecsua) [2, 6,16].

YpoBeHb yOeAUTEJIbHOCTH A0KA3aTeNbCTB B (YPOBEHDb 10CTOBEPHOCTH peKOMeHaaluu — 4).

KomMmeHTapuu: 6 c6s3u ¢ 6bicOKUM pUCKOM pA3GUMUS UHMEPKYPPEHMHbIX UHGEKYULl Y NAYyUeHmos ¢

MIIC pexomendyemcs nposedenue 0aHHO20 UCCTe008aHUs He pedice 4 pa3 & 200



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCccJIe0BAHUSA

e Pexomenayercs Bcem namuentam ¢ MIIC VI nmposenenne Y3U opraHoB OprOIIHON MOJOCTH C

1EJbIO BBISIBICHHS YBEIMUYCHUM Pa3MEpOB MEUYECHH U CENIe3€HKU (€CIM He MPOBOAUIOCH MOCIEIHNE
12 mecsnes) [2, 6,16, 17].

YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PeKOMeHAAUNH — 4)

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

mepanuu pasmepsvl Ne4YeHU U CeNIEe3EHKU YMERbUAIONICAL.

o PexoMeHayeTcsi C 11€JIbIO BBISIBJICHHSI MHOXKECTBEHHOIO Au30cTo3a BceM mnanueHtam ¢ MIIC VI
MIPOBEJICHNE PEHTIEeHOrpapuu MEHHOTO, IPYIHOTO U MOSCHUYHOTO OT/JENa MO3BOHOYHUKA, a TaKXKe

peHTreHorpaduu BepXHUX U HIKHUX KOHEYHOCTEH (€ClIi He TTPOBOAUIIACK MOCIeIHrEe 12 MecsIieB)
[2,6,16,25,29].

YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAALMH — 5)

KomMeHTapHuu: 6b1s6/1510mcsi MHOJICECMBeHHble OU30CMO3bl CKagoyepanus, cunoniaszus 3y008U0H020
ompocmka C2-no360HKa, 0opcontombapHulil Kugo3 6 pesyivmame HIAMUCNOHOUTUU, NOACHUYHDLLL
eunepnopoos. Onpeodensiomes wiupokue peopa, Kopomkue U30SHymuole Kuoduybvl, SUNONIA3UsL 201080K
nieuegulx Kocmeu U 8apychas Oegopmayusi niedesvix KOcmel 6 NPOKCUMANbHbIX O0moenax,
oucmanvhvie dnuUGu3bl Kocmetl npeoniedvs ckouleHvl opye K opyey. 3adepoicka gopmuposanus soep
oxocmenenus. Ilacmuvie Kocmu Kucmei YKOPOYEHbl U CYHCEHbL — «3A0CMPEHbLY 8 NPOKCUMATILHBIX
omoenax, «CKOWEeHHOCMbY GEPMIYAHCHbIX BNAOUH, O0eopMUpO8aHHble, YHIOUWEHHble 20JI06KU

beoperHbIX Kocmell U 8albeyCHas Oeghopmayus ueex OeopeHHbIX Kocmell.

o Pexomenayercss Bcem  mamumedntam ¢ MIIC VI mpoBeaeHue  CTUMYISIHUOHHOM
anekTporeiipomuorpadun  (OHMI'), d9ro mo3BOJAET ONUECHUTH (YHKIMOHAIHPHOE COCTOSTHUE
MBIIIEYHBIX TKaHEH, HEPBOB U HEPBHO- MBILICYHON Mepeiadur (€CIM HE MTPOBOIUIIOCH MociieqHue 12
Mecstes) [2, 6,16].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTeIbCTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHAAUM — 5)

Kommentapuu: cmumynayuonnas IHMI' nozeonsem onpedenrums coasieHue cpeOuHHO20 Hepsd

oanice 00 NOABNEHUS. CUMNINOMOB U OONNCHA I’lpO@O@Mﬂ’le}Z, HA4YuHasd ¢ eospacma 4-5 nem eorce2o0no.

o PexoMeHg0BaHO MpoBeeHUE TOHAIBHOM ayauoMmeTpuu BceM mnanueHtam ¢ MIIC VI ¢ nensro

BBISIBJICHUS] TYTOYXOCTH (€CIU HE MPOBOMiIachk nocieanue 12 mecsaues) [2, 6,16].
YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIANNH — 5)

KommenTapuu: myeoyxocms pasHoii cmeneHu  8bIpAMdCEHHOCMU XapakmepHa Ol  OAHHO20

3abonesanus. OHa modicem KOHOYKMUBHOU UMY HEUPOCEHCOPHOU UIU HOCUMb CMEULAHHbII Xapakmep.



Pannee evisienenue myzoyxocmu nozeojisiem Yaydudunitb Ka4ecneo JHCU3HU nayueHmoe, obecneyumos um

nyuulee obujeHue u ooyuenue.

o PexomengoBaHo rmpoBeneHue wucciaenaoBanus ¢GyHkiuu BHemHero Abixanus (®BJl) Bcem
narueHtaM ¢ MIIC VI gns onenkn 3¢p¢GeKTUBHOCTH MPOBOIMMON Teparmuu, KOHTPOJIS 3a

COCTOSTHUEM OPOHXO-JIETOYHOM CHCTEMBI (€CJIM HEe MPOBOAMIOCH ociennue 12 mecses) [2, 6,16].
YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIANH — 5)

e PexoMeHI0BaHO MPOBEACHUE UCCIIEIOBAHUSI PEHTICHOrpa(Uu IpyAHON KIETKU BCEM MallMEHTaM C
MIIC VI nipu Hanuuum aycKyJIbTaTUBHBIMX U3MEHEHUM B JIETKUX (€CIIM HE TPOBOAMIIACH TTOCTIECIHIE
12 mecsine) [2, 6,16].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeIbCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHAAUM — 5)

e PexoMeHI0BaHO IPOBEICHNE KapAHOPECIIUPATOPHOIO MOHUTOpUHTA BeceM manueHtam ¢ MIIC VI
JUISl TAarHOCTUKU OOCTPYKTHUBHOTO amtHO? CHA (€CJIM He MPOBOAWIICS Tocieanue 12 mecsues) [2,
6,16,27].

YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAANMH — 5)

o PexomengoBano nposenenue peructpauun OKI, 3xo-KI, xonTepoBckoe MOHHUTOPUPOBAHUE
CEpAEYHOTO PUTMA M CYTOYHOE MOHHMTOPHUPOBAHUE APTEPUAIIBHOTO IABJICHUS BCEM IMAIMEHTaM C
MIIC VI njist onieHKH cOCTOSTHUSA cep/aiia (€ciu He TPOBOIUIIOCH TpeIiecTBytomue 12 mecsaies) [2,
6,16,26].

YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALMH — S)

KomMmenTapuu: peeyriapnoe  npogedenue  pecucmpayuu  IKI,  Oxo-KI,  xonmepoeckoeo
MOHUMOPUPOBAHUSL CEPOEYHO2O PUMMA, CYMOYHOE MOHUMOPUPOBAHUE APMEPUATbLHOO O0A81eHUs
HeoOXo00UMO nayueHmam ¢ OaHHOU namoioduell, maxK KaKk ¢ paHHe20 803pacma y HUX Ommeyaromcs

cepoeuHo-cocyoucmoie HapyuleHus.

e Pexomenayercs BceM nanuentam ¢ MIIC VI npoBeneHne MarHUTHO-pe30HAHCHOM ToMorpaduu
(MPT) ronoBHOro mMos3ra W IMIEHHOTO OT/AENA MO3BOHOYHMKA C IIEJIbIO BBISABICHUS KOMIPECCHU

CIIMHHOTO MO3Ta U Tujpoiedatnu (eciy He TPOBOAUIOCH B Tociennue 24 mecsies) [2, 6,16].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAAUMH — 5)

Kommenrapuu: Hecmabunonocms amianmoakcuaibHo20 COYLeHeHUss Moxcem Oblmb GblAGIEeHA NpU
penmeenozpaguu  weuHo2o0 omoena HO360HOYHUKA C QYHKYUOHALHLIMU NpoOAMU, OOHAKO OJifl
NOOMEEPIHCOCHUsL  KOMUPECCUU CRUHHO20 MO032a  6Cle0cmeue  ymoaueHus e2o0 000N0YeK U

Gdopmupyrowuxcsa aHomanuii no360HK08 mpebyemcs npogeoerue MPT.

e Pexomenayercss mnauuvenram ¢ MIIC VI koncynpramusi Bpada-oTaqbMoiiora M INPOBEACHHE
UCCIIEZIOBAaHUSl TIEPEAHEr0 CEerMeHTa [a3a METOJOM OOKOBOIO OCBEILEHHUS, W3MEpPEHUE

BHYTPHUIJIA3HOTO OAaBJICHUA (TOHOMeTpI/IH n JOpyrue TECTHI, HCO6XOI[I/IMBI€ 11 AUArHOCTHKHU



I71ayKOMBI) U OIIEHKAa COCTOSIHUS TJIa3HOTO JHA (0(TaTbMOCKOMHMS) C IENbIO BBISBICHHS TJIAYKOMBI,
M3MEHEHHMSI TIPO3PaYHOCTH MIA3HBIX CPEJ U COCTOSHUS CETYATKHU (€CJIM HE TPOBOAMIICS MOCIIETHUE
12 mec.) [2, 6,16].

YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHIANH — 5)

Kommenrapum: y nayuenmos ¢ MIIC VI moeym ewisiensames nomymHeHue po2osuysl. Y HeKomopulx
NayueHmos pazeueaemcs 2uaykoma, nuemeHmuas oucmpogusa cemuamku. Peoxo - omex oucka

3pumellbHo2c0 Hepeda.

HuddepennmanpHas guarHoctuka npoBoautcs ¢ apyrumu tunamu MIIC, anbda-mMaHHO3UI030M,
No31HUMHU (OpMaMU TaHIIIMO3UI030B, MYKOJIUIMUAO030M, HEUH(EKIIMOHHBIMU TOJUAPTPUTAMH,

snuduzapubIMu quctazusmu [ 1,2, 6,16].



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

o Pexomenayercs Bcem naruentam ¢ MIIC VI nmpoBeaeHue 6-Tu MUHYTHOTO TecTa C XOAbOOM st

OLICHKU BBIHOCJIMBOCTH (KOHTPOIb dpdexkruBHocTr O3T) (ecnu He mpoBOaMIICS MOCieIHue 6 Mec.)
(ITpunoxenue I'4) [2, 19, 22].

YpoBeHb yOeAUTEJIBHOCTH A0KA3aTENbCTB A (YPOBEHb 10CTOBEPHOCTH peKoMeHaanuu — 1)



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

Jleuenne MIIC tunm VI BkIOWaeT Kak IMaTOreHETHUYECKOe JeueHHe -HaszHaueHue D3T, Tak u
MPOBEJICHUE cuMnTOMarndeckorm tepanuu. Benenwe nanmentoB ¢ MIIC tun VI mpenmonaraer
MYJIBTUIACIATUIMHAPHBIA TIOJX0/ C 00s13aTeIbHBIM YYaCTHEM HEBPOJIOTOB, TCHETHUKOB, KapIHUOJIOTOB,
MyJIbMOHOJIOTOB, TaCTPOJHTEPOJIOTOB, (U3MOTEPANleBTOB M Bpadel APYruX CHCIUATbHOCTCH,

HMCIOIIUX OIIBIT B JICHCHUHU 3TOI'0 PECAKOTO 3a00J1eBaHMs.

3.1 I1IaToreHeTnuyeckKoe JeUYeHHE

o PexomengoBano mnposencHue QepMeHTHON 3amectutenbHoil Tepanuu (P3T) mamuentam c¢
ycTaHoBiIeHHbIM JuarHo3oM MIIC VI c¢ nenbro 3amensieHus mporpeccupoBaHusi 3a00JI€BaHMS,
YMEHBIICHUS] pa3MepoB INEUEHU U CEJIEe3EHKH, YNydlleHHs (YyHKIUU cepAlla, CHIXKEHUs] YpOBHS

skckpetupyembix Al [2, 18-22].
YpoBeHb yOeAUTEJIBHOCTH A0KA3aTEeNbCTB A (YPOBEHb 10CTOBEPHOCTH peKoMeHaanuu — 1)

Kommentapuu: @37 nposooumcs npenapamom eaicyivghaza (ko0 ATX AI6ABOS) npenapam
8800UMcsL 8 003e 1me/ke 00uH pas 6 Hedenio 8 ude BHYMPUBEHHOU UHGY3uU 6 meuenue 4 4 8 yciosusax
neyebHo2o yupexcoenus. Ilpenapam neped ungysueii HeobX00UMO paszeéecmu 8 pacmeope HaAmpus
xnopuoa 9 me/mn (0,9%). Oowuii 06vem unghysuu onpeoensiemcsi Ha OCHOBAHUU UHOUBUOYATbHO20 8eCd
nayuenma. Ou cocmasasiem 100 mn unghyzuonnozo pacmeopa nampus xanopuoa 9 me/ ma (0,9%), ecau
sec nayuenma meHvwie unu pagen 20 ke unu 250 mn, ecau eec nayuenma oonvue 20 ke. 2,5%
pacmeopa 6800sm 6 meueHue nepeoco dacda, oCmanvHou ob6vém (npumepno 97,5%) 6 meuenue

nocneoyrowux 3 u. @3T 6 sude HymMpuUBEHHbIX UHGDY3ULL NPOBOOSM eHCeHeDelbHO NONCUZHEHHO.

U3-3a  pucka B03HUKHOBEHUs allepeudyecKux peakyuli 6 omeem Ha UHQY3U, nayueHmam
HA3HAYamcs AHMUSUCTAMUHHbIE npenapamal 8 couemanuu ACAPONOHUINCAIOUWUMU
HenocpeocmeeHHo neped un@ysuetl. Ilpu 603HUKHOBEHUL HeXCenamelbHOU peakyu UHY3UIO HYIHCHO
OCMAHOBUMb, 00 pA3PEUleHUss CUMNMOMO8 U 3amemM HPOOOINCUMb UHQDY3UIO CO CKOPOCMbIO HA

NONOBUHY MEeHbUE MOU C KOMOPOU OHA NPOBOOUNLACY.

3.2 CuMnroMaTH4YeCcKoOe JICUeHU e

o PexoMeHg0BaHO TMpoBeJeHHWE MeAUKaMeHTO3HOW mnpemenukanuu (RO6A aHTUrUCTaMUHHBIMU

CpPEICTBaMU W/WJIM AQHTUIUPETHKAMU) IMPHU TOSBICHUU MOOOYHBIX AJUIEPrUUYECKUX PEaKIUil mpu
unoys3uu. [2,23, 31].

YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALMH — 5)



KommenTapuu: V nayuenmos ¢ MIIC, nonyuarowux @37, kax u npu 6/6 8gederuu 106020 Opy2020
benkoso2o npenapama, Mo2ym pazeumvCs NoOOuHble pearkyuu  (MUXopaoka, 03Hob, peoma,
KpanueHuya, msgcesvle peaxkyuti SUnepuyscmeumenbHOCmu auilepeuieckoeo muna), npoucxoosujee
U 80 8pemsi UHGY3uu Uiy 6 meuenue OHs nposedenus ungysuu. Ilpu nosenenuu nobOUHLIX peakyul
80 6pemsl /nocie UHQy3uU PeKoMeHOyemcst cCoomeemcemayioujee jleueHue, npu Komopom Heooxooumo
C1e008amMb  COBPEMEHHbIM CMAHOAPMAM OKA3AHUS MEOUYUHCKOU NomMowu (Npomueopeommble
npenapamovl,  AQHMUSUCIAMUHHbIE — CPeOCMEd,  AHMUNUPEMUKU,  2THOKOKOPMUKOCIEPOUOHbLE

npenapamst).

Jleuenue xponuueckux 3a60ne8anull (N08eOEHYECKUX HApyUWeHUul, 0QmanbMon0cUYecKux HapyueHul,
OPMONEOUHecKoll  namoaocu, CyoopodcHo2o cunopoma, Al, cepoeunoil HedocmamouHocmu,
pPeyuOUBUPYIOWUX OMUMO8, YACMbIX PeCRUpamopHbix 3abonesanutl u op.) y nayuenmog ¢ MIIC VI
PEKOMEHO08AHO NPOBOOUMDb C YYEmOM OeUCMBYIOWUX KIUHULECKUX DPEeKOMEeHOAyull, NPUHUMAsSL 80
BHUMAHUE pe3yIbmamvl  KOMNJIEKCHOU OYeHKU CO CHMOPOHbl 6CeX Op2aHO8 U CUcmem u

nepcoralIu3uUpoB6arHsvle yeiu nayuermad.

Jleuenue nosedenyeckux HapyuleHuti nNpoBOOUMCS HEBPOIO20M, OObIYHO UCHONb3YIOMCS CeOAMUBHbBLE
cpeocmea,  MpAaHKEUIU3AmMopyvl,  KOppeKmopwvl — nogedeHus. Bwibop  npenapama, 0o3upoéxa,
ONIUMENbHOCMb KYpca ONpeoensitomcs uhousuoyaivio. Hauunarom npuem oanHvix npenapamog noo

muiamejbHbIM 8pd'¢€6HblM KOHmMpOoJiemM 6 YCI1OBUAX KPY2lOCYNOYHO20 / OHe8H020 cmayuornapa.

IIpu ogpmanvmonocuueckux HapyuwieHUsx nposoOUmMcs JedeHue no NOKA3AHUAM, no0Oop mepanuu

ocyuiecmeiisienicia HaA OCHOBAHUU peKOMeHOauuﬁ no jledeHurw coomeemcmeyrnouux HO30/102U.

Opmoneduueckas Koppekyus HApYulenus OCAHKU, KOHMPAKMyp CyCmaso8 ¢ UCHONb308AHUEM
HexXupypeuueckux Memooo8 6Kaoyaem Guzuonpoyeoypvl u J1euebHyio Gu3KyI1emypy, UCHOIb3YIOM
opmoneduueckue ycmpotiicmea. 11o nokasanusam ocywecmeisiiom Xupypeuveckoe iedeHue cUHopoma
KapnanibHOo20 KAHANA, NPOBOOUMCSE IHOONPOME3UpO8arHue mazo0e0peHHo20 Ul KOJNeHHO20 Cycmasd,

Koppucupyrouiue ocmeoniomuu onst ucnpaeierusd ocu KOHeyHocmell.

Peyuousupyrowue omumel, yacmeie pecnupamopHvle 3a001e6aHUs GEPXHUX ObIXAMENbHLIX Nymell

mpebyom npoeedeHuss CUMRIIMOMAMu4eckoll, anmubaxkmepuaivrol mepanuu [2, 6].

y nayuermos ¢ MIIC npu Haluduu snuienmudecKux npucniynoe peKOMeHaOGCZHO UCnojb3oedrue

npenapamos u cxem jle4erusd, Had OCHO6AaARUU pekomeﬂdauuﬁ no Je4eHU0 YNULEnCUll.

Pexomenoosano  yuacmue — MyIbmMuOUCYUNIUHAPDHOU  KOMAHObI 68  Ge0eHUU  CepOeqHOll

Hedocmamounocmu y nayuernmos ¢ MIIC V1.

IIpu neuenuu apmepuanvhou eunepmonuu y nayueumos ¢ MIIC VI pexomenoosano HasnaueHue
aHmMUuSUNEepmeH3UBHOU mepanuu 8 COOMEemMcmeul ¢ KIUHUYeCKUMU peKoMeHoayuamu « Apmepuanvras

cUNEepPpmoHrUsl y 63pPOCablX ).

Tlonosxcumenvrnoco 3gpgpexma papmaxomepanuu xpounuueckou oonu y nayuenmos ¢ MIIC mooicHo

00bumvcs npu ytté'me npurHuUMaemsvlx nayueHniom npenapamoe u pecymiapHoM MOHUNMOPUHSE



bezonacnocmu neyerus. Hpu neyenuu 0601e6020 CZ/IHOPOMCI Yy nayuenmada Cﬂe()yem UCnoivb306anitob
HauMenee UHBA3UBHbIU cnocob. Muoeue npenapamel, peKOMEHOOGClHHble onsl mepanuu bon1e6o20
CMH()pOMa 6 3(lpy6€9fCHle KJIUHU4YeCKUxX peKOMeHalll/!Mﬂx, NPUMEHAIOMCA «BHE NOKA3AHULY U moczeyni

ObLIMb HA3HaAUeHbl No peuleruro epavednol komuccuu [2, 23, 22].

o Pexomenpyercst nauuenram ¢ MIIC VI koHCynbTanny Claeayrommx CIEHUAINCTOB HE pexe | paza
B 3 Mecslla WM Yale NMpyu HaJIUYMKM MMOKAa3aHUW: BPauOM-TEParieBTOM, BPauOM-OTOIAPUHIOJIOTOM,

BpauoM-HeBposiorom [2,16,29].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALNH — 5)

o Pexomenpyercs nanuentam ¢ MIIC VI koHcynbTanuu Ciaeayomux CIEeHUalIucToB He pexe 1 paza
B 6 MecsueB WIM Yaule NPU HaJIU4YUU IMOKA3aHWUI: BPadyoOM-KapAHOJIOTOM, BPauyOM-OpPTONEIOM.
[2,16,29].

YpoBeHb yoeauTeabHOCTH A0Ka3aTeabcTB C (YPOBEHDb JO0CTOBEPHOCTH PeKOMEHAaluu — 5)

o Pexomenayercss mnanuentam ¢ MIIC VI xkoucynasranmst BpadyoM-xupyprom (Mpu HaTUIHH

MaTOJIOTHH, TPeOyIoIIel XUPyprudecKoro BMemarenbeTna) [2,16,29].
YpoBeHb yoeauTeabHOCTH 10Ka3aTeabcTB C (YPOBEHDb JOCTOBEPHOCTH PeKOMEHAaluu — 5)

o Pexomenayercs mamuentam ¢ MIIC VI koHcynbTanys BpadyoM-IyJIbMOHOJIOTOM (IPU HAJUYUU

MaTOJIOTHH CO CTOPOHBI JAbIXaTeIbHOM cucTeMsbl) [2,16,29].

YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIANH — 5)

3.3 Xupypruueckoe Je4eHue

Xupypruueckoe Jsedenne nanueHtoB ¢ MIIC VI cimegyer npoBoauTh NOpH  y4acTHH
MYJIBTUIUCUUAIUIMHAPDHOM  KOMAaHJbl B COOTBETCTBHUM C  JICUCTBYIOIIMMHU  KIMHAYECKUMU

PECKOMCHAAIUAMMU.

o PexomeHnayercsi ManueHTaM C COXPAHHBIM MHTEIJICKTOM M HapyIIeHHEM (YHKIIUU KUCTEH WIH C
HapyIIeHUEM HEPBHOM MPOBOJUMOCTH IO pe3ysibTaraM CTUMYJSIIMOHOHN 3JIEKTpOHEHpoMuorpapuu
ornepanus JEKOMIPECCUM HEPBHBIX CTBOJIOB, KOTOpas MPUBOAUT K OBICTPOMY CTOHMKOMY

yaydmenuto Gynkuuu [2, 16, 25, 26, 32].
YpoBensb yoeaureabHocTu pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4)

KommenTapuu: uwacmoma peyuougoé xapnanvHoco MOHHENbHO20 CUHOPOMA V NAYUEHMO8 C
paznuunvimu munamu MIIC neuzeecmua. IlockonvKy noeémophas KomMnpeccusi MeouaHHo20 Heped
gcneocmeue  pyoyesawus Ui OMAONCEHUA  2NUKOZAMUHOSIUKAHO8 — 803MOJCHA,  Heo0X00UMO

npooondicams HabI0OeHue.



o Pexomenayercst mamumentam ¢ MIIC VI tuma mnpum cooOmiaromieiics ruapouedanmuu ¢
MPOrPECCUPYIOLUM YBEJIIMYEHUEM JKENyJOYKOB MO JAaHHbIM MPT w/unu mnoarBepxaEHHBIM
MOBBIIICHUEM JaBJICHUs Liepedpo-cnuHanbHOM xuakoctu Oonee 250-300 cm BogHOro cronba

BEHTPHKYJIO-NIEPUTOHEAIBHOE IIYHTUpOBaHue [2, 16, 33].
YpoBenb yoenuTeabHOCTH pekoMeHAannu C (YypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 4)

° PeKOMeHZIOBaHO MIpOBCACHUC XUPYPIrUICCKOIro BMCIIATCIbCTBA JJIsL NannucHTOB C
AUArHOCTUPOBAHHBIM CTCHO30M IIEHHOTO OoTAcj]Ia - JAOCKOMIIPCCCHA IIO3BOHOYHOI'0O KaHajla C

WMIUTIAHTAIMEH CTAOMIM3UPYIOMIEH CHUCTEMBI, YTO HMMEET peIIalIlee 3HAYCHHUE B YCTPAHCHHUH
cTteHosa [2, 10,16,24,25,29].

YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMeHAAUNH — 4)

KommenTapuu: coaenenue cnumnnozo mo3ea npueooum K HeOOPAMUMbIM HeBPOLO2ULEeCKUM
HapyweHusM, Onepayulo ciedyem paccmampueams oadxdce y NayueHmos 0e3 HegpoI02udecKou
CUMNMOMAMUKY, eCIU CASUMMANbHbIIL Ouamemp NO360HOYHO20 Kauana cyxcen oonee uem na 50%.
Xupypeuueckoe emewamenbcmeo OONHCHO BLINOIHAMBCSA PAHbULe DA3GUMUSA  HEBPONIOSUYECKUX

NPOsGIEeHULL.

o PexoMeHayeTcs TIPOBEICHUE XUPYPTUUECKOM 3aMEHBI Ta300€IpEHHOTO WJIM KOJICHHOTO CYCTaBa,
KOPPUTHUPYIOIIUE OCTCOTOMHUU KOCTEH KOHEYHOCTEH TpH BBIPAXKCHHOM HApyIICHUU (QYHKIIUHA
KOHEYHOCTH OOYyCIIOBJICHHOW JaedopMmaliueli Wiau apTpo3oM, IpH OTCYyTCTBUHM dPdekra oT
KOHCEpPBAaTUBHOW Tepanuu (BHIOOp oObeMa OINEepaTUBHOIO BMEIIATENILCTBA 3aBUCUT OT CTEINCHH
nopakernus) [2, 10,16,25,26,30, 34].

YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAAMH — 5)



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

Cneunduueckoir peabunurtanuu namuentam ¢ MIIC VI ne tpebyercs. B kpyr peabuinuTalinoHHBIX
meponpusaTuii mamueaTam ¢ MIIC VI MoryT ObITh BKIIFOUCHBI 3aHSATHSI C IICHXOJIOTOM, OTIBIX 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

L PCKOMCH)]yeTCH IoCJIeC YCTAHOBJICHUA Juargosa MangueHTY NI €ro O(I)I/IHI/IEIJ'ILHBIM
MNpeaACTAaBUTCIIAM, KOHCYJIbTallUs Bpada-rCHCTUKA C LCJIbIO pa?)T)SICHCHI/Iﬁ FEHETUYCCKOI'0 PUCKA,

00CyKJIeHUsI BOBMOXKHOCTEW MTPEHAaTAIbHON U MPEUMILIAHTAllMOHHOM TMarHOCTHKY [2,6,14].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTeIbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHAAUM — 5)

5.1 IlpenaranbHas nuarnoctuka MIIC VI

o Pexomenayercsi B cembsx, rae ecte namueHT ¢ MIIC VI ¢ ycTaHOBIEHHBIMM MyTalUsMH,
OoOCYyINTh BO3MOXXHOCTH TMPOBEACHUS TMPEUMIUIAHTAIIMOHHON W TpPEHATallbHOW JIUarHOCTHUKHU.
['eHETUK pPEKOMEHAYET PpOJIUTENSIM COOTBETCTBYIOIIME JUArHOCTUYECKHE Jaboparopuu U
MEIMLIHUHCKHE HEeHTPbI. [IpeHaTanpHas 1HarHocThKa BO3MOXKHA METOJAMHU IPSMOU MIIM KOCBEHHOMN

JIHK-nuarHoCcTukuy Jjisi ceMel ¢ M3BECTHBIM T'€HOTUNOM [2,6,14].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIALNH — 5)

3a0osieBaHre UMEET MYJIBTUCUCTEMHYIO MPUPOAY U HEOOpATUMBIE, MPOTPECCUPYIONINE KIMHUYECKUE
NPOSIBJIICHUS, YTO OOYCJIOBIMBAET HEOOXOAMMOCTH HAOJIONEHUS HE TOJIBKO Y3KHMMH CIIeHHAINCTaMU
(BpayaMu-OTOPUHOJIAPUHTOJIOTaMH,  BpadyaMU-XUpypraMu, BpadyamMHu-O(TalbMOJIOraMHi, BpauyaMu-
KapAHOJIOraMu, BpayaMH-ITyJIbMOHOJIOTAaMH, BpauaMU-HEBPOJIOTaMH, BpauaMU-CTOMATOJIOTaMu), HO U
BpauaMu-(U3NOTEpaneBTaMi, MEAUIMHCKUMHU  JIOTONENaMH, MEAUIMHCKAUMU TICHUXOJOTaMu U

pa6OTHI/IKaMI/I IHaJJlsJiIMaTuBHBIX C.]Iy}K6.

[TammmenTer ¢ MIIC VI nomkHBI MOCTOSHHO HAaXOMWUThCsS Ton HaOmomeHueMm; 1 pas B 6-12 mec. (B
COOTBETCTBHH C TSKECTHIO COCTOSIHMSI) TMOKAa3aHO KOMILJIEKCHOE 00CJIe0BaHNe B MHOTOMPO(MUIBLHBIX

cTanuoHapax. JJIMTenbHOCTh HAXOXKICHHS B CTallMOHApE / THEBHOM cTarimoHape 21-28 nHew.

Habmronenne mnammeHToB MO MECTy JKUTENhCTBA (B aMOylnaTOpPHO- MOMMKIMHUYECKUX YCIOBUSX)
JOJDKHO OCYILIECTBIIATbCS IMOCTOSIHHO. JIabopaTropHble M MHCTPYMEHTAJIbHbIE OOCIENOBaHUA U

pEeKOMEeHAyeMasi 4acToTa UX MpoBeacHus npeacrasieHa B [Ipunoxenun 173,
6. Opranuzanus oka3aHus MEIUIIMHCKON MOMOIIU
[lokazanus 1 MIaHOBOM TOCHUTAIU3ANN:

e MIPOBCACHUC NUATHOCTHUKH U JICHCHUA, Tpe6y101uﬂe KpyTJIIOCYTOYHOTO MCAULIMHCKOT'O Ha6J'IIO,Z[CHI/IH;
e COCTOsAHHC, Tpe6yfomee AKTUBHOI'O JICUCHHA MW KPYITIOCYTOYHOI'O MCAUITHUHCKOI'O Ha6J'IIOI[CHI/I$[
(FpBI)KGCCLICHI/Ie, OIICPATUBHOC JICUCHHUC TIIOPAXKXCHHA CYCTABOB, II03BOHOYHHKA, CKOJIMO3,

AICHO3KTOMMUA, TOH3UIJIDIKTOMMUA, HCﬁpOXprpFH‘-IGCK&H JACKOMIIPECCHUA CHUHAPOMA 3aIlsiICTHOIO



KaHaJla, YCTAHOBKAa TPAHCTUMIIAHMYECKOTO JIpEHa)ka IIPU CPEIHEM OTUTE, XUPyprudeckas
xoppekuus narongorun CCC u apyrue);

COCTOsIHUE, TpeOylolee MPOBEACHUS BBICOKOTEXHOJOTUYHBIX METO/IOB JICYEHUS (B TOM 4HCIIE
koHTpOoITb AP PextuBHocTr TI'CK);

oTcyTcTBUEe BO3MOXKHOCTH obecrieueHus P3T B aMOynaTopHbIX W CTallMOHApO3aMENIArOIINX
YCIIOBUSIX;

HEOOXOIMMOCTh TIPOBEJCHHUSI PA3NTMYHBIX BUJIOB JKCIEPTU3 WU OOCIEIOBaHUS B MEIUIIMHCKON
OpraHu3allid TMPU HEBO3MOXKHOCTU TMPOBEACHHUS MX B aMOyJaTOPHBIX YCIOBHUAX, TPEOYHOIIMX

JUHaAMHUYCCKOI'O Ha6J'IIO,I[CHI/I}I (B TOM YHUCIIC O(i)OpMJ'IeHI/Ie 3aKJIIOYCHUA q)ez[epaanoro KOHCI/IJII/IYMa).

[Tokazanus mJist SKCTPEHHOM TOCIUTAIN3AINHN:

OCTpBbI€ 3a00JICBAHUS;

000CTpEHHS XPOHUYECKUX O0JIC3HEH;

OTpaBJICHUST W TPaBMbI, COCTOSIHHS, TPEOYIOIIMNEe WHTCHCUBHOW TEpalud W TEpPeBOAa B
peaHUMAaIlMOHHBIC OTNEJCHUS WIM OT/ACJECHUsS WHTEHCHBHOW Tepamuu (B TOM YHWCJIE TOOOYHBIC
peaKIiM, MPOUCXOJIAIINE BO IMporecce HHPY3UH WK B TeUeHHUE JHS npoBeneHus uHpy3un O3T,
[IEPBUKAJILHBIN CTEHO3 ¢ KOMIIPECCHCH CIMHHOIO MO3ra W JPYrue yrpoKarollyue *KU3HHU OCTPhIC
COCTOSIHUS), @ TAK)Ke KPYyIIOCYTOYHOTO METUITMHCKOTO HAOTIONEHUU U MPOBEACHHS CIEIUATBHBIX

BUJIOB 0OCJICIOBAHUS U JICUEHUS.

IToka3aHus K BBIIIUCKE nmanueHTa 3 CrtaguoHapa:

OTCYTCTBHE yIPO3bI KU3HHM IMAIIMCHTA,
OTCYTCTBHE yIrPO3bI PA3BUTHS OCIOKHEHUM, TPEOYIOIIMX HEOTI0XKHOTO JICUCHHUS,

CTaOMIM3aIUsl COCTOSIHMSIT M OCHOBHBIX KJIIMHHUKO-TA0OPATOPHBIX TOKA3aTesei IMaToJIOrHYeCKOTo
npoIecca 1o OCHOBHOMY 3a00JICBaHHIO;

OTCYTCTBHE HEOOXOAUMOCTH B TIOCTOSHHOM BpadeOHOM U KPYIJIOCYTOYHOM MEAUITMHCKOM
HaOJFOICHUH TI0 OCHOBHOMY 3200JICBaHHMIO;

HEOOXOAMMOCTH TIepeBOJia MAlMEeHTa B JPYI'YI0 MEAMIIMHCKYIO OPraHM3AIMI0O WIH YYpEeKICHUE

COLIMAILHOTO 00€ECIIEUECHHU



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 MalMEHTOB MOXKET BbI3BATh 3aTpyaHeHus [2,14,19].



7. JlonoJtHUTEAIbHAsA MH(pOpMAaLUA (B TOM YHUCJIE
(baxkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA HJIH
COCTOSIHMA)



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Kputepuu kayectsa OueHKka BbINOSIHEHUS

BbinonHeHO onpeaeneHne ypoBHA u cnektpa Al Moum (NMpW MOCTaHOBKe AWarHosa u Oa/HeT
€C/n He NPOBOAMJIOCH B MpeaLllecTsylne 6 mecaues

2. BbinonNHEHO  onpeaeneHve  akKTUBHOCTM  apwicynbdaTtassl B n  MonekynsipHo- | [Oda/HeTt
reHeTMyeckoe nccnenosaHme reHa ARSB  (npw nocTaHOBKe AMarHosa)

3 BbINOSIHEHO Ha3HayeHue (PepMeHTHONM 3aMecTUTENbHOW Tepanuu rancynbdason B Buae Oa/HeTt
. B/B MH(DY3UKN exeHenenbHO

4 BoinonHeHbl 2KI, 3xo0-KI, xontepoBckoe MoOHMTOpupoBaHue SKIT KM CyTo4vHOe Oa/HeTt
. MOHUTOPMpPOBaHWE apTepuanbHOro AaBaeHns (ecan He NpoBOAMNIOCH MpealecTByoLne
12 MecsaueB)

5 BbINosHEeHO onpeaeneHne pa3MepoB NeyYeHn U Cene3eHKM Mo AaHHbIM ybTpasBykoBoro | [a/HeT
. nccnenoBaHus (ecnu He NpoBOAMIOCkL NocneaHne 12 mecsues)

6. BbinonHeHa peHTreHorpaduss opraHoB rpyAHOW KneTku (ecnn He nposoaunach Oa/HeTt
nocnegHune 12 mecsues)

7. BbinosiHEHa MarHUTHO-pe30HaHCHas ToMorpadus LWeiHoro otaena no3BoHoYHUKa (ecnu | [Ja/HeT
He NMpoBOAMOCH B MocnefHue 24 MecsLeB)

8. BbiNosHEHa KoOMMbtoTepHasi ToMorpacdwvss WM MarHMTHO-pe3oHaHCHasi ToMmorpadusa | [da/HeT
roJIOBHOrO MO3ra (eCnu He NMPOBOAWIOCH B MocCneaHne 24 MecsiLeB)

9. BbINONIHEHO NMpoBeAeHMEe CTUMYMALMOHHONM 3nekTpoHepomunorpacdum (SHMI) (ecnmn He [a/HeTt
NpoOBOAMIIOCL NocneaHue 12 mMecaueB)

10 BbinosIHEHO onpeaeneHMe QyHKUMW BHELWHEro AblXaHus (ecnu He nposoausock | [Oda/HeT
: nocnegHune 12 mecsues)

BbIMO/HEH KapAWOPECNMPaTOPHbIA MOHUTOPUHT (€CNIM He MpoBoAWCS nocneaHue 12 | [da/HeT

11. MecsLueB)
12 BbinofiHeHa  peHTreHorpadus  WEWHOro, rpygHOro W MOSICHWYHOro  oTAena Oa/HeT
. NMO3BOHOYHMKA, a TakXe peHTreHorpadum BEPXHMUX U HUXKHUX KOHEYHOCTEN (ecnn He
nposoaunacb nocrneaHve 12 mecsaues)
13 BbinonHeHa ToHanbHas ayaMomeTpus (ecnu He NpoBOAMMIAch nocneaHne 12 mecsaues) Oa/Het

BbinofiHEHa KOHCy/nbTauusi BpadyoM-odTanbMONoroM M UccnenoBaHust nepeadHero | [a/HeT
14. CerMeHTa rnasa MeToaoM 60KOBOMO OCBELLEHUS, U3MEPEHWME BHYTPUIIA3HOrO AaBfiEHMUS
M OLEHKa COCTOSIHWA TNasHOro AHa C UENblo BbISBNEHUS T[IAayKOMbl, W3MEHeHUs!
MpO3paYyHOCTM TMA3HbIX CPeA U COCTOSAHUS ceTyaTku (Mpu HasMuMK NaTosorumn 3peHns)
(ecnu He npoBoauncs nocneaHune 12 mec.)

15 BbinonHEeHa KOHCYy/bTauWsi BPa4yOM-reHeTUKOM Mpu YCTaHOBAEHUW aAumarHosa u npu | Oda/HeTt
. nnaHMpoBaHUM 6epeMeHHOCTM B CEMbE

16 BbINO/THEHA KOHCY/IbTAaLMUsl Bpa4YOM-TepaneBToM Oa/HeT

BbInosiHEHa KOHCyNbTauusa BpayoM-KapAMOsIOroM MpU HananymMu naTtonornm cepaevHo- [a/Het

17. COCYAMNCTOM CUCTEMbI (eCnM HE NPOBOAWMICS nocnesHne 6 mMec.)

18 BbinosiHEHa KOHCynbTauMs BpavyoM-OTONIAPUHIONOroM (Mpu HanAnyuum natonormm co | [Ada/HeT
. CTOpOHbI JIOP-opraHoB u/unn BEPXHUX AblXaTefbHbIX MyTeil) (ecnu He npoBoAWIICH
nocnegHue 3 Mec.)

BbinonHeHa KOHCynbTauus BpayOM-HEBPOJSIOrOM MPpU HaaM4YuUKM MaTosiorMmM CO CTOPOHBI [a/Het

19. LEeHTpasibHOM HEPBHOM CUCTEMbI (€CNM HE NPOBOAWMCS nNocnegHne 3 Mec.)

20 BbinonHeHa KOHCynbTauMs BpayoM-OpTOMNeAoM Mpu HasnMymu NaTosSIorMM CO CTOPOHbI [a/Het
' OMNnopHO-ABUIraTeNbHOIO annaparta (ECJ'IIA He npoBoAuaca nocnegHue 6 MEC.)




BbiNnonHEeHa KOHCyNbTauusi BpavyoM-xupyprom (Mpuv Hanuuuu natonorum, Tpebytolen

Na/HeTt

21. XVMPYPruyecKkoro BMeLllaTebCTBa)
22 BbimofIHEHa KOHCyNbTauus BpPavyoM-MynAbMOHOMOrOM (MpU  HaAM4MM NAToONOrMK  CO Oa/HeT
: CTOPOHbI AbIXaTe/IbHON CUCTEMBbI)
23 BbiNOAHEH 6-TM MUHYTHbIN TecT ¢ XoAbbol (ecnn He NpoBOAMACA nocneaHue 6 mec.) Oa/HeT
24 BbinosaHeH broxmmMmnyeckni aHanu3 KpOBM (onpeneneHne AKTUBHOCTU Oa/HeT
: anaHuMHaMuHoTpaHcdepasbl (AJIT), acnaptatammHoTpaHcdepasbl (ACT) B KpoBH,
YPOBHSI CBOBOAHOIO U CBA3aHHOIO bunMpybuHa B KpOBU , YPOBHS XONecTepuHa B KpOBHU,
YPOBHS TPUrNNLEPMAOB B KPOBM) (€Cnn He NpoBOAMIICA B NpeallecTBytowme 6 MecsueB)
25 BbinonHeH 06wunii  (KAMHWYECKUIA) aHanmM3a KpoBW (ecnu He nNpoBOAMACSA B Oa/HeT
: npealwecTByowme 2 MecsiLeB)
26 BbinonHeH o6Wwmin  aHanmMsa Mo4uun (ecnu He NpoBOAMJCSA B NpeallecTByolWwmne 3 Mecsua) [a/HeTt
27 MpoBeaeHO XMpPypruyeckoro BMellaTenbCTBa A8 NAUMEHTOB C AMarHOCTUPOBAHHbLIM Oa/HeT

CTEHO30M LWEeNHOro otaena - AeKoMnpeccmmn CnMHHOro Mo3ra
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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
nomouy nanuertam npu MIIC VI u Obumm paccmotpens 1-2 utons 2018 roga B pamkax Hayuho-

npakTudeckoro koHrpecca «Opdanusie 0one3nm» B Mockae.

Knuanueckue pekoMeHAauy CO3/1aHbl Ha OCHOBAaHWUU CHCTEMAaTHYEeCKOro 0030pa nureparypbl 1992-
2018 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, ¢
WCIIOIb30BaHMEM CO3aHHBIX TpoToKo0B Giugliani R, Harmatz P, Wraith JE., Management guidelines
for mucopolysaccharidosis VI., Pediatrics. 2007 Aug;120(2):405-18; R.Giugliani; A.Federhen;
M.V.M.Rojas Mucopolysaccharidosis I, II, and VI: brief review and guidelines for treatment, Genet.
Mol. Biol. vol.33 no.4 Nov 12, 2010; Harmatz P, Shediac R; Front Biosci (Landmark Ed).
Mucopolysaccharidosis VI: pathophysiology, diagnosis and treatment, 2017 Jan 1; 22:385-406 u
JIPYTHX COBPEMEHHBIX MEXKIyHAPOJHBIX KIMHHYECKUX PEKOMEHJAIMK M0 JUATHOCTHKE, JICUCHUIO U

BEJICHUIO MMAIMEHTOB C META0OIMUYECKUMH OOIE3HIMHU.

MIIC orHOCATCA K pe€aAKuM HACJICACTBCHHBIM 38.60J'I€B3.HI/I5IM, qTO HCKIKOYAaCcT BO3MOXHOCTD
ITPOBCACHUSI OOJIBIITUX KOTOPTHBIX U PAHAOMHU3HUPOBAHHBIX KOHTPOJIHUPOBAHHBIX I/ICCJIGIIOBaHI/II\/'I n i
CO31aHrA IMPOTOKOJIOB JHAIHOCTHUKH MW TCpAIllMK HCIIOJB3YIOTCA JUIIb TCMATHUYCCKHUC HCCIICIOBAHUS

OKCIICPTOB, OHY6J'II/IKOB3HHI)IG B IIOCJICAHHUE IBA ACCATUIICTHA.

OneHka KadyecTBa JOKA3aTEIbCTB M CUJIBI PEKOMEHJIAIMK MPUMEHEHUS MEIUIMHCKUX TEXHOJIOTHI

MIPOBOAMIIACH B COOTBETCTBUU C YHU(DHUIIMPOBAHHOM MIKAJIOHN, MPUBEAEHHOM B Tabmuiax 1-3.

I__Ie.neBaﬂ AYIUTOPUA TAHHBLIX KIHWHUICCKHUX peKOMeHI[a_III/Iﬁt

. Bpauu o6mieii BpaueOHOM MpaKTUKH (CEMEHbBIE Bpayun);
. Bpauu- nenuarper;

. Bpaun-repanesTsr;

. Bpauu-reneruku;

. Bpaun-naboparopHble T€HETHUKH;

. Bpauun-xapauonoru;

. Bpauu- mesposnoruy;

00 9 N L A LN

. Bpauu- penrrenonoru;

O

. Bpauu QpyHKIMOHATBEHON TUArHOCTHKY;

—
S

. Bpaun-oTopuHOIapUHIOJIOTH;

[E—
—

. MeaunuHcKue TICUX0JI0TH;

—_—
\9)

. Crynentsl MeguuuHCcKux BY30B;



13. Obyuaromuecs B OpANHATYPE U HHTEPHATYPE.

Tabamuma 1. I[llkama oLEHKH YypOBHEM JOCTOBEpHOCTH JokazarenbcTB (YIJI) nms metonos

AUarHOoCTUKHU (I[I/IaI‘HOCTI/I‘-IeCKI/IX BMeH_IaTeJ'IBCTB) .

yan PacwudpoBka

1 CucremaTtuyeckme 0630pbl nccneaoBaHnin ¢ KOHTpPONEM ped)epeHCHblM MEeTOAOM WAW CUCTEMATUYECKUI 0630p
PaHAOMU3NPOBAHHbIX KIIMHUYECKNUX UCCneaoBaHU C NpMMEHEHMEM MeTa-aHann3a

2 OTAenbHble UCCNEefoBaHUA C KOHTposeM pedepeHCHbIM METOAOM WM OTAESIbHble PaHAOMU3NPOBAHHbIE KIMHUYECKUNE
NCCNefoBaHusa M cucteMaTuyeckne o0630pbl MCCreaoBaHuii N06oro AmMsainHa, 3a WCKIKUEHMEM PaHAOMU3MPOBAHHbIX
KNMHUYECKMX UCCNEeNOoBaHUIA, C NPUMEHEHMEM MeTa-aHanusa

3 WccnepoBaHmss 6e3 mnocnenoBaTeNbHOrO KOHTPOAS pedepeHCHbIM MeToAOM WAWM UCCeAoBaHMs C  pedepeHCHbIM
MeTOAOM, He SBSKWMMCS He3aBUCUMbIM OT WCC/eAyeMOro MeToda WM HepaHAOMWU3UPOBAHHbIE CpaBHUTEsbHbIE
nccnefoBaHus, B TOM YMCNE KOrOPTHbIE UCCIeA0BaHNS

4 HecpaBHUTeNbHbIE NCCEA0BaHUS, ONUCaHUE KIMHUYECKOro crydas

5 MmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AENCTBUA UM MHEHME 3KCNepToB

Ta6muma 2. Illxkana omeHkH ypoBHEH mocTtoBepHOCTH mAokaszarenbeTB (YJ) s meTomoB
npoUIaKTUKK, JIedeHUS U peabuwnmutanuu (MpodUIaKTUISCKUX, JEUEeOHBIX, PeabMINTAllMOHHBIX

BMEIIATEILCTB)

yaa PacwudpoBka

1 CucrtemaTtnyeckmit 063op PKW ¢ npyumeHeHnem meTa-aHanmsa

2 OTpenbHble PKU 1 cuctematmyeckme 0630pbl nccnenoBaHmin noboro amsanHa, 3a uckiaodeHnem PKW, ¢ npumeHeHnem
MeTa-aHanusa

3 HepaHooMU3MpoOBaHHbIE CpABHUTENbHbIE UCCNEA0BAHUSA, B T.4. KOrOPTHbIE UCCNef0BaHUS

4 HecpaBHUTeNbHbIE UCCNELOBaHUSA, OMUCaHUE KIMHWUYECKOrO Ccriydass WM cepuu Crydaes, uUccnenoBaHUs <<CJ'IY‘-Ial7I-
KOHTPO/1b>»

5 MmeeTca nuwb 060OCHOBaHWE MexaHW3Ma [AeNcTBUS BMellaTenbCTBa (,CLOKJ'IVIHVI‘-IeCKVIe VICCﬂe,EI,OBaHVIFI) nan MHeHune
3KCnepToB

Tabamuna 3. Illkana ounenku ypoBHeW yOemutenbHOcTH pexkoMmennauuii (YVYP) nns metonos
NpOUIAKTUKY, AUATHOCTUKU, JeUeHUs U peabunurtanuu (MpodUIaKTUYECKUX, AUArHOCTUYECKHUX,

Je4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIHCTB)

YyP PacwundpoBka

A CunbHas pekoMeHzauusl (Bce paccMaTpyBaeMble KpUTEPUN 3D EHEKTUBHOCTU (MCXOAbI) ABASIOTCS BaXHbIMU, BCe
NCCNefoBaHNS WMEIKT BbICOKOE WU YLOBNETBOPUTENIbHOE METOAONOMMYECKOE KAuyecTBO, WX BbIBOAbI MO
MHTEPECYIOLMM UCXOAAM SABASIOTCA COracoBaHHbIMU)

B YcnoBHasa pekoMeHaaumsa (He Bce paccMaTpuBaeMble KpuTepun aheKTUBHOCTM (MCXOAbl) ABASIOTCS BaXKHbIMU,
He BCe WCCNeAoBaHWS MMEKT BbICOKOE WAW YyAOBNETBOPUTENIbHOE METOAO0/IOMMUYECKOE KauyecTBO M/Wau UX
BbIBOAbI MO MHTEPECYIOLLMM UCX0AaM He ABSOTCA COrNacoBaHHbIMM)

C Cnabas peKoMeHgauuna (OTCYTCTBVIe A0Ka3aTesNibCTB Hagsiexauwlero Kadyecrtea (BCG paccMaTpuMBaeEMbIE KPUTEPUN
3¢0¢JEKTVIBHOCTM (VICXO,CI,I:I) ABNAKTCA HEBaXHbIMKU, BCE€ WCCNegOoBaHMA WMEKT HU3KOE MeToaosiornyeckoe
Ka4yeCTBO U UX BblBOAbl MO MHTEPECYHOLWMM UCXOOaM He ABJIAKOTCA COFﬂaCOBaHHbIMM)

IMopsiiok 00HOBJICHNUSI KIMHUYECKUX PEeKOMEH/IallMid.

MexaHu3m OOHOBIICHHUS KIMHUYECKUX PEKOMEHJAIMN MpelycMarpuBaeT HUX CHCTEMAaTUYECKYIO
AKTyaJIN3allMI0 — HE PEXE 4YeM OAMH pa3 B TPU TOJa, a TAKKE NPHU MOABICHUH HOBBIX JAHHBIX C

MMO3UIMNHN HOK&S&TGHBHOﬁ MCIWIMHBI II0 BOIIpOCaM JWATrHOCTHUKH, JICUCHMU, HpO(I)I/IJ'IaKTI/IKI/I nu



peaduIuTaly KOHKPETHBIX 3a00JIeBaHU, HAJTUIMH 00OCHOBAHHBIX JIOMIOTHEHUI/3aMeUaHU K paHee

yTBepxk1€HHBIM KP, HO He yame 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).

2. Ilpukaz MunznpaBa Poccun ot 09.11.2012 N 791 «OO6 ytBepxkaenun Cranmapra

CIIELIMAJIM3UPOBAHHON MEAULIMHCKOM ITIOMOIIM IETAM IIpU MyKoronucaxapunose Il tunay»
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Npuasars MOC VI y naymenTa

k4

NaGopaTopHas AMarHOCTMKE

Dwdd gmardocTiea C
LDy THRA
330 0NEE3HHAMM

OnarHo3
N TS s O eH T

MmenaToa
NOXABAHNA K
o©IT?

MoHHTOpHHT
COCTORHMA NALMEHT

MOHWTOPHHT
COCTOAHMA NAUMEHTA,
OUuEHEE MDERTHEHOCTH
TEpANME

Y

3T




Ipuwioxenue B. Unpopmanus 1/ manmeHTa

Cunapom Maporo-Jlamu

Cunnpom Maporo-Jlamu mnu mykononucaxapuao3 VI (MIIC VI) — ogna u3 cambix peakux gopm
mykomnonucaxapunozoB (MIIC). Bmnepseie 3ab6oneBanue ommcanu B 1963 romy nBa (paHITy3CKHX
Bpaua Mapoto u Jlamu, OHM CUWTaJM, YTO TO BapUAHT JPYroro MyKoIloJHcaxapujio3a (CUHApoMa
I'ypaep (MIIC 1) ¢ coxpanHbIM MHTEIIEKTOM). B CBOEl cTarbe aBTOpHI ONMUCAIN HAuOOJee TAKETYIO
dbopmy MIIC VI, mozxke BBIICHHIOCH, YTO 3TO 3a00JICBaHWE OYCHH MHOTOJHUKOE M CYIISCTBYIOT
pasHble, B TOM uucie Oonee aerkue, Gopmbl 6onesnu. MIIC VI — odenb penkoe 3a0oieBaHne, MOXKHO
JaXke cKasarb, ynbrpapenkoe. [1o oneHkaM crenuaaucToB, OHO BCTPEUAETCS BCETO JIUIIL Y OJHOTO U3

200 000 HOBOPOXKIEHHBIX.

3a mpouieqmue roAbl ObLT CO3/aH CHEUUaJbHBIM Ipenapar, KOTOpbIM IO3BOJIAET 3aMENIUTh
MpPOrpeccUpoBaHre OOJE3HHU, CMSATYUTh HEKOTOpble M3 ee mnposiBieHuid. OpHako, HapsAxy ¢
MpUMEHEHUEM JTOTO TMpemnapara, HEoOXOauMO He 3a0bBaTh O CHMIITOMATUYECKOM Teparud,
¢usnorepanuu, peabUIUTAIMY, @ IJIABHOE — IMO3UTUBHOM OTHOUICHHM K U3HU MAIMEHTa M YJICHOB

€r0 CEMBH.
IlaTorenes

[Ipu Bcex Mykomonucaxapuao3ax HapyiaeTrcs oOMeH (pacuierienre) rmuko3amuHormkanos (IAl) —

0COOBIX CTPYKTYPHBIX KOMITOHEHTOB COSANHUTEILHON TKaHM.

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 mammeHToB ¢ MIIC  orcyrctByeT depmeHT (0coObrit mis kaxaoro tuna MIIC), koTopsrit
HeoOxoauM nJis paciueruienus, onpeaeneHHoro Al YV manuentoB ¢ MIIC VI tuna orcyrcTByeT
depmeHT, Ha3biBaeMblil apuicyinbdaraza B, koTtopeiii HeoOxogum mng  pacuieruienus [TAID —
nepmarancyibdara. HepacmienieHnsiii nepmarancyab(aT HakaruIiMBaeTCsl B KIIETKAaX, Hapymias uXx
paborty. [lepmarancynbhar HaXOIUTCA, TIAaBHBIM 00pa3oM, B KOCTSIX U COSAMHHUTEILHONW TKaHU U €TO

HAKOINNICHUC, TIPCIKAC BCCTO, BHI3BLIBACT MHOXKCCTBO Hp06ﬂeM, CBA3aHHBIX CO CKCJICTOM.

MIIC VI Tuna oTHOCHUTCS K JIU30COMHBIM OOJIe3HSIM HakoIieHus. B nmru3ocomax (opraHesuibl KIETKH)
IPOUCXOIUT pACIICIUIEHUE KpPYIHBIX MOJIEKYI (MakpoMOJIEKYyJ]), TaKWX, Kak JKHUpbl, O€lKH,
[JIMKO3aMUHOIIIMKAHbI, THKoreH. [lpum pasHbiX (opmax Oosie3HM HapyIIAIOTCS pPa3Hble CTaausd

PaCICITICHUA DTUX MAaKPOMOJICKYII.

Hacnenoanue cunapoma Maporo-Jlamu



Cunmpom Mapoto-Jlamu — OTHOCHUTCS K HACIEACTBEHHBIM 3a00JIEBaHUSIM W HACIEAyeTCs IO
ayTOCOMHO-PELIECCUBHOMY THUITy. DTO 3HAUUT, YTO OOJIE3Hb MPOSBISETCS TOJIBKO B TOM Cllydae, €Ciu
o0a poauTens SBISIOTCS HOCUTEISIMU OOJIE3HU U, XOTS CaMU OHHM He OOJICIOT, MepeaaroT peOeHKy JBa
MOpaXCHHBIX TeHA (OJMH OT Ka)KJ0TO U3 POAUTENCH). BONBIIMACTBO ceMei, Iie €CTh PEOCHOK ¢ ATUM
3a00JIeBaHWEM, HE CTAJKWBAJUCh paHbIIe C TMOA00HON mMpoOnemMol. PHCK MOBTOPHOTO pOXKIEHUS
pedbenka ¢ MIIC VI B cembe, tae yxke ectb neru ¢ MIIC VI, cocraBiser 25% Ha Kaxuayro

OepEeMEHHOCTb.

Bce cembu ¢ MIIC VI pomkHbl 00s13aT€NIBHO MPOUTH MEAMKO-TE€HETUYECKOE KOHCYJIBTUPOBAHUE U
MOJIYYUTh MOJHYI0O UHPOPMAIMIO OT Bpaya-TeHETHUKa O PHUCKE MOBTOPHOIO MPOSBIEHUS JaHHOTO
3a0o0JeBaHUsl B CEMbE, OOCYIUTbh CO CIIELMAJIMCTOM BCE BOIPOCHI, CBSI3aHHBIE C HACIEI0BaHUEM

3aboneBanus. B Poccun MCIUKO-TCHCTUYCCKUC KOHCYJIbTAllUN pa6OTaIOT B KaXKIOM PETUOHC.
Kak YCTaHaBJIUBAIOT zmarnos?

Bpaun Ha OCHOBaHMM KIIMHMYECKUX CHMIITOMOB MOTYT 3all0JI03pUTh OO0JIE3Hb. 3aTeM MPOBOIATCS
nabopaTropHble TECThl U MHCTpyMeHTaidbHOe uccienoBanue. [lockonbky paszubie Tunbl MIIC ouenb
MOXOHU TI0 CBOMM KIMHMYECKUM TMPOSBICHUSM, HEOOXOIMMO TOATBEPAUTH TUArHO3 C TOMOIIBIO

71a060paTOPHBIX METOIOB.

[ToarBepxknaromast auarHoctuka MIIC 3akmouaercs B onpenesieHnu ypoBHs dkckperuu [AlT B moue
Y U3MEPEHHH aKTUBHOCTU (PEPMEHTOB B KIJIETKAaX KPOBH, MSATHAX BBICYINICHHOW KPOBH WJIH KYJIbTYypE
KOXKHBIX GuopodracToB. s MIIC VI mpoBoasT ompeneneHne akTUBHOCTH apuiicynbdarassl B. B
nanbHeiieM pexoMmenayercs npoeaenue JIHK nuarnoctuku (ecinu akTUBHOCTH ¢epMmeHTa Oblia

CHIDKEHA).

HpOBCIICHI/Ie na60paTopH01"4 JAUArHOCTUKU UIA IMOATBCPIKIACHUA OUArHO3a KpaﬁHe H606XOIII/IMO, Tak
KaKk OT 3TOro 3aBHUCHUT BBI60p JICYCHUS, IIPOTrHO3 TCUCHUA 3a00JIcBaHUS U OIIpCACIICHUC THIIA

HacJeI0BaHus OOJIE3HH.
Kiaunuveckue nposijienuss cuapoma Maporo-Jlamu

Cunnpom Maporto-Jlamu — mporpeccupytolee MyJabTUCUCTEMHOE 3a00J1€BaHUE U Y NAllUEeHTa ObIBAIOT
NIOPa>KEHbI HE TOJIBKO CKEJIET U CYCTaBbl, CTPAJAlOT TAK)KE€ HEPBHAs CUCTEMA, OPTaHbl 3peHus, cilyxa,

CEPIIEYHO-COCYIUCTAsI U OPOHXO-JIETOYHAS] CUCTEMBI.

CrerneHp BBIPAKEHHOCTH KJIMHUYECKUX MPOSBICHUN Mpu cuxapome Maporo-Jlamu pasnudHa.
N3BecTHBI U KpaiiHe Tsokenble GopMbl 3a005I€BaHMsI, KOTOPBIE MPOSBIISAIOTCS YK€ B paHHEM JETCTBE, U
JIOBOJIBHO JIeTKHE, MATKHE (GopMbI O01e3HU. B HEKOTOpBIX ciydasx Hamuuue cuHapoma Mapoto-Jlamu
HE BJIMSIET HA MPOAOJIKUTEILHOCTD )KU3HH MAlUEHTa, HO KaY€CTBO KM3HH, O€3yCIIOBHO, CTPAIAET IPU

Bcex (hopmax OOJIE3HH.

OcHoBHas 3a/1a4a Bpaueil, OJIM3KUX U CaMOro MalueHTa ¢ cuHapoMoM Mapoto-Jlamu — caenath )KU3Hb
MaKCHUMaJIbHO KOM(OPTHOM, CHHU3UTh PUCK TSDKEJIBIX OCIOKHEHHH, 3aMEJIUTh MPOTPECCUpOBaHUE

6OJI63HI/I, CMATYUTH OCHOBHBIE CUMIITOMEI 3a00JIEBaHUS.



Jlanee MNPUBCACHBI OCHOBHLIC HpO6J'ICMI>I, C KOTOPBIMH CTAJIKMBAIOTCA ITAUMCHTHI C CHUHIAPOMOM
MapOTO-.HaMI/I, HO 3TO HC O3HA4YacT, 4YTO OHU 00s13aTeNBLHO 6y,IIYT Y KaXXA0Io IamucHTa. 3abojieBanue

MPOTEKAET OYEHb MO-PA3HOMY, J1aKE€ B OJHOU CEMBE.
Pannee pazBurue, poct

[ToctraBuTh auarHo3 cuHapoma MapoTto-JIamMu HOBOPOXKIEHHOMY IMPAKTHYECKH HEBO3MOXKHO, TaK Kak
HAIllM TAIMEeHTBhl POXAAIOTCS B CPOK, C HOPMaJbHBIMH POCTO-BECOBBIMH IOKazareasmMu. Poct
3aMeIseTCs, KOTJla MaJIbIIIM JOCTUTAl0T BO3pacTa Tpex-matu JieT. [lanueHntsl ¢ Tsxenol (opmoit
3a00JsieBaHMs OOBIYHO MPEKPAIAIOT PACTH B BO3PACTE€ BOCBMHU JIET — UX POCT He mpeBbimaeT 110 cm.
Jpyrue manueHThl TPOJOJIKAIOT PACTH JO MOJPOCTKOBOIO Bo3pacta U gocturarot 152 — 160 cm. Ilpu
Jerkoit opMe pocT y MalueHTOB, KaK MPaBUIIO, HUXKE YeM Y 3[0POBBIX CBEPCTHUKOB, HO OBIBAaET M

MOYTH HOPMAaJIbHBIM.
BHelnue oco0eHHOCTH

Buemnuii Buj nauveHToB ¢ Tspkenoi ¢opmoit cunapoma Maporo-Jlamu HeoObueH — OHU Oosbliie
MOXOXHU JPyr Ha JIpyra, YeM Ha CBOHMX POIUTENEH U 37A0pPOBBIX OparheB U cectep. M3MeHeHnus B
CTPOEHHUH UX JIUI] 0003HAYAIOT CENHUAIbHBIM TEPMUHOM «Tapromyin3my» (OrpyOieHue yepr): KpymnHast

roJ0Ba, KOPOTKas 1esl, KpyIvioe JIULO, IIMPOKUH HOC C IIMPOKON U IIJIOCKOM MEPEHOCULIEH.

[Ipu nerxoit W mpomexxkyTodHOUM ¢opMe 3a00jeBaHUS BHEIIHME OCOOCHHOCTH y TAIlMeHTa CTOJb
HE3HAYUTENIbHBI, YTO MX BHUIAT TOJIBKO BpauM, a OJM3KHE M 3HAKOMBIE HE 3aMEYal0T HUYETro

HEOOBIYHOTO.

VY manuentoB ¢ MIIC VI koka TosicTas W KecTKasl, 9TO 3aTPYyAHSET 3a00p KPOBHU M UCIOJIb30BaHUE

BHYTPHBCHHBIX KATCTCPOB.
CKe.HeT, OIMOPHO-ABUTIATECJIbHAA M KOCTHO-CyCTaBHasaA CUCTEMa

VY nauuentoB ¢ MIIC VI tuna, kak u npu Bcex APyrux Gpopmax MyKOMOJIMUCAXapu1030B, CYyIIECTBYIOT
mpobaeMbl ¢ (GopMUpPOBaHHUEM M POCTOM KocTed. [lopakeHHMe MHOTHX KOCTEH C M3MEHEHHEM HX
(GOpMBI Ha3BIBAIOT MHOXXECTBEHHBIM au30cTo30M. [lpu Tspkenoit popme curmpoma Maporto-Jlamu
U3MEHSETCS] CTPOCHHE TTO3BOHKOB. O/IMH WX J1Ba TIO3BOHKA B CEPEIMHE CIHUHBI ObIBAIOT MEHbIIIE, YEM
OCTAJIbHBIE, U CJIETKA CABUHYTHI. Takoe CMEIIEHNE TO3BOHKOB IIOPOM CTAHOBUTCS NPUYUHON PAa3BUTUSA
WCKPUBIIEHUSI TMO3BOHOYHMKA (KM(Do3 min ropd). OOBIYHO MpU JaHHOM 3a00JIEBAaHWU HMCKPHUBIICHUE
IIO3BOHOYHHUKA JOBOJIBHO JIETKOE U HE HYXKJIAETCs B JIEYEHUHU. ECIIM UCKPUBJIEHNE NTO3BOHOYHUKA WIIU

CKOJIMO03 IPOrPECCUPYIOT, TO TpeOyeTcs METUIUHCKAS TOMOILb.

Cample cepbe3HbIC, OMACHBIE W IKU3HEYTpOXKaIoIMe TMpoOieMbl CBs3aHbl ¢ jaedopmaiuein u
OCOOCHHOCTSIMU CTPOCHHS IIeHHOro otnena. Ecnu cnuHHON MO3r OyneT claBieH WM MOBPEXICH
(uIeiHast MUeNIoNaTHsl ), HapyIIAeTCs UHHEPBALMS BCEX YacTell Tela, 4YTO MPUBEAET K c1ab0CTH (BB

rapes3) MBI, HapYIICHUSM TP X0Ab0e, MHOT/IA JaXe K 3aTPYIHEHUSM C JbIXaHUEM.

TyronogBUHOCTh CYCTaBOB XapakTepHa Mg Bcex (opm MykomnonucaxapuaozoB. C  romamu

TYTONOABMXHOCTh CYCTaBOB MOKET MPOrPECCUPOBATh U CTATh MPUUUHON OOIH.



H3-3a OorpaHn4cHusd IMOJABUKHOCTH CYCTABOB M 0coOeHHOCTEH CTPOCHHA MCEJIIKUX KOCTeH KHUCTH,
majabObl PYK CTAHOBATCA KCCTKUMHU U HCKPUBJIAKOTCH, q)OpMI/Ip}ISI TaK HAa3bIBACMYIO «KOI'TUCTYIO

KHCTb)».

N3-3a TyronoABUKHOCTH KPYIHBIX CYCTaBOB M OCOOEHHOCTEW CTPOEHHUS KOCTEH MalMEHTBhl XOAST C
CJIETKa COTHYTBIMU KOJEHSIMU M OenpamMu. Y HEKOTOpPhIX NAlMEHTOB pa3BHUBaeTcsi X-00pa3Hoe
WCKPUBIIEHUE HIKHUX KOHEUHOCTEH (BanbrycHas nedopmariiusi). bonbIIMHCTBO Bpauel CYUTAET, YTO
naHHas aedopMalis HOCUT MPUCIIOCOOUTENBHBIN XapakTep, MOMoras MalueHTy paclpenciiaTh Bec,
IIOATOMY OIIEPATUBHYIO KOPPEKLIMIO B pAaHHEM BO3pacTe Jiydllle He IpoBoauTh. KpoMe Toro, B ¢Bsi3u co
c1a00CThIO CBSI30UHOTO anmapara u HapylIeHUsIM CTPYKTYpbl KOCTEH, onepalius He BCeraa NpUBOAUT K

OXKUJAEMOMY PE3yNbTaTy — AeopMalusi BO3BPAIIACTCs CITyCTS KaKOe-TO BpeMs.

B psne ciyyaeB BO3HHMKAeT MOPAKEHUE TOJOBOK OEIPEHHBIX KOCTeW (acenTUYecKUil HEKpOo3), 4YTO

MPUBOJIUT K OOJIEBOMY CHHIPOMY M U3MEHEHUIO MOXOAKHU MO TUITY "yTHHOM".
Oprasnsl AbIXaHUA

Hapymienune neixarensHol cuctembl y manueHToB ¢ MIIC cBs3aHO Kak ¢ 0COOCHHOCTSIMU CTPOCHHS
CKeJeTa, XpsIier Tpaxewm u pedep, Tak U ¢ HakomeHueM [Al’ B MATKHX TKaHSIX (yBEIMYHMBAIOTCS
aICHOMJbI,  CIM3UCTBIE,  BBICTWIAKOIIME  JbIXaTeJIbHbIE  IIyTH,  CTAHOBATCS  PBIXJIBIMHU,

TUNEepTPOPUPOBAHHBIMY, B PE3YJIBTATE YETO MPOCBET AbIXATEIbHBIX MyTEH YMEHBIIIACTCS).

BaxxHo moHuMarh, 4TO HEIOCTAaTOYHOE CHAOXKEHUE TKaHeW KHUCIOpOIOM (THIOKCHUS) BIMAET Ha
(YHKIIMIO BCEX OPraHOB, [MOATOMY YIYUILIEHHUE JbIXaTeIbHOW (YHKIUU — OAHA W3 MEPBOOYEPETHBIX

3aaad.

[IpoGnembl C AbIXxaHUEM YCYTyOIsieT W3MEHEHHOE CTPOEHUE TPYIHOM KIETKH: TpyaHas KIEeTKa
«OKECTKash» U HE MOXKET JIBUTAThCS CBOOOHO, HE TTO3BOJIAET JIETKUM HaOpaTh 00IbIIONH 00BEM BO3/AyXA.
OTH OCOOCHHOCTHM TMPHUBOMAAT K TOMY, YTO TAIMEHTHI XYK€ TEPEHOCIT HMHQPEKIUU BEPXHUX

AbIXAaTCIIbHBIX HYTeﬁ " JICTKHX.

[lepBbiMU cuMniTOMamMu HapymieHus QyHKIIUA BEPXHUX JBIXATEIbHBIX MYTEH MOTYT CIY>KUTh HOYHOU
Xparl, IIyMHOE JIbIXaHue, 0OCTPYKTUBHOE HOYHOE amHoe (KpaTKOBPEMEHHBIE, 10 HECKOJIbKHX CEKYH]I,
3a/Iep>KKU JbIXaHUSI BO BPEMsI HOYHOTO CHa). Takue MposiBIEHMs! TOJKHBI HACTOPAKUBATh, TaK KakK B
JaJIbHENIIEM OHU MOTYT IIPOTrPECCUPOBATh U IMPUBECTH K PA3BUTHIO OCIOKHEHUU CO CTOPOHBI IPYTUX

OpraHoB (cepiie, TOIOBHOW MO3T).

[Tarmentsr ¢ MIIC CKIOHHBI K pPa3BUTHUIO OTUTOB, PUHHUTOB M BOCHAJEHHUIO JIETKUX, MOITOMY
aHTUOAKTEpUAIBHYIO TEpaluio CIAeAyeT HauWHATh YK€ Ha paHHUX CTaaAusax 3a00JIeBaHMUs.

HeCOMHeHHO, HYXXHO KOHCYJIbTUPOBATHCA CO CIICHUAIIMCTAMUA, 4 HC 3aHUMAThCA CaMOJICHCHUCM.

HecmoTps Ha peakocTh U TSXKECTh 3a00JIeBaHuUs, ClIEyeT MOMHUTh, YTO BaKIIMHUPOBATH MALMEHTOB C
MIIC o0si3arenpbHO, TaK Kak TMPUBHBKA TOMOTAIOT TPEAOTBPATUTh pa3BUTHE 3a00JIEBAHUIA,
NOPAKAOIIUX JIETKUE. B TOM 4mncie BaKHO HE IPOIMYCTUTh BAaKIMHALMIO MPOTUB ITHEBMOKOKKOBOM

UH(pEKIIH.



PoroBasi mosiocTh u 3y0bl

VY namuentoB ¢ MIIC VI 3y0bl MOKpBITHl XPYHKOW 3Maibio, YTO MPUBOIUT K OBICTPOMY pPa3BUTHUIO

Kapueca.
Cepaeuno-cocynucrasi cucrema

[Taronorust cepaeuno-cocyaucto cuctembl (CCC) y mamumentoB ¢ MIIC mposiBisieTcs B BUIE:
YTOJILIEHUE CTEHOK CEp/illa, U3MEHEHUsI CO CTOPOHBI KJalaHHOrO anmnapara (yIuIOTHEHHE CTBOPOK U
XOp/l KJIanaHoB), pa3BUTHUS CEPIEYHON HEAOCTATOYHOCTH, KaK C COXPAaHEHHOM, TaK U CO CHUKEHHOU

COKpATUTEIbHOW CHOCOOHOCTBIO MUOKap/a.

@yHKIMS KJIalnaHOB, HECMOTPSI HA UX YTOJILLEHHUE B pe3yabrare omiokeHus ['Al, Mmoxer HekoTopoe
BpeMsl HE Hapymarbcsi. B mociemyromem MOSBISETCS UIyMbl, XapaKTE€pPHbIE Ui MUTPAIbHOU
(cuctonuueckuit) U a0pTaTBbHOMN (IUACTOTUYESCKUI) HEAOCTATOYHOCTH, PA3BUBAIOIIUECS B PE3YIbTATE
HECOCTOATENbHOCTH  KJamaHoB. B janpHelmeM  ykopoyeHue XopAad U (QuOpo3  jeBoro
apTPUOBEHTPUKYJSIPHOTO  KOJbLA MPUBOAAT K CTEHO3UPOBAHUIO MUTPAIBHOTO  OTBEPCTHS.
HenocrtarouHocTs TPUKYCHHAATBHOTO H  IMYJbMOHAJIBHOTO KJIallaHa OOBIYHO KIWHUYECKH HE

AUArHoCTUPYIOTCA.

Kpome Toro, cepaednass HEZOCTaTOYHOCTh MOYKET PA3BHBAThCA C MOPAKEHHEM IPABBIX OTIEIOB
cepaua, Mo TUIy XPOHMYECKOIO JIETOYHOIrO Cepiua, B pesyiabrare Je(opManyy IpyJHOM KIIETKH,

NOpaXXEHUS JIETKUX U3-3a oTiiokeHus ['Al” (o)kecTkue jerkue).
bpromHas moJsocrs

[Ipn cuHapome Maporo-Jlamu mnedeHb U CelNe3€HKa yBEIWYEHbl u3-3a HakoruieHuss [Al

(rematocruieHOMeranus). YBelIndeHUe neueHrn 0ObIYHO HE TPUBOIUT K HAPYIICHUIO €€ QYHKIUU.

[Tpu MIIC, xak mpaBuiIo, *HUBOT yBEJIWYEH B 00bEME 3a CUET IenaroCIUIEHOMETalud U clabocTu
NPSIMBIX MBIIIL >KMBOTA. TakKe 4YacTO BO3HUKAIOT COYETAHHBIE WM W30JIMPOBAHHBIE T'PBIKU
(mymouHas, maxoBasi, TaXOBO-MOIIIOHOYHOW M CpEIHEH JIMHUU XKUBOTA). Perenne o HeoOXonuMocTu
ONEPATUBHOTO JIEUEHUS JIOJKHO TPUHUMATHCSI COBMECTHO C JISHAl[UM BPauoOM: MOKa3aHUEM K CPOYHOU

OIlEpaLMM CIIY>KUT YIIEMIICHUE TPBIKEBOIO BBIIITYUBAHUS.
HepBHas cucrema

IIpu MIIC VI uHTennexr He cTpajaer — AETH M MOJPOCTKH XOPOUIO U C YIOBOJIBCTBUEM YYaTCH.

MHorue ¢ OTIMYrEeM 3aKaHuYHUBAIOT 1Koy U BY 3.

IIpu TsxenbIx ¢opMax MOTYT BO3HMKAaTh HapyLICHHs] LUPKYISLIUS CIMHHOMO3IOBOM XuAKOCTU. B
TOM cllyyae TMalMeHThl XKalyloTcsi Ha ToyioBHble Oonu. HeoOxommma KoHCynbTalus Bpada-
HEHpOXHUpypra s peuieHUsT BOMpPOCa O HEOOXOJUMOCTH OMNEPATUBHOTO WM MEAMKAMEHTO3HOTO

JICUCHUA JAaHHOI'O OCJIOXHCHUA.



Ecnu Bo3HMKAaOT momO3peHHsT Ha ruapouedannio, TO HEOOXOAUMO TPOBECTH KOMITBIOTEPHYIO
tomorpacduro unu MPT. OcMoTpa 11a3HOro AHa OKYJIUCTOM HEJOCTATOYHO JUIsl TOCTAHOBKHU JIMAarHO3a,
T.K. ruaponedamus y aereit ¢ MIIC VI moxer mporekarh U 0€3 3aCTONHBIX M3MEHEHUN Ha TJIa3HOM

JTHE.
OIHUM U3 YaCTHIX OCJIOKHEHUH SIBIISIETCSI CTEHO3 II03BOHOYHOTO KaHaJIa.

DTO OINacHOE€ OCJIOKHEHUE, KOTOPO€ MOXKET IPUBECTU 3HAYUTEIbHBIM MOCJIEACTBUSIM, B TOM
JIBUTATEIbHBIM HAPYIICHUSIM, IIO9TOMY OY€Hb BaXKHO YTOOBI MALIMEHT HAOJIONAJICS Y Bpaya-HEBPOJIOTra
u opronena-xupypra. Pentrenorpadus meitHoro otaena no3BoHounnka, MPT u KT moryt momous B

BHU3yaJIU3allli 5TOIr0 OCJIOKHCHU .

Kapnanbubiii cuHApPOM (3ansICTHBIN CUHAPOM, TYHHEIBHBIN CUHAPOM) — paclpoCTpaHEeHHAs IpodiieMa
y nauueHtoB ¢ MIIC. HepBbl npoxomsT yepe3 3arsiCTbe MEXAY 3alsiCTHBIMA KOCTSIMH U CBS3KAMM.
VYronenue cBsI30k 3a cueT HakomieHus Al oka3piBaeT naBieHue Ha HepBbl. [IposBieHneM 3TOro
CUHApPOMa MOTYT ObITh OOJIb U OHEMEHHME NalbIEB PYK U TPYAHOCTU C 3aXBaTOM IPEIMETOB, YTO

3aTPYAHACT KAXKIOAHCBHYIO dAKTUBHOCTD ITAIMCHTOB.

I[J'ISI AUArHOCTUKU HU3MEPAIOT CKOPOCTH IMPOBEACHHS HCPBHOT'O HMMITYJIBCA B 00JIaCTH KHUCTH. DTO

IIpocCTas nmpoucaypa, mo3BoJraroniast yCTAaHOBUTD HAJIMYKUC UJIN OTCYTCTBHC ITOBPCIKIACHNA HCPBOB.

HexkoTopele HapyllIeHUs] HEPBHOW CUCTEMBI (JIBUTATENIbHbIE PACCTPOMCTBA) SIBJISIIOTCS BTOPUYHBIMU U B

OoJblIeH CTENEeHU CBSI3aHbl C TOPAXKEHUEM CKelleTa.
Opran 3peHus

Haxoruienue T'AI MMPpOUCXOJUT BO MHOTUX TKaHAX, B TOM YHUCIIC, B POIroBHUIC, IMOITOMY MOKCT
Ha6HIOI[aTBC$I ¢C TIIOMYTHCHHC. OI[HI/IM N3 TIPHU3HAKOB HW3MCHCHHA POIOBUILI ABIIACTCA
HCTICPCHOCHUMOCTD APKOTO CBCTA, TAK KaK MIOMYTHCHHEC BBI3bIBACT HCIIPABHUIIbHOC IIPCIOMIICHUC CBETA.
B sToMm ciIydyac MOT'yT IOMOYb COJIHCUHBIC OYKH. Ecan IMOMYTHCHHC POTr'OBUIBI TSKCIIOC, YXYAUIACTCA

3peHue, 0COOEHHO MPH TYCKIIOM CBETE.

Otnoxenue I'AI' B ceTdyaTke MOXKET MPUBECTH K TOTEepe MEPUPEPUUECKOTO 3PEHUS U HHUKTAJIONUU
(«xkypuHOi1 cnenore»). PeOEHOK B 3TOW CUTyallMM MyTraeTcsl U OTKa3bIBaThCS XOIUTh B TEMHOE BpEMs
CyTOK. JKenaTrelbHO OCTaBIISITh HOYHUK BKIIOYEHHBIM B CHAllbHE WM Kopuaope. MHorma moryt
BO3HUKATh MPOOJIEMBbI CO 3pEHHEM, BBI3BAaHHBIE W3MEHEHHMSIMH B CETYAaTKE IVa3a WU TJIAyKOMOU
(TOBBIILIEHHBIM ~BHYTPHUIVIA3HBIM JIaBJICHHEM), IIO9TOMY pEryJIspHble OCMOTPBI O(TaIbMOJIOTa

HEOOXOIUMEL.
C moMmoIIbI0 CTICTIMANIBHBIX UCCIIEAOBAHNN CIICIIUATTUCT OMPEACIINT, U3-32 YETr0 YXYAIIAETCs 3pEHUS.
Opran cayxa

[Ipu mykomonucaxapuao3ax TYTOYyXOCTb MOXET ObITh HEMpOCEHCOpHasi (CBA3aHHAsl C HapyIIEHUEM
YYBCTBUTEJIbHBIX (BOJIOCKOBBIX) KJIETOK B YIHWTKE), KOHAYKTHBHas (CBsA3aHHasi C HapylIEHUEM

3BYKONPOBOJAIIMX MyTel) WM cMmellaHHas (komOuHanus nByX TumoB). [lpu cunapome Mapoto-



Jlamu TyroyxocTh 4allle HOCUT CMEIIaHHBIM XapaKTep U MPOrpeccHpyeT ¢ Bo3pacTtoM. Pazmmuuaior 3
CTENEHU TYTOyXOCTHU: JIETKYIO, YMEPEHHYIO U TSDKEIyro. B 3aBUCMMOCTM OT THIIAa M TAKECTH
MOPAXKEHUS ClIyXa MPUMEHSIOT pa3InyHble METOAbI KOPPEKIUU. BaxkHO Kak MOXKHO paHbIIE 3aMETHUTh
MIPU3HAKK CHIDKEHUS CITyXa, TaK Kak 0€3 KOPPEKIMU TYTOyXOCTh MOMEIIaeT HOPMAIbHOMY Pa3BUTHIO U
oOy4yeHuo nanueHToB. MakTopoM, yCyryOsSIOUMM HapylIeHUe ClyXa, SIBISIOTCS YacThle MH(pEKIUn

CpeIHEro yxa (OTUTHI).
Jleyenne, Ha0/II0leHHE U TJIAHOBLIE 00CJIeIOBAHUS

Bpagamu-skcnepramMu U3 pa3HbIX CTpaH ObUIM CO3/IaHBI PEKOMEHIAIIMH 110 HAOIOICHUIO, TUArHOCTUKE
u neuenuro naieaTos ¢ MIIC VI tuna.

Haobaronenue, njiaHoBbIe 00CJ1€IOBAHNSA M TECThI

Jlnst Toro, 4yToOBI OIICHWBATh COCTOSHUE MalMeHTa, dPQPeKT MpoBOAUMON (HEPMEHTHOW Teparuu,
¢usnorepanuu, CymecTBYIOT pa3iMyHble TECThl M INKajdbl. (OYeHb Ba)XKHO HE OTKa3bIBAThCS OT
MPOBEJICHUS STUX UCCIEAOBAHUIM, TOTOMY YTO OHU IIOMOTAIOT BpayaM OObEKTUBHO OLIEHUTh COCTOSIHUE

nanueHTa, 000CHOBATh JICYCHHUC, BBCCTHU N3MCHCHHUS B IIPOTPaMMbBI pea61/IJ'II/ITaI_II/II/I )41 a6l/IHI/ITaHI/II/I.

CaMbIM M3BECTHBIM dBIE€TCSI 6 MUHYTHbIM TecT XoApObl. CyTh €ro O4eHb MpOCTasi: OLEHUTH
BBIHOCIIMBOCTh ManueHTa. [lanuenTty npemiaraloT  XOIWTh MO JUIMHHOMY KOPHUJIOPY B TeueHue 6
MUHYT. OLIEHUBAETCSI KOJIMYECTBO MPOUIEHHBIX MeTpoB. Korma npoBoaniv KIMHUYECKHE HCIIBITAaHUS
npenapata ais gedeHns MIIC pasHbpIX TUIOB, MCCIIEAOBATENN POBOIUIN TaKO€ TECTUPOBAHUE A0 U
nocjie Haudaja (pepMEHTHOI Tepanuu, CpaBHUBAIM pPE3yIbTaThl T'PYMIMbl MALMEHTOB, MOTYYaBLIUX
mpemnapar, ¢ pesyjJbTaraMu TeX, KTo mnoiyvan miane0o. MIMeHHO TecT Aokaszal, 4To (epMeHTHas

3aMCCTUTCIIbHAA TCPAIUs yIydlIacT BBIHOCIUBOCTD MAIUCHTOB U UX JABUTATCIIbHYIO aKTHBHOCTD.

JInst muarHOCTUKW 3a00JIeBaHUS JITKUX M OPOHXOB HEOOXOIWMO MPOBECTH (YHKIMIO BHEITHETO
neixanust (OBJI). [Ipu momomu ®BJ] ompenensitor, kakoil MakCHMalbHBI O0BEM BO3AyXa MOMKET
BIOXHYTh TIAIIUEHT, HACKOJBKO OBICTPO TIPOMCXOMUT Ta3000MEH. ODTH TECThl MOTYT BBISBUTH
3a00JIeBaHMsl JIETKUX, OIpPENETUTh CTENEHb MX MOPAXEHHS U OUEHUTh A(PPEKTUBHOCTH JICUCHHS.
TecTbl OOBIYHO BBITIONHSIOTCS C MCIOJIB30BAaHUEM CIEIMATIBLHOTO 00OpyAOBaHUS - criupoMerpa. Bo
BpEMSI UCCIIEIOBAHUS HYXXHO TIO KOMaHJE BJBIXaTh, 3aJIEPKUBATh BO3AYX, BbIABIXaTh. MccnenoBanue

(byHKI_[I/II/I JICTKUX HC MPCACTABIIACT OITIACHOCTU IJIA 3M0POBbA.

BricinymmBanue (aycKynbTalus) cepia J0MKHO ObITh 00S3aTeIbHBIM U PETYIISIPHBIM UCCIIE0BAHUEM
JUIA  TAIMeHTOB C MYKOIOJUcaxapuao3aMu. BakHBIM METOIOM U3yudeHUs cepila sBISETCS
yABTpa3BykoBoM  —  sxokapauorpadgus  (Oxo-KI'), ona  Oe3omacHa, 0Oe300ne3HEHHA U
BbIcOKOMH(OpMaTBHA. COBpEMEHHBIE MPUOOPHI MO3BOJSAIOT MOIYYUTh OAHO-, IByX- U TPEXMEPHOE
n300pakeHue cepaua, ONpeAeNUuTh CKOPOCTb KPOBOTOKAa M JIaBJICHHE B pPAa3jM4YHBIX OT/ENax,
OINpEENIUTh HalpaBieHUEe U TypOyJIEeHTHbIN XapakTep KpoBOoTOKa. Dx0-KI' pexkomMeHayloT npoBOIUTH
MO TMOKa3aHUsM, HO He pexe 1 paza B roj. ITo HcCleqOBaHUE HEOOXOIUMO, YTOOBI OOHAPYKUTH
mto0bIe TpoOIeMBbl ¢ cepalieM (yBEIUYEHHE Pa3MEepPOB, MHAEKC MacChl JIEBOTO JKEIy04Ka, HapylIeHHne
cokpatutenbHOi ¢yHkuuu (ppakuus BbpIOpOca), a TakKe IUACTOIMYECKOW (PYHKIMHU, OICHKA

CEpIICYHBbIX KJIAaHOB, IBUKEHUE MEXOKETYT0UKOBOM MEPETOPOIKH)



KpOMe TOTO, IJIA BBIABJICHUSA HAPYUICHUSA PpUTMA WU IPOBOAMMOCTH CEpAla HeO6XO)]I/IMO IMPOBOAUTH

xonrepoBckoe MmouutopupoBanue DKI, He pexe | pa3a B roa.

Heobxonumo perynspHo (Ba paza B T0J) MPOBOAUTH MPOBEPKY CIIyXa, JUIsl TOTO YTOOBI cpasy xKe

HayaThb JeYeHHe, eCIH MOTpedyeTcs, U MAaKCUMaJIbHO COXPAHUTh BO3MOXXHOCTb YUUTHCS U OOIIATHCS.
MarauTHasi pe3oOHaHCHasi TOMOrpagus

MPT 1o3BOHOYHHKA TOJIKHA TPOBOIUTCS €XKErOIHO, C 0OCOOCHHBIM (POKYCOM Ha 00JIACTSIX, B KOTOPBIX
MOXET Pa3BUBATHCS KOMIIPECCHUsI CIIMHHOIO MO3ra: IIEWHBIM, IPYAHOM, I'PYAONOSICHUYHBIA OTIEIIBI.
[TammenTer ¢ cuaapoMoM Mapoto-JlamMu J0mKHBI HAOMIOMATBCS Yy Bpada HEBPOJOTa W XHpypra-
opTonena, 4ToObl OHM MOTJIM KOHTPOJMPOBATh COCTOSHUE IIEHHOTO OT/eNa MO3BOHOYHMKA. BaxkHo
OLICHUBATh pE3yJbTaTbl MCCIECIOBAHWM B JHHAMHUKE, [O3TOMY BCE CHUMKHU CIEAYEeT XPaHWUTh W
MPENIOCTaBIsATh BpauaM MPU KaXKIOM CIEAYIOIIEM HccaenoBaHud. KoMmbroTepHyto ToMorpaduio
MMO3BOHOYHMKA JETAM 4YacTO TMPOBOJAT TOA HApPKO30M, B TOM YHCIE, IEepel IUIAHUPYEMBIM

ONEPATUBHBIM JICYEHUEM.
Penrtrenorpagus

Pentren  meWHOro M rpyAo-NMOSCHUYHOIO OTHEJIOB IIO3BOHOYHMKA B JBYX HPOEKUHUSX CIEAYET
MPOBOJIUTH Kaxzable 1-3 roma. DTO McciieqoBaHUE MPOBECTH TEXHHYECKH mpoule, yem MPT, kpome
TOTO peHTreHorpadus naet 6ompine HHGOPMAIIMKA O CTPOSHUH MMO3BOHKOB, HO HE MOKA3bIBAET CTETICHD

CIABJICHUS CITMHHOTO MO3ra.
CuMnroMaTuuecKoe JedeHue

OcHoBHas Oejib CHUMIITOMATUYCCKOI0O JICHCHUA — CKOPPCKTUPOBATL BbLI3BAHHBLIC 3a00JIeBaHUEM

HU3MCHCHMU.
Ckeser u OIMOPHO-ABUTaATEC/JIbHAA CUCTEMA KOCTHO- CyCTaBHasA CUCTEMA

Baxno Haiitu 6anmaHc MEXITy BO3MOXKHOCTBIO KUTh MAaKCUMAJIHHO TTOJTHOW KM3HBIO 1 MUHUMU3AIUEH
OCJIOKHCHHM, CBSI3aHHBIX C OCOOCHHOCTSIMHU CTPOCHHUS CKeyera marueHToB. C OIHOW CTOPOHBI, HE
CJIeIyeT Ype3MEPHO OrpaHUYMBATh U OINEKaTh JETel, HO HEKOTOpbIe BUAbI (PM3UUYECKON aKTUBHOCTH,
Takue, KaKk KyBBbIpKaHHE, CTOMKA Ha TOJIOBE W HBIPSHUE JTOJDKHBI OBITh MOJHOCTHIO MCKITIOYCHBI U3-32
HECTAOWJIBPHOCTH IIEWHOTO OTAena. Pa3pemaroTcs JIeTKHe TOACKOKM, HO TAIUCHT HE JOJDKEH
CaMOCTOSITEJIbHO TpbIraTh Ha 00€ HOT'M, MOTOMY YTO CHCTEMa OMOPHI M KOOPAMHAIMU JABUKEHUU Y
Hero ci1abo pa3BuTa. PoauTensiM HIKOJBHUKOB HY>KHO 00sI3aT€IbHO COOOIIUTD YUUTENIO (PU3KYIBTYPbI

00 0COOECHHOCTSIX YUCHHKA.

[TauuenTsl ¢ cunapomMom Mapoto-JlaMu TOKHBI BECTH MOJIBUKHBIN 00pa3 MKU3HU JJIs MOAAEpHKAHUS
(YHKIIMOHMPOBAHUSI CYCTAaBOB M YJIY4YIIEHUS OOIIET0 COCTOSHUS 3A0pOBhs. Bpad-pusnorepareBt

MOXKCT IMOCOBCTOBATHL PA3JIMYHLIC KOM6I/IHaI_[I/II/I C€XKECIHEBHBIX ynpamHeHI/Iﬁ.

HNuTencuBHas TCpalus il YIYUYIICHUA ITOABHMIKHOCTH CYCTABOB M ITO3BOHOYHHKA, 4 TAKIKC JJIA

YKpEIUICHUs] CIUHHOM U OpIOIHOM MYCKyJaTypbl PEKOMEHJ0BaHa BceM NanueHTaM. YToObl



YMEHBIIUTH MOCIEACTBHS THIIEPIIOP03a, HEOOXOAUMO YKPEIUIATh TPYIHYI0 MYCKYIaTypy, IpU 3TOM
IIPOBOJMTH TEPAIMIO, HAIIPABJICHHYIO HA Pa3BUTHUE MOSCHUYHO-KPECTIIOBOIO OTAea. BaxHO cienuTs,
YTOOBI MALMEHT HE NEepPEHAnpAraics U He ycTaBall YpEe3MEpPHO, MOATOMY PEKOMEHIYETCs TIIATEIbHO

HU3Y4YUTH €TO (1)I/ISI/II‘IGCKOG COCTOSAHHE U BBIpa6OTaTB HWHINBUAYAJIbHBIC pCKOMCHAAIINH.

PGKOMCHIIYCTCSI 3aHUMAaTbCA JA0Ma, Co4UCTad AKTUBHBIC W ITACCHUBHBLIC YIIPAKHCHUA. Kommnexc

3aHATUHN JOJKEH BKIIKOYATh:
- YIpa>KHEHMsI Ha BbIPAOOTKY OCaHKU M UyBCTBA PaBHOBECHS;
- YOPaKHEHHS HA PACTSKCHUE;

-BOJAHBIC TIIpOOCAYpbl H 3aHATHA CIHOPTOM B BOIC, 0COOEHHO A4 ITOXHIIBIX IMAaMCHTOB.

Paccnabnsiromuii Maccax U MOJABOIHBIN Maccak OKa3bIBalOT BEChMa OJIAaronpusTHOE JEHCTBUE.

OtnenpHOrOo BHHMMaHMS TpeOyrOT AeOpPMUPOBAHHBIE CTYNHH U KUCTU. YTOOBI MOIIEPKUBATH
MOJIBU’KHOCTD CTYITHEN, HEOOXOAMMO BBITIONHSAThH CHEIHAIbHbIEC YIIPAXKHEHUS, JTyUIlle BCEro JOMa WU
BO Bpemsi urp. JJis CHATHUA YpEe3MEPHOTO MBIIIEYHOTO HAMpsHKEHUs HeoOXoauMa OpTOIeaudecKas
00yBb, CTEJIbKM M BKJIAJBIIIN, KOTOPHIE BBIMOJHAIOT MOJACPKHUBAIOIIYI0 (DYHKIHIO, B HEKOTOPBIX

clly4asix — opTe3bl. BaHHOUKH, Maccak HOT TaK:Ke€ HEOOXO/IUMBI.

BaxxHO BBITIONHATH yMpa)KHEHUS HA PACTKKY MBIIII] 3aJHEH TMOBEPXHOCTH Oenmpa W rojeHu. s
YIYYIICHUS] MEJIKOM MOTOPUKH KUCTEN PYK PEKOMEHI0BaHA MHTEHCHBHAs TMMHACTHKA JUIS MAJIBLEB U
JaJ0LIEK, €€ POIUTEIN MOTYT MPOBOAUTH jJoMa. Jlydille BCEro BBECTH HEOOXOIUMBbIE YNpPaKHEHUS B
TOBCEHEBHBIE IOMAIIHUE PUTYAJbl, HAIPUMEDP, BO BPEMs €1Ibl 3a CTOJIOM. MIphl ¢ yyacTuem jnagoHen
Y TAJBIEB OYEHb IO AylIe AETAM, HO BO BPEMs YNPAKHEHUN HA PACTSIKEHHE MOTYT MOSBUTHCS
&Kano0bl Ha 0OJIb W HENPUSITHBIE CUMIITOMBI. B 3TOM cilyyae MOMOTYT TEIUIbleé BaHHOYKH Ul PYK,
MOJIYIIEYKU C MPOTPETHIMU 3€PHAMU UM MXOM, TOPPOM, KOTOPBIE MALMEHT JEPKUT B PyKaX BO BpeMs

Urp.

[Tocne MHTEHCUBHBIX 3aHATUN AIEKTPOTEPAINHUSI, PyYHOM MaccaK, BOAHBINA Maccax, Tepanus Je4yeOHon

TPSA3BI0, 3aHATHS HAa BOAHBIX TPEHAXKEpPaX CHUMAIOT 0OJIb U IPUHOCAT 0OJIEryeHue.

HpI/I MMPOBCACHUN BCCX AKTUBHBLIX BHUIAOB TCpAIlUN CICAYCT 06pamaTL oco0oe BHMMaHHE Ha pPUTM

JBIXaHHS U 1aBaTh 1OCTAaTOYHOE KOJIUYECTBO NEPEPHIBOB IS OT/AbIXa U BOCCTAHOBIICHHUS JIbIXaHUS.
Xupypruueckoe JeuyeHue

CymiecTByloT pa3iudHble MHEHUS O HEOOXOAMMOCTH XHUPYpPrUYecKoro BwmemarenbcTBa. Ho
OTepaTUBHOE BMEMIATENILCTBO — BCETa PUCK, U MpUOEraTh K HEMYy CJEIyeT TOJBKO B Ciydae
HEOOXOMMOCTH pEIIEHHWE BCerna JOHKHO MPUHUMAThCS C  y4acTHEM JIOKTOPOB  Pa3HBIX
CIIEHHAIBHOCTEMN, B TOM YHUCJIE BPauel-XUPYpProB, CHEUUAIN3UPYIOMINXCS HA CIMHAJIBHON XUPYPIUH.
Jlydiie mpoBOAUTH JIIOOBIE ONEpaTUBHBIC BMEMIATEIHCTBA B TJIAHOBOM IMOPSAKE, TOTJA BPaYd MOTYT
Jqy4llle OLEHUTh COCTOSHHE TMalUeHTa M TOATOTOBUTHCS K OMNEpalud C y4eToM OCOOEHHOCTEH

MMaryeHTa.



bonpmas crnoxuocts mpu MIIC — mpoBenenue anecte3wu. HecTaOWiIbHOCTH MMIEHMHOTO OT/AENA
1103BOHOYHMKA y rmanueHToB ¢ MIIC yBenmnuuBaeT pucK TpaBMaTu4eCKOro NOBPEXKIACHUS MIPU BEICHUN
aHEeCTEe3MH, TaK KaK MHOTHE aHECTE3UOJOTHYECKHE MOCOOUs CBA3aHbl C MAKCUMAJIbHBIM pa3ru0aHueM
mer. YacTo TyromoABMXHBI CYCTaBbl YEIIOCTH U TUIOXO OTKPBIBACTCS POT, SA3BIK U JA€CHBI MOTYT OBITH

YBCIINMYCHEIL.

B stom cnydae Hy:KHO IPHUHSTH CHEIHAIbHBIE MEPBI MPENOCTOPOKHOCTU. HTYyOMpOoBaTh  Jiroaei ¢
MIIC pomxeH ONBITHBIA Bpad, UMEIONIMN OMNpeaeieHHble HaBblkM. Eciaum manueHT mnomnan B
KPUTUYECKOM COCTOSIHUU B OOJIBHMILY, HEOOXOAMMO COOOIIMTH Bpauy-aHECTE3HOI0Ty-PEAHUMATONIOTY,
YTO BO3MOXHBI MpoOJeMbl ¢ mieed W uHTyOauueu. JlpIxarenbHble MyTH, KaK MPaBUIIO, CYKEHBI,
M03TOMY MOXET MOTpeboBaThCsl SHAOTpaxeasbHas TpyOka MeHbllero auamerpa. Cama ycTaHOBKa
TakoW TpPyOKH - O4YEHb TPYAHBIM NPOLECC, BO3MOXKHO, IMOTpeOyeTCsl HUCHOIb30BAHUE THOKOTO

OpOoHXOCKOTIA.

HecTaOuapHOCTh MIEHHOTO OT/AeNa MTO3BOHOYHUKA KOPPEKTUPYETCS C TIOMOIIBIO Onepanuu (ImelHbIi
cronmiiones). OcBoOOKIaETCSI CHIMHHOMO3TOBOM KaHall, IOTOM C TIOMOIIBIO KOCTHBIX (hparMeHTOB
WM HUCKYCCTBEHHBIX MaTepHasioB (OpMHUpYETCS Omopa, OOBEAMHSIONIAsl JIBa BEPXHHUX MO3BOHKA U

OCHOBaHHE yepera.
Opran cayxa

HeiipoceHcopHass U KOHIYKTHBHAs TYTOYXOCTh B OOJIBITMHCTBE CIy4aeB MOTYT KOMIICHCHPOBATHCS

0J0OPOM CIYXOBBIX alMapaToB (CIYyXOBbIE UMILJIAHTBI CPETHETO yXa).
CepneuHo-cocyaucrasi cucTemMa

H3-3a Pa3BUTHA KJIAITAHHBIX I[I/IC(i)y'HKI_II/Iﬁ HEPCAKO PCKOMCHAOBAHA KOHCYJIbTAIWUA KapAUOXUpypra AJisd

peuICHu:A BOIIpOCa O H606XOI[I/IMOCTI/I MMPOTC3NPOBAHUA KIIAIIaHOB CCpLA.

M3-3a yacto Pa3BHUBAIOIIUXCA HapymeHI/Iﬁ puT™Ma CTaBUTCA BOIIPOC 00 HMIUIaHTAl KapAuOBCPTCpa-

nedubpusTopa.
Nudexnun

BaxxHo, 4TOOBI OCYIIECTBIISUICA XOPOIIUN YXOH 3a 3y0aMH, TaKk KaK pa3pylUICHHbIE 3yObl MPUUUHSIOT
CWIbHBIA JTUCKOM(OPT U SABISAIOTCA odaraMud uHpexnuu. HeoOxomuMo peryaspHO 4YUCTUTH 3YOBbl,
UCTOJIb30BaTh PACTBOPHI AJisl ojockanust. Ho maxke mpu camoif TmiarenabHoi 3a0ote 0 3y0ax, MOTYT
pa3BUBAThCSl BOCHAIMTENbHBIE MPOLECChl. Pa3npakuTeabHOCTh, M1ad U OECIOKOWCTBO MHOTAA MOTYT
OBITh CIMHCTBEHHBIMH CHMIITOMaMHu IpobieM ¢ 3ybamm. Ilepen omepaTUBHBIM JiedeHHUEM 3yO0OB
nmalyeHTaM, y KOTOPBIX YK€ JHUarHOCTUPOBAHO TMOPAKEHWE KIIAMaHOB Cep/la, Heo0Xomaum
npo(UIAKTUYECKUI MTPUEM aHTHOMOTHKOB J0 M IOCJE JICUEHHSA. JTO BBI3BAHO TEM, YTO HEKOTOPBIE
OaKTepuH U3 POTOBOM MOJOCTH MOTYT MPOHUKHYTH B KPOBOTOK M BbI3BaTh MH(EKIIMOHHBIN MpoIece Ha
nopakeHHOM KJiarmaHe. Ecnu Heobxonumo ynaneHue 3y0a 1oy aHecTe3rue, 3TO I0OMKHO OBITh CeTaHo
B OONbHHUIIE, @ HE B CTOMATOJIOIMYECKOW MOJMKIMHUKE, IMOJA HaOMIOEHHEM OIBITHOIO Bpaua-

AHCCTC3UOJIOTa-pCaHnuMarojiora u Bpada-croMarojora.



Jleuenune OGananmpHoro OPBU y manmentoB ¢ MIIC nydine Takxke MpPOBOAUTH MO MPHUCTAIBHBIM
BHUMaHueM Bpada. CienyeT NOMHUTH 00 OCOOEHHOCTSX NPUMEHEHMs] CTaHAAPTHBIX IMpEnaparoB y
9TOM TPyIIbI NMalUMeHToB. Hampumep, Takue jexkapcrBa, KaK aHTUTHCTAMHUHHBIE IIPENAaparbl, MOTYT
CYLINTh CIM3UCTYIO, JI€JIas €€ TOHBIIE, IPOTUBOOTEYHBIC WIH COCYLOCYKMBAIOIINUE CPEACTBA MOTYT

IMOBBICUTH KPOBAHOC AABJICHUC U CY3UTh KPOBCHOCHBIC COCYIbI, YTO HCXKCJIIATCIIbHO IIPU MIIC.

N3-3a ocobeHHOCTEN CTPOCHUS MO3BOHOUYHUKA U TPYJHOM KJIETKHU, MAlIMEHTaM C CUHApOMOM MapoTo-
Jlamu cnokHEee CIpaBUTHCS ¢ MH(MEKIUEH, €ClIM OHA 3aTparuBaeT JETKUe, TOITOMY BpadM JaKe MpH

HE3HAUYUTEIIbHOMN I/IH(i)eKHI/II/I MOT'YT Ha3HadaTb AHTUOMOTHKH.

Uto6Bl HOpMATH30BaTh IUPKYISAIUIO BO3AyXa B JIETKHX, PEKOMEHIYETCS U MPO(QUIAKTUYECKH, U BO
BpeMsi OOJIE3HH NPOBOAUTH WUIPbl C MBUIBHBIMM IY3BIPSIMHU, BaTOW, COJIOMUHKAMM JJIsi HAIUTKOB,
OyMaXHbIMU TAKeTaMM U JIPYrUMHU IpeaMeTaMy (BO3AYIIHBIMH IlIapaMu, Ms4amu), TpeOyoluMu
aKTUBHOM pabOTHl JbIXaTeIbHOM cucTeMbl. [l peTedt mocrapimie, IS TOAPOCTKOB MOXKHO
pa3paboTaTh yHpaXHEHUs IS PACTSHKEHUS MBI TPYAHOW KIETKH, YTOOBI POAMTENN MOTIH

CaMOCTOATCIIbHO 3aHUMAThCA C ICTbMMU.

[TaccuBHBIE ympaxHEHUS Ui TPYAHOM KIETKM NPUMEHSIOTCA JUISI TAOMEHTOB C OCTPBIMU
UHPEKUUAMU JbIXaTeNbHbIX IMyTeH WM A NAlMeHTOB, KOTOpble HE MOTYT CaMOCTOSITENIBHO
JBUTATbCS. YNpaKHEeHUs rnomorarT Oosiee 3(pdexkTuBHOMY OTAeNneHuto ciu3u. K HUM OTHOCSTCS

MOTATUBAHUS, PACTSHDKCHUS, TOTPSIXUBAHUSI, MACCAXK U BUOPALIMH.
AuneTrorepanus

CrneunanbHas 1HeTa HE CMOXET IPEeNOTBpAaTUTh HakolulieHue Al Tak Kak OHM CHUHTE3HPYIOTCS B
KJIETKAaX, a He noctynator ¢ numei. [lostoMy orpannuenus B auere nauueHtam ¢ MIIC He HyKHBI,

NAIUEHTHI JOJIKHBI IUTATHCSA B COOTBETCTBUU C BO3PACTHBIMU NOTPEOHOCTIIMHU.
IMaTroreneruyeckasi Tepanus

Hus  MIIC tun VI paspabGorana cnenuanbHas ¢epMeHTHas 3aMecTUTeNnbHas Tepanus. llanuenty
€XKEHE/ICJIbHO BHYTPUBEHHO BBOJST HEAOCTAIOMIMI (DEepMEHT B cTaHJapTHOM no3upoBke. B camoit
npoleaype BHYTPUBEHHOTO BBEJACHUS (DepMEHTA HET HUYETO CIOKHOTO, U MIPHU ONMPECIICHHOM HaBBIKE

UH()Y31I0 MOXKHO MPOBOIUTH B JIH000# OOJIBHUIIE.

DddekT oT Tepanmuu BO MHOTOM 3aBHCHT OT TOTO, KOTJa OBLIO HadaTo JedeHHe. BmecTe ¢ Bpauom
HEoOXOoaMMO Tepes HadajioM (EpMEHTHOW 3aMECTUTEIBHOW Tepanmuu OOCYIWTh BCE BO3MOXKHBIC
pucku, mobouHbie dPPEKThl U IIABHOE — OXKHMJAHHS OT JiedeHUs. Ba)kHO MOHMMaTh, 4TO BBEIICHHE
depMeHTa HE TO3BOJIMT BBUICUUTH 3a00JIEBaHUE, LI€Nb TEpPANuu — 3aMEJINTh MPOrPECCUPOBAHUE
6onesnu. Te nedopmanmm, KOTOpbe yKe CHOPMHUPOBANKCH, TE€pamusl HE HCIPABHUT, WH(Y3HOHHAS

TCepalns HE 3aMCHHUT HCO6XOI[I/IMBIG XUPYPIrudcCKrUeC BMCUIATCIILCTBA.
B3pocmm HCU3HD

[Tanmentam ¢ Msrkoit popmoit 3a00seBaHNs HEOOXOAUMO HAYUYUTHCA ObITh HE3aBUCHUMBIMU OT CBOMX

cemei. [logpocTKy M B3pOCIOMYy HENb3sS 3aMBIKaThCsl B ceOe. HyXHBI JIpy3bs, 0OIIEHHUE W HABBIKU



CaMOCTOSTEILHOU KU3HU.

[TockonbKy MalMEeHTHl ¢ MATKOM (OpMON CHHApPOMA MMEIOT HOPMAJIbHBIA WHTEIEKT, HEOOXOIUMO

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

I'me B Poccuu 3aHUMAIOTCH IMATHOCTHKOM M JieUeHHeM

B KaXXIO0M M3 PETUOHOB OIIPCACIICHBI MCANIMHCKHUC OpraHn3allvi, B KOTOPBIX IMAIIHUCHTLI ITOJYYaroT U

MMaTOTeHETHYECKOE JICUCHUE 1 TTPOXOAT BCE HEOOXOIUMBIC HCCIICIOBAHNS.
¥Y3Harnp 00JbIIIe

B mupe ecth MHOTO OpraHu3ainuii, KOTOpble MOTYT IMOMOYb BaM HAWTH OTBETHI Ha JIFOOBIE BOIPOCHI,

CBS3aHHBIX C MYKOIOJIMCAaXapHu103aMu:
MexayHapoaHasi OpraHu3aiys 1o MyKOIoJucaxapua03aM: Www. mpssociety.org

MexnyHapoaHbli TOPTaJ O peAKUM 00ae3HIM www.orpha.net

EBpomneiickass opranmzaiusi, OObEIUHSIONIAS TAIMEHTOB C pPa3HBIMH PEIKUMHU 3a00JIeBaHUSIMU
EURORDIS www.eurordis.org

[ToMHHUTE, YTO AKTUBHAS MO3ULHS CAMUX NALMEHTOB — 3aJIOT YCIICIIHOW U CYACTIIMBOM JKU3HU!
OobwmecrBennbie opranusauuu 1 pouasl Poccnu

MIIC VI tTuna BxoauT B mepeueHb ophaHHBIX 3a00JICBaHUH, JICUEHNE KOTOPBIX MTPOBOIUTCS 3a CUET
cpenctB rocymapctBa. [lomMoub mamwieHTaM MOJNYYHTH JICUEHUE, IMOBBICUTH HWH()OPMHUPOBAHHOCTH
oO1recTBa 0 peaKux OOJNE3HsIX, a TaKKe JOOMBATHCS MPOJBUKEHUS 3aKOHOJATEIBbHBIX WHUIIMATHB B
obnacty ophaHHBIX 3200JI€BaHUI MOTYT OOIIECTBEHHBIC OPTaHU3alluH. B CETH MHTEPHET BbI CMOXKETE
HalTH WH(OPMAIIUIO O HECKONBKHUX OOIIECTBEHHBIX OPTraHHM3alHsIX, KOTOPBIC MMOMOTAIOT CEMbSM C

MYKOMOJUCaXapua03aMHu.
IHomomb ceMbH

Koneuno, MHOroe 3aBHUCHUT OT Bpaya, CKOJIbKO OH 3HAeT MpO Baule 3a0ojieBaHUE, MPaBUIbHO JIU
Ha3HAYWI JICUCHUE, XOPOIIO JIU OObSICHIII BaM MPpUHIUIIEI Tepanui. Ho He 3a0biBaiiTe: OT ceMbu ycnex
JICUYEHUs 3aBUCUT HE B MeHbIIeH cTenenn. HyxHo cobmonaTs peKkoMeHaIuu, HU MPY KaKUuX YCIOBHIX
HE TepsATh HAJSKIbl U CaMOMy CTaThb OSKCIIEPTOM B CcBoeM 3aloiieBaHuu. UwuraiiTe IUTEpaTypy,
oOIaiiTech ¢ CeMbsIMU, HE CTECHSMTECH 3a/1aBaTh BOIpochl. U naxe ecian Bbl He mobOeauTe OOIEe3Hb
MOJIHOCTHIO, U3MEHUTH JKU3Hb K JIyYIlIeMY, CIENaTh POJHOTO BaM YEJIOBEKa CYACTIMBHIM B BallIMX

cmiax!


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

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

Ipuiaoxenue I'l. Kinaccugukauus
MYKOIOJIUCAXAPUT030B

MMC MoaTtun CuHapom leH depMeHTHbIV aedekT JNokyc OMIM
I MMCIH l'ypnep IDUA Oeduunt anbda-L- 4p16.3 607014
naypoHuaassl
MMC I lN'ypnep-LLene 607015
H/S
MMNCIS Lene 607016
II MMC II XaHTepa IDS Oedwvunt naypoHaT-2- Xq28 309900
cynb@daTasbl
III MMC IIIA CaHdwununno 252900
SGSH Oeduvunt renapaH-N- 17925.3
cynbdaTasbl
MMC IIIB NAGLU Oeduunt N-aueTtnn-a-D- 17921.2 252920
rNoKO3aMUHMAA3bI
Oedwvunt N-auetun-a-
rnoKO3aMUHMAA3bI
MMNC IIIC HGSNAT Oednunt renapaH-a- 8p11.21 252930
rHOKO3aMUHNA, N-
aueTunTpaHcdepasbl
MMC IIID GNS Oeduunt N- 12q14 252940
AUEeTUNrNOKO3aMUH-6-
cynbdaTasbl
v MMC IVA Mopkwno GALNS Oedwnunt ranakto3amuH-6- 16q24/3 253000
cynb@daTasbl
MMC IVB GLB1 Oeduvunt B-ranakrosmaasbl 3p21.33 253010
VI MMC VI MapoTo-Jlamu ARSB Oeduunt N- 5g14.1 253200
aueTuaranakTo3aMmH-4-
cynbdaTasbl
VII MMC VII Cnas GUSB Oedvunt B-raoKypoHnaassbl 7q921.11 253220
IX MMC IX HepocraToyHOCTb HYAL1 Oedvunt rmanypoHmnaassl 3p21.31 601492
rmanypoHuaasbi

Ipuniaoxenue I'2. BoIpaikeHHOCTh KIMHHYECKHX
nposisjienuin MIIC VI B pasHom Bo3pacre

Cucrema CuMnTOoM Oetn Moapoctkn/
B3pOC/ble
CepaeyHo-cocyauncras KapavomuonaTus + +

YTonweHue CTBOPOK KianaHoB +++ +++




LUHC LlepBukanbHaga muenonatus + +
MuweBapuTenbHas FenaTtocnneHomeranms ++ ++
cucrema
OpraH cnyxa TyroyxocTb ++ ++
Peunansupytowmnii cpegHn otuT ++ ++
OpraH 3peHus MOMyTHEHWNE POroBuLIbI ++ Tt
naykoma + +
CkeneTHo- HecTtabunbHoCTb aTnaHTo- + +
MbllleYyHas OKLMMNUTaNbHOIO COYNEHEHUS
TYHHENbHbI KapnanbHblA CUHAPOM ++ ++
Ipy6ble yepThl nnua +++ ++
Ouncnnasuna TbC ++ ++
MHOXeCTBEHHbI AM30CTO3 + +
pbiXn +++ ++
KoHTpakTypbl cycTaBoB +++ +4++
Kngos ++ +
Makpouedanus +++ ++
[bixaTenbHas O6CTPYyKTUBHOE anHo3 BO CHe +++ +++
PectpukTuBHOe 3aboneBaHne nerkmnx + +
O6CTpyKuMst  BEPXHUX  AbIXaTesIbHbIX +++ +++
nyTten
CneunanbHble  nabopaTtopHble | [epmaTaH cynbdat B Mo4ye ™ ™
TecTbl
Apuncynedatasa B L W
Obwmwme Al B Mo4e M "M

Ipuaoxkenue I'3. YacTrora npoBeaenusi oociaenopanus y namueHTos ¢ MIIC VI

THIIA
MccneposaHug [MepBoHavanbHas Kaxable 3 Kaxgble 6 Kaxagble 12 OauH pa3s
oLeHKa mec mec mec B 2 roaa
Mpuem Bpavya-reHeTuka X X

MopaTBep)xaeHme gouarHosa X




AHaMHe3 6on1e3HM X
KnuHuuyeckuii ocMoOTp Bpaua- X
TepanesTa

PocT, Bec, OKpy>HOCTb roJ1oBbI X
BbiHOCIMBOCTb! X
OcMOTp Bpavya-HeBpoJsiora X

OcMoOTp Bpaua-Helpoxupypra

Mo nokaszaHusm

KoMmnbloTepHas ToMorpadus unm X
MPT ronosHoro mosra
SnekTpoaHuedanorpamMma X
CTumynaunoHHaa DHMID X
OcmMoTp Bpaua- X
OTOpUMHOJIapUHrosnora

OcMmoTp Bpaua-cypaonora X
ToHanbHaa ayanoMeTpus X
OcMoTp Bpauva-odTanbMosnora X
OueHKa OCTpOTbl 3peHus X
OdTanbMmockonus X
MccneposaHue porosuubl X

OcMOTp Bpaya-nysibMOHoOJIOra

Nno NoKasaHusaMm

OnpegeneHne QyHKUMW BHELLIHEro X
AblxaHusa (OBA)
KapavopecnupaTopHbIi X
MOHMTOPUHI

OcMOTp Bpada-kapauonora X
dnekTpokapauorpamMma X
Oxokapauorpadus X
OcMoTp Bpaya-oproneaa X
PeHTreHorpacdumn ckenerta X
Y3W opraHoB 6ptOLLHON NOSIOCTU X

OcMmoTp Bpaua-
c¢hunsmorepaneBTa

Mo nokaszaHusMm

NMpuemM Bpauya no neuyebHOM
chunskynbType

Mo nokaszaHusam

OcMOTp Bpaya-cToMartosiora

Mo nokaszaHusMm

JNNa6opaTtopHble nccnegoBaHus

Onpepenenne A

BuoxnumMmmnyeckuii  aHaans  KpoBM
(onpenenenne aktmBHocTn AT,
ACT, ypoBHA cBob6ogHOrO M
CBsi3aHHOro 6unmpybuHa B KpoBu ,
YPOBHSI XONlecTepuHa B KpOBMH,
YPOBHS TPUTNNLEPUAOB B KPOBU)




1-Jlnsa gereit crapie 3 JeT; pacCTOsHUE, MPOMIEHHOE 32 6 MUHYT (TPEANOYTUTEIbHBIM SBISETCS TOT
KE TPOMEKYTOK BPEMEHH, YTO MU B MPEABIAYIIMX TECTax JSTOT0 MalMeHTa); YHCIO CTYyTeHEeH,
IpoIeHHBIX BBEpX 3a 3 MUHYTHI. OreHuBawTCcs mokazarenu carypauuu SpO2, Y/, YCC no u

MOCJie HAarPy3KHU.

IHpuioxenue I'4. Tect 6 MunyTHO#I X006061 (6MWT)

Ha3BaHue Ha pycCKOM sI3bIKE: TECT 6-MUHYTHON XOIbOBI
OpurunansHoe Ha3zBanue (ecau ecth): The six minute walking test (6MWT)

Ncrounuk (opuumanbHblil callT pa3paboTuukoB, myOnukanus ¢ Banuganuei): 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 (mog4epKHyTH):

IIKaJia OLEHKU

WHJIEKC

BOIIPOCHHK

ApRYyroc

Ha3nauenue: onpeneneHue BBIHOCIUBOCTH MALUEHTOB C LIEJIbIO OLEHKH 3(PPEKTUBHOCTU TEPAIUU

Conepxanue (mabnoH): B Tecte oleHMBaeTCS TUCTAHIUSA B METpax, MPOMJICHHAS MAIlUCHTOM 3a 6

MHUHYT oe3 BBIHYXICHHBIX OCTaAHOBOK.

Kitou (uHTEpmperaiusi): MPOBOJUTCS CpaBHEHHUE C pe3yJbTaraMHu TecTa, MPOBEACHHOTO paHee (10

Hauyaja Tepanuu, Ha (OoHEe Teparuu 1 T1)
6MWT — tect 6-muHyTHOI X0AL0BI (6 minutes walking test, 6MWT)

Crnenyer MOMHUTB, YTO JJIsi JAHHOTO TE€CTa MMEIOTCS CIEAYIOIIre a0COTIOTHBIE MPOTUBOIMOKA3AHUS:
HecTaOWiIbHAs CTEHOKapAus HamnpsokeHuss M MHGapKT MHOKapAa, JaBHOCTbIO 10 | Mmecsua.

OtHocuTenbHbIMU TIpoTHBONIOKA3aHusIMEU sBJst0TCA: UCC Bhime 120/MUH B MOKOE, CHCTOJIMYECKOE



AJl >180 mm.pT.cT. m nuacronmueckoe AJ[ > 100 mm.pT.cT. CTaOuiabHas CTCHOKApAWs HE SBIISICTCS
aOCOJTIOTHBIM TPOTHBOIIOKA3aHUEM JIJII TPOBEIEHUS TECTa, OJHAKO €ro CJeAyeT NPOBOIUTH C

OCTOPOXKHOCTBIO, Ha (1)OH€ IMpHueMa aHTUAHT'HMHAJBbHBIX IIPCIIApAaTOB I10 ITOKAa3aHUsIM.

Ecin HNalMCHT HAXOOUTCA Ha MTOCTOSIHHOM KHCHOpOI[HOﬁ MOAACPIKKE, CKOPOCTh IMOAa4YW KHCJIOpOJda
IIpH IIPOBCACHUU TCCTA AOJIZKHA COXPAHATHCA B COOTBCTCTBUU C IIPCAINIMCAHUCM Bpadd, HA3HAYHUBIICTO

Y KOHTPOJIMPYIOLIETO TEPAIHIO.
[IpoBenenue Tecta HEOOXOAUMO HEMEJIEHHO MPEKPATUTH B CITyyae MOSBICHHUS:

1. bonu B rpynu;

2. HenepeHoCHMOM ONIBIIIKH;

3. Kpamnu B HOrax;

4. Pe3koif HeyCTOMYMBOCTH U MOIIATHIBAHUS IIPU XOH0E;
5. Upe3aMepHOro noTOOTACIEHHUS;

6. Pe3koro usMeHeHus 1BeTa KOKHBIX MOKPOBOB (OJIETHOCTH).

6MWT npoBoaUTCS B MOMEIIEHUH, XOPOIIO 3HAKOMOM MAaIMEHTY, UMEIOIIEM JOCTATOYHO JIJIMHHBIN
KOPUJIOP C TBEPABIM MOKPBITHEM. J[JIMHA TPOXOAMMOTO MyTH JOJKHA COCTABIATh HE MeHee 30 MeTpoB

C pa3MeTKOM KaxKJIble 3 MEeTpa, a TAK)KE TOYKaMH MTOBOPOTOB/Pa3BOPOTOB.

[TanieHT moMy4aeT WHCTPYKIIMIO O HEOOXOAMMOCTH HATH C MAaKCUMAaJIbHO BO3MOXKHON CKOPOCTHIO (HO

He 0eXaTh) B TEUEHUE 6 MUHYT.

B tecte OCHUBACTCA JUCTAHIOHA B MCTpax, HpOfII[eHHaﬂ IIalMEHTOM 3a 6 MHUHYT 0e3 BBIHY>XXICHHBIX

OCTaHOBOK.

Ipuaoxkenue I'S. 3a00p OmomarepuaJa s
AMATHOCTUKHU B MMATHAX KPOBH

KpoBb cobupaeTcsi Ha CTaHAApTHY KapTouKy-punbTp
( N2 903), koTOopass npuMmeHsieTCsa AN CKPUHUHra

HOBOPOXAEHHbIX B Poccuiicko degepaunun  uam F =
@HaNoOrM4yHylo Ana MOSyYeHUs CyxXOoro NsiTHa KPOBMU.
KpoBb MOXeT ObITb, Kak kanunnsipHas (M3 nanbua,
NATKKN), TaKk U BeHO3Has. BeHo3Has kpoBb cobupaeTcs

B npobupky, akKypaTHO MepeMelinBaeTcsd U 3aTeM
6bICTPO C NOMOLLBK MUMETKU HAHOCUTCA Ha MUNLTP NO T A TR —
25-50 MK KpOBM Ha KaxAyl BblaeneHHyl obnacTb.
HeobxoaMMO XOpoLoO nNponuTaTb BblAeNeHHY0 061acTb ) y
Ha cdunbtpe (puc. 1). lpeanouTUTenbHO cobupaTtb # He kacahTecs oBARCTH, NPONWTAHHOM KPSBLIG
obpasubl nocne eabl 4yepes 40 mMuHYT - 1 uac.
Bo3MOXHO Takxe ocCywecTBuTb 3abop KpoBu U

HaToLLaK.

Ha kapTouke-punbTpe o06s53aTeNlbHO A[O/MKHbI 6biTb
yeTko ykasaHbl OWNO, kem UM OTKyaa HanpasfieH
nauMeHT, Aata poXxaeHus u TenedoH neyallero Bpava

(pucyHok 2).

O6paseL| Cyxoro NsiTHa KPOBW BK/IAAbIBAETCS B YNCTbIN
KOHBEPT, /160 B YMCTbIA daitn. KapTouka-@unbTp He | pucyHok 1. O6pasel; MPaBUMLHOTO HaHECEHUs KPOBM HaKapTouKy-
[O/DKHA COMPUKACcaTbCs C IPA3HOM MOBEPXHOCTBIO M C | hynibTp

obpasuaMu  ApyrMx  nauueHToB.  Heobxoaumo
NPUNOXMTL K 0Bpasuam MHGOPMMPOBaHHbIE COracus
NauMeHTa WAM _ ero 3aKOHHbIX MpeACTaBuTened Ha
npoeeaeHne 1abopaTOPHbIX UCCIEA0BaHMIA

*  Kanau 4oasHs NOAHSCTEIS MPONUTATE Kpysku £ o0paTHOR CTOPOHL
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' " PucyHok 2.
O6pasel kKapTo4kn-bunbTpa

AJITOPUTM JIeliCTBUIT MeIUIIMHCKOTO NEPCOHAJIA NP B3THU 00pa310B KPOBH

BBIMBITh PYKH (TUTUEHUYECKUN YPOBEHD), HAIETh MEPYATKH,

BBIMBITh PYKH MalMeHTa (MATKy peOeHKa, B clyyae, eClid KpOBb OepeTcs U3 MATKH);

poTEpeTh O0JIaCTh MpOKaNbIBaHUA CTEpWIbHOW canderkoil, cmoueHHoi 70% crnuprTom,
MPOMOKHYTh CYXOH CTEpWJIBHOM candeTKoW; - TPOKOJOTh CTEPUIBLHBIM  OJHOPA30BBIM
CKapupUKaTOpOM;

CHSITh NIEPBYIO KAILTIO KPOBU CTEPUIIBHBIM CyXHUM TaMIIOHOM;

MSATKO HAJaBUTh JUJIS ITOJTYUYEHHsI BTOPOU KaIlJli KPOBH;

MPWIOKUTD MEPIEHANKYIIPHO TECT-OJIaHK K Karuie KPOBU U MPOIUTAThH €r0 KPOBBIO HACKBO3b;
aHAJIOTUYHBIM 00pa3oM HAHECTH Ha TecT-ONaHK 6-8 Kamenb, BUJ ISTEH KPOBU JOJKEH OBITH
OJIMHAKOBBIM C 00€MX CTOPOH.

BBICYIIIUThH TECT-OJIAHK B TOPU3OHTAIHHOM MOJOKEHUU Ha YUCTON 00€3KUPEHHON MOBEPXHOCTH HE
MeHee 4 4 6e3 TPUMEHEHHS TeTIOBO 00pa0OTKY U TIOMaIaHus MPSMBIX COTHEUHBIX JIy4eH;
yHaKoBaTh TECT-OJAaHKM B YHCTBIA KOHBEPT TakuUM o00pa3oMm, YToObl TSITHA KPOBU HE

COIIPUKACAINCh.

Oco0enHocTH IpU MH(PY3HOHHOM Tepanuun



Hekotopsle manueHTsl MOTYT MOJy4aTh WH(Y3UOHHYIO TEpaIlvio, MepeTuBaHNEe KOMITIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIMSHHE Ha pe3yibTarbl TecToB. Hampumep, npu nepenMBaHuU IJIa3Mbl KPOBU
MOTYT OBITh TOJYYEHBI JIO)KHO-OTPHUIIATENbHBIE PE3YyJbTaThl, TaK Kak ompeaenseMble (epMEeHTHI
HaXOMATCs B IJIa3Me U B KJIETKaX KPOBU. PEKOMEHIyeTCsl OCYIIECTBUTD 3a00p KPOBU ISl PEPMEHTHON
u JIHK-nuarnoctuku e 9 panee ueM uepe3 6-7 IHEH mociie nepeinrBaHus MIa3Mbl KpPOBU U depe3 7-

10 nHe# mocie nepenBaHusi KOMIIOHEHTOB KPOBH
He nomyckaercs 3a60p KpoBH

e Cpazy MocJje NpoBeACHUS MAlMeHTy UH(PY3UOHHOW Teparnuy;

e (Cpasy nocCJjc 3aMCHHOI'O IICPCIINBAHNA KPOBH.

XpaHeHHe M TPAHCIOPTHPOBKA OHoMaTepuaJia

OO0pa31ibl BHICYIICHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHON Kamepe XojoauibHuKa mpu +40C
10 otrpaBku. Cpok XpaHEHHUs 10 MOMEHTA OTHPABKH HE JIOJKEH NMPEBBINIATh 7 JAHEH. Eciin XxpaHUTh
nonblie U mpu Ooyiee BBICOKOM TeMmmepaTrype, TO aKTHMBHOCTh (epMeHTa Jake B HOPME MOXKET

CHWIKATLCA, UYTO ITPUBCACT K JIOKHO-IIOJIOKUTCIIBHBIM PE3YyJIbTaTaM.



