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TepMuHBI U onIpeaeICHUS

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

(pexoMOMHAHTHOTO (PepMEHTA) MALMEHTAM C HACJIEACTBEHHBIM HApYLIEHUEM METa00Iu3Ma.

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

C HapyIIeHUEM (PYHKIIMH JIN30COM.

Myxononucaxapuno3sl (MIIC) - rpynna HacienCcTBeHHBIX Ooe3Hel 0OMeHa BEIECTB, CBSI3aHHBIX C
HapylieHueM Merabonu3ma rmko3amMmuHormukaHoB (I'ADY), mpUBOASIIMM K MOpPaXEHUIO OPraHOB 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)

Myxkononucaxapuno3 VI tuna (Cungpom Mapoto-Jlamu) - HacieACTBEHHAs! JIM30COMHas OOJIE3Hb
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,
odrampmonoruueckue u3MeHeHus. BapumabenpHocTh MIIC ompenensieTcs TUIIOM HaKaruIMBa€MOTO
cyoctpara mpu HemocrarouHor nperpagamuu [TAl: mpm MIIC VI Thma mpoucxomuT HaKOIUICHUE

nepMmarancyibdara.



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 HOBOPOXKIEHHBIX. B oTnensHbix cTpanax yacrora MIIC VI moxer ObITh BbIIIIE, 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 M HAPYIIEHUIO oOMeHa BenlecTs, E76.2 - Mykononucaxapuao3 VI tumna.



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

Boeinenstor 11 tunmos MIIC B 3aBucuMOcCTH OT mepBUYHOTO Onoxumuueckoro aedexra ([Ipunoxenue
A3.1).

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
nporpeccupyromeii  gedpopManueid  MO3BOHOYHMKA, TPYAHOW  KJIETKM W KOHEYHOCTEH,
renaroCIVICeHOMEraliMe, TOCTENEeHHbBIM  Pa3BUTHUEM  CEPJACYHO-COCYIMCTOM M JbIXaTeIbHOU

HeaocTaroyHocTH [1,6].

OcHo8HbIMU NpU3HAKamu OoNe3Hy SBISIIOTCS HU3KHUUM POCT, JIMIEBbIe nucMopduu (orpyoseHue 4epr
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.

Buewnuti eéuo nayuenma nipu tsixenoun popme MIIC VI xapakrepusyercs orcraBanuem B pocte (90-
100 cM mpu OBICTPOM MPOTPECCHUPOBAHUHU; MaKCHUMaJIbHBIH — 150 cMm), IuCIIpONOPIIMOHATBHBIM
TEJIOCI0KEHUEM — HU3KOPOCIOCTh C YKOPOUCHHEM TysioBUIla. OTMeUaeTcs M3MEHEHUE 4epT JIHIa -
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,
TOpCOTIOMOANbHBIA KH(O3 B pe3yiabTaTe OpaxWCIIOHIWINHN, TUIATUCTIOHIWINHA, WHOTJAA CKOJHO3,
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 IEp OKOCTCHEHUs. [ISCTHBIC KOCTH KUCTEH YKOPOUCHBI U CY)KEHBI — «3a0CTPEHBD» 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: VHTEIVIEKT W IMOBEJCHYECKHE PEAKLMM y MAlMEHTOB 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 pa3BuBaeTcs y mamueHtoB ¢ MIIC VI BcrmeacTBue rumoraszuu
3y0oBUHOTO OTpocTKa C2 TMO3BOHKA, AaTjaHTOAKCHAJIbHOW HecTaOWuiabHOCTH, omioxkeHus [AlT B
TBEPAOM MO3roBOi 000JI0OYKE M 3aJHEH MPOJOJBHON CBA3KE, YTO B JaJIbHEMIIEM NPUBOAUT K
KOMIIPECCUOHHOM MUEJIONAaTHd Ha JTOM YPOBHE, M KaK CJEICTBHE, Pa3BUTHIO OyabO0apHBIX
HapYILICHUH, HEHTPAIbHON AbIXaTeIbHON HeJOCTaTOYHOCTH. CUMITOMBI MOTYT BKJIFOUATh HapyLICHUE
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] TEHOPA.

Huzocro3 npu MIIC VI Thnma npuBOAUT K CHUXKEHUIO MOABUKHOCTA HWKHEW YENIIOCTH, YTO
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 - cocyoucmasa cucmema (CCC): uW3MEHEHHS CO CTOPOHBI KJAalaHHOTO armmnapara

(YIJIOTHEHHE CTBOPOK M XOpJ KJIAMaHOB, HEAOCTATOYHOCTh W/WIM CTEHO3), HUH(WIBTpaTUBHAs



KapAUOMMOMATHsI, HAPYUIEHUsT PUTMA W MPOBOJUMOCTH CEpJIlla, JEro4yHas TMIEePTEH3Us, Pa3BUTHE
CeplIeYHON HEAOCTATOYHOCTH, KaK C COXPAaHEHHOM, TaK M CO CHHXEHHOU COKPaTUTEIBHOM
CcoCcOOHOCTHI0O MUOKap/a. [IposiBiieHHs cepiedHO- COCYAUCTBIX HApYLICHUH OTMEYaIOTCS C PaHHEro
BO3pacTa. DBOJNBIIMHCTBO MAalLMEHTOB HMMEIOT, MO KpalHel Mepe, OJUH NPU3HAK KO BTOPOMY

necsaTuiieTuro xxu3uu [1,6,12].

XapakrepasiMu mipu3zHakamu nopakenus CCC mpu MIIC sBastorcs  auchyHKIMU KianaHoB (B
OCHOBHOM, MHUTPAJIbHOTO, aOPTAJIbHOTO KJAMaHOB), TUNEpTpodus MUOKapaa, HapylIeHHE pUTMa U
npoBoAUMOCTH. DYHKIUS KJIalaHOB, HECMOTPsSI HAa MX YTONIIEHHE B pe3yinbrare orinoxkeHus Al
MOXKET HEKOTOPOE€ BpeMsl He Hapyliarbcs. B mociemyroiieM MOSBISETCS LIYMbl, XapaKTepHBIC s
MUTPATHHOU (CUCTOMUYECKHUI) U aOPTATbHOMN (IMACTONWYECKHUI) HEOCTATOYHOCTH, Pa3BUBAIOIITUECS
B pe3yJbTaTe HECOCTOSTENBHOCTH KIamaHoB. B manbHelimem ykopoueHue xopa u ¢pudpo3 JeBoro
aTPUOBEHTPUKYJSPHOTO  KOJIbLIA TMPUBOAAT K  CTEHO3MPOBAHHUIO  MHUTPAJIBHOIO  OTBEPCTHS.
HenocrtarouHocTs TPUKYCHHAAIBHOTO M IMYJIBMOHAJIBHOTO KJAalMaHa OOBIYHO KIWHUYECKH He

nuarHoctupytores [1,6,12].

Camoit yacToi MPUYUHON Pa3BUTHSI CEPACUYHON HEIOCTATOUHOCTH C COXpAaHEHHOMW (Ppakiuert BbIOpoca
JICBOTO JKEIYJOYKa y ITHUX MNAUWEHTOB SBJISECTCA IOBBIIMICHHE YXECTKOCTH MHUOKapAa B Pe3yJbTare
otnoxenus ['Al (1o Tumy pecTpUKTUBHON KapAMOMHUONATHN). B penkux ciaydasx MOKET HaOIIOIaThCs

CHMKCHHUC COKpaTHTCHBHOﬁ CITOCOOHOCTH 3a CUeT JujiaTainu MOJIOCTEH.

Kpome Toro, cepmeuHasi HEIOCTAaTOYHOCTh MOMKET pPa3BUBAThCA C TMOPAKEHHUEM IMPABBIX OTICIIOB
ceplua, Mo TUIy XPOHUYECKOIO JIETOYHOIO CepAlla, B pe3yiprare aedopMalnuu TpyIHON KIETKH,
MOpaKeHUs1 JIETKUX u3-3a omiokeHuss [AlT  (xkecTkue Jerkue), HapylIeHUs JIpEeHUPOBAHUS
OpOHXMAIILHOTO JepeBa U3-3a CYXKEHHUS OpPOHXOB M PAa3BUBAIOIICHUCS TPAXEOMAJSAIUU U Pa3BUTHUS

XPOHUYECKOU TUITOKCHH.
Kenyoouno-xuweunas cucmema: CAHAPOM pa3IpaKEHHOTO KUIICYHUKA, TenaTociuieHoMeranus. [ 1,6].

BBIpa)KeHHOCTB KIIMHUYCCKHUX HpOSIBJI@HI/Iﬁ B 3aBUCUMOCTH OT BO3pacTa IMPCACTABJICHA B HpI/IHO)KeHI/II/I
A32



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

Huarno3z MIIC tun VI ycTaHaBiuBaeTCs Ha OCHOBAaHHWU COBOKYITHOCTH aHAMHECTUYECKUX 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].

llayuenmam ¢ ycmanosnenuvim ouazcnozom MIIC I npoooumcs OunHamuueckoe HaAONOOEHUE

(cpeoHss uacmoma nposederUsi KOHCYIbmayuil u oociedosanus npeocmasnena 6 Ipunooicenuu A3.3).



2.1 /Kaa100bI 1 aHAMHE3

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

aHamHecmu4eckue coobimusi:

* OMALOUJEHHBIU CeMelHblll aHaMHe3 (CXOOHble cyuau 3a0071e8anus 8 cemve, ONUKOPOOCMBEHHbLU
Opax),

o HU3KUU pOCM,

o «2pybvley uepmol IUYa,

* yacmele pecnupamopHule 3a0071e8aHUsL;

e CHUdICEHUe CyXa;

o CHUdICEeHUEe 3PeHUs;

o peyuousupyrouue epoliicu (0CoOeHHO - 08YCMOPOHHUE),

* NOMYmMHEHUE PO2OBUYbL,

o MHOJICECMBEHHbIUl  0u30ocmo3  (Oegpopmayuu  uepena, 2pyOHOU  KIemKU,  NO360HOYHUKA,
KOHeuHocmell),

* HapyuweHue 0CaHKu - Kugo3, cKoIuo3,

o yXyOUleHUue NepeHOCUMOCMU DUULECKUX HACPY3OK;

e c1abocmsb 8 KOHEUHOCMSX,

o MY20N00BUNICHOCTb 8 CYCINABAX,

o U3MeHeHUe NOXOOKU,

e HeN0BKOCHb MENKOU MOMOPUKU,

o HapyuieHue KOHMpPOIs 3a PYHKYUAMU MA308bIX OP2AHO8;

® dANHO3 60 CHe.

JKanobwvl u anammues maxdice onucamnwl 6pa3()€ﬂ€ (KIUHUYECKAA KapmuHay.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

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

* HU3ZKOPOCIOCMb,

o 2pybOble uepmol aUYA;

o MY20N00BUNCHOCb CYCMABOB,

* NOMYMHEHUEe PO20BUYbL,

o 2enamomezanusl,;

o CnieHomez2anusl,

* NAX0BO-MOUIOHOYHbBIE U NYNOYHBLE CPLIIHCU,

o wymbl 8 cepoye.

Buvipasicennocmv kaunuyeckux nposeieHuti 8 zasucumocmu om eospacma oeoroma MIIC VI moocem

sapvuposams (lIpunosicenue I72).



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

OcHosubie nabopamophvle mMemoowvl noomeepacoenus ouacnoza MIIC VI exntouatom onpedenenue
akmusHocmu pepmenma apuicynvpamasel B, konuuecmeennwviil u kavecmeennvii anaius IAI" mouu u
MOeKynapHO-ceHemuyeckue uccieoosanus 2ena ARSB. Jlaunvlie uccnedoeanusi nposoosimcsi 8

CneyualusupoOBarHblX CEHEMUYECKUX Jza60pam0puﬂx.

o PexoMeHI0BaHO BCeM MaIMeHTaM OMPEACICHUE YPOBHS IIMKO3AMUHOTIIMKAHOB MOUYM (KOMILIECKC
WCCIICIOBAaHUN IS JUArHOCTUKH MYKOIoJIMcaxapuao3za Tull VI) ¢ 1enpio TOATBEpIKICHUS
nuarHosa, ycraHomieHuss tuna MIIC, konuuectBeHHOe ompeneneHue [AlT ¢ 1enbl0 KOHTPOIS

Tepanuu Kaxabie 6 mecaies [1,14].
YpoBensb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KomMmeHTapuu: npu xonuvecmeenHom ananuze 8viasisom nogviuienue konyenmpayuu 1Al ¢ mouoil.
Omu usmenenus nabrooaromes makaice npu opyeux munax MIIC. IIpu nposedenuu snekmpogopesa
TADI" swisensiiom u30aupo8anHoe noGvluleHue OSKCKpeyuu O0epMamancyibghama ¢ MOYOU, Hmo

xapakmepHro monvko 011 MIIC VI muna. Ypoeenwv I'Al” ssnsiemcs 603pacm-3a8Uucumovlm napamempom.

o PexomMeHI0BaHO BCeM TmMalMeHTaM [JIs TMOATBEPXKACHHUS TUArHo3a ONpEeICHHE AKTHUBHOCTH
apuicynbgarasdbl B B msTHaX KpOBH, BBICYIIEHHBIX Ha (uibTpoBasibHON Oymare (punbtp Ne903),

r1a3Me KpoBH (KOMIUIEKC UCCIIEAOBAHMM JIJIsl AMATHOCTUKU MyKomonucaxapuaosa tun VI) [1,14].
YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KommenTapuii: V nayuenmos ¢ cunopomom Mapomo-Jlamu nabarodaemcs CHudicenue akmusHOCmu
apuncynvghamasel B 6 kynemype gubpobracmos, niazme Kposu, 1ubo 8 NamHax Kposu, 8blCYULEHHbIX
Ha ¢uremposanvrou Oymace. Heobxooumo usmepenue axmusnocmu Opyeux cyibgpamas OJis

UCKTIIOYUEHUSL MHONCECMBEHHOU Cyﬂbd)amab’HOIZ He0oCmamo4HOCmU.

B coomeemcmeuu c Ilpukasom Munzopasa Poccuu 13 oxmsaopa 2017 o Ne 804n om «O6
YMeepHcOeHUY HOMEHKAAMYpbl MeOUYUHCKUX ycayey Hazeanue ycayeu: Kowmnnexce uccneoosanuii o1

OUuazHOCMuUKU MyKonoaucaxapuoosa mun VI.
3abop 6uomamepuana 0na OuazHOCMUKY 8 namuax Kposu onucat 6 Ilpunoocenuu A3.4

o PexoMeHI0BaHO BCEM TMAallMEHTaM CO CHIKEHHOM aKTHBHOCTBHIO ¢depMmeHTa apuicyibdarassl B
MPOBEACHUE MOJIEKYJISPHO-TEHETUUYECKOTO HCCIIEIOBAHMS: BbIABICHUE MyTauuid B reHe ARSB,
KoqupyromeM apwicyiabdarasdy B ¢ 1enpl0 MOATBEpPKAECHMUS JHMarHo3a Ha MOJEKYJISpPHO-

IreHETUYECKOM ypoBHE [1,6,14].
YpoBenn yoenureabHOCcTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KomMmenTapuu: swvisisnenue mymayuii 6 ecene ARSB noomeepocoaem ouacrnoz MIIC VI Buissnenue
eena ARSB y npobanoa oOenaem 603MONCHbIM 00Ce008aHUE €20 POOCMBEHHUKOS8, BbIsBIeHUE

cemepo3ucoOmHmblx Hocumeﬂezl, a mdakKoKe npoeedenue npeHana]leOI:Z u npeuMnﬂaHmaquHHozZ



ouacnocmuku.  Crnedyem yuumovleamov, 4mo 6 peoKux CIy4asx Mymayuu 6 2eHe C HNOMOWbI0
cmanoapmuwix memooos JJHK-ananuza, mocym Ovimb He 6blsAGIeHbl, MAK KAK PACNONA2AOMCs 8
2NyOuHe UHMPOHO8 UL NPeOCMAsIAOm co0ou npomsxiceHuvle oeneyuu 2ena [1,15]. B smux cuyuasx
HeobX00uMoO  muameibHoe CONOCmasienue OUOXUMUYECKUX U  KIUHUYEeCKUX OAHHbIX  OJd
noomeepaicoenus ouaznosa. B coomeemcmeuu c I[lpuxazom Munsopasa Poccuu 13 oxmsabps 2017 e Ne
804n om «O6 ymeepoicOenuu HOMEHKIAmMypbl MEOUYUHCKUX YCaye» Hazeanue ycayeu: Kowmnnekc

uccedo8anull 01l OUASHOCMUKU MyKonoaucaxapuooza mun VI

e PexomengoBano Bcem mnamueHtaM ¢ MIIC VI npoBenenue aHanm3za KpoBU OHOXMMHUYECKOTO
oOIIIeTepaneBTUUECKOT0 €  MENbl0  ompeneiaeHus  (yHKIHOHAIBHOTO  COCTOSHUS — TIEYCHHU
(amanmnamuaoTpancdepasa (AJIT), acmapraramumnorpancdepaza (ACT), oOmmii u mpsAMon

omnnpyouH, xonecteput) [34].
YpoBenb yoeauteabHocTu pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KomMmeHnTapum: uccredosanue xonecmepuna 6KIo4aem 6 MOM HUCle, UCCLe008AHUE VPOBHS.
xonecmepuHa JIUNONPOMEUHO8 GbICOKOU NIOMHOCMU 8 KPOBU, UCCIe008AHUE YPOBHS XONeCmepuHd
JTURONPOMEUHOB HU3KOU NIIOMHOCMU, UCCLe008AHUE YDOBHS TUNONPOMEUHO8 8 KPOBU, MPUSTUYEPUODL.
HUccneoosarnue cnedyem nposooums 6 npoyecce OUHAMUYECKO20 HAOM0OeHus, 6 cpednem, 1 paz 6 6

mec.

o PexomennoBano Bcem narmentam ¢ MIIC VI npoBenenwne o01iero (KIMHAYECKOTO) aHAIN3a KPOBH
(OOmwmii (KITMHUYECKHUI) aHaldu3 KPOBH pPa3BEPHYTHIM) Ui OICHKHM OCHOBHBIX IapaMeTpOB

KPOBETBOPEHHUSI U BBISBIICHUS BOBMOKHBIX HH(PEKIIMOHHBIX ITpolieccoB [34]. .
YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KomMmeHnTapuu: 6 csa3u ¢ 6blcokum puckom pazeumusi UHMepKyppeHmHuLX UHDeKyull, acCnupayuoHHOU
nnesmonuu y nayuenmos ¢ MIIC pexomendyemcs npogedeHue 0aHHO20 UCCIe008aHUs, 6 cpeoHem [

pasz 6 6 mecayes.

Taxoice npu nooospeHuu HA UHGEKYUU MOUeBbIX Nymell NpPOBOOUMCS UCCIe008aHUe 00U e2o
(KIUHUYECKO20) aHAIU3a MOYU U NpoHUe UCCLe008aHUs, HeoOXooumble 01 OUASHOCMUKU OAHHbIX

COCMOAHUU.

e PexomengoBano Bcem mnanumentam ¢ MIIC VI npoBenenuwe wucciegoBaHusi KoaryjaorpaMMbl
(aKTUBHpPOBAaHHOE YAaCTUYHOE TPOMOOIUIACTUHOBOE BpeMs, OIpeleleHne MPOTPOMOMHOBOTO
(TpoMOOIIIIaCTUHOBOIO) BPEMEHHM B KpOBH, OIpeNeseHue TPOMOMHOBOIO BPEMEHH B KpOBHU,
uccieoBaHue ypoBHs (UOpUHOTEHA B KPOBH, OIpeeTeHUEe KOHIIEHTpauu J[-TuMepoB B KPOBH)
JUTSL OIICHKHA COCTOSTHUSI CHCTEMBl KOArylisllM W CBOEBPEMEHHOW MNPOPUIAKTUKUA Pa3BUTHUS

Tpom06030B [35].
YpoBenb yoeaurteabHocTu pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

KommenTapuu: vacmoma uccneoosanus, é cpeonem, 1 pas é 200, npu neobxooumocmu — uauje (nepeo

KasHcobiMm onepanitueéHbviM emewameﬂbcmsom).



e PexomengoBano Bcem mamuentam ¢ MIIC VI mnpoBeaeHue wuccienoBanusi ypoBHS N-
TePMHUHAJIBHOTO (pparMeHTa HarpuiypeTudyeckoro mnporentuaa Mo3roBoro (NT-proBNP) B kpoBu
JUII  CBOCBPEMEHHOW  JIMarHOCTUKW  CEPJACYHOM  HEAOCTAaTOYHOCTH, auddepeHImaaibHon
JTUATHOCTUKHU C OJIBIIIKOM, BEI3BAHHOW PECIUPATOPHBIMU MPOOIEMaMu, IS PELISHUsI BOIIPOCOB O

CTapTe/KOPPEKINH KapIUOTPOITHOM Teparuu [35].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4).

KomMmenTapuii: kpamuocme ucciedosanus. 1 pasz 6 200.



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

e PexomengoBano Bcem manuentam ¢ MIIC VI nposenenne Y3U opraHoB OpromiHON MOJIOCTH
(VrmbTpa3ByKOBOE HCCJIEAOBAaHUE OPraHOB OPFOITHOW IMOJIOCTH (KOMIIEKCHOE), YIIBTPa3BYKOBOE
HCCJIeIOBAaHUE TICYCHH, YIBTPA3BYKOBOE MCCIIEAOBAHHUE CEJIC3CHKN) U/WIN MPOBEICHUE MarHUTHO-
pPE30HAHCHON TOMorpaduu OpraHoB OPIOIIHOW MOJIOCTH W/WIU KOMIIBIOTEPHOM ToMorpaduu

OpraHoB OPIOLIHOM MOJOCTHU C LENbIO BBISIBJICHUS YBEIIMUECHUN Pa3MEpOB MEYEHU U celie3eHKu [36].
YpoBennb yoenureabHOCTH pekoMeraanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KOMMCHTapI/II/IZ BBIAGIAIOMCA YMEPEHHAA cenamomezcaiusl Uuiu 2cenanmocnienHomecaiusl. Ha qbone
mepanuu  pasmepsvl nedeHu u Cene3eHKu yYMeHbUAaromcsi. Bbl60p Memooa uccnedo8anusi — no
uH@u@udyaﬂbelM NOKA3AHUSIM UCX0051 U3 BO3MOANCHOCMELL nayuerma u KAUHUYECKOU nompe6Hocmu.
Hpu Heobxooumocmu NpuUMeHrAenicsa anecmesuolocuveckoe nocooue. Kpamﬂocmb uccneoosanusi 1 pas

8 200, NpuU HeoOXOOUMOCmuU - yauye.

o PexoMeHI0BaHO TPOBEACHHE PEHTrEHOrpapuu MIEHHOTO W/WIW TPYIHOTO W/WIM TOSCHUYHOTO
OT/eNIa TIO3BOHOYHHMKA W/MIIM Ta300€APEHHBIX CYCTaBOB W/WJIM PEHTreHOrpaduu BEPXHUX W/WIU

HIKHUX KOHEYHOCTEH C 1€JIbI0 BBISBJICHUS MHOKECTBEHHOIO 1U30cTo3a [2,6,16,24,28].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — ).

KommenTapuu: guiasnaiomes  mHOdMCecmeeHHble  OU30CMO3bl:  ckaghoyedanus, — 2unoniasusi
3y6068udno2o ompocmka C2-no3sonka, 00pconiomobanvHulil Kugo3 6 pesyiomame NAAMUCHOHOULUU,
NOACHUYNBIL  2unepiopoo3. Onpedensitomcss wupoxkue pebpa, KOpomKue u3oeHymole KIo4uybl,
2UNONJIA3Us 2011080K Nle4eBblX Kocmell U 8apycHas dehopmayus niedegulx Kocmeti 8 NPOKCUMALbHBIX
omoenax, OucmaivHvle SNUPU3bl Kocmell Npeoniiedbs CKOuleHbl Opye K opyey. 3adepoicka
Gopmuposanus s0ep okocmenenus. Ilacmuvie Kocmu Kucmetl YKOpoueHvl U CYHCEHbl — «3A0CHPEHbl»
8 NPOKCUMANbHBIX OMOENAX, « CKOUEHHOCbY 8EPMIYACHBIX 8NAOUH, 0ehopMUposanHbvle, YNI0UeHHble

20/1068KU OeOpeHHbIX KoCmell U 8alb2yCHAs 0eghopmayus uieek 6e0peHHbIX KOCmel.

HUccneoosanus nposoosamcs ne pedice 1 paza 6 200, npu neckux ¢hopmax — ooviuno ne pexce 1 pasa 6 2
2004.

e PexomengoBano nanuentam ¢ MIIC VI ¢ nannumem/puckoM cIaBiI€HHUS CPEIUHHOTO HEpBa
MPOBEJICHUE  ANEKTPO(PHU3NOIOTUYECKOTO HUCCienoBaHusl  AnekTponeripomuorpadpun  (SHMI)
(Onexrponelipomuorpadusi CTUMYJISIIUOHHASL OTHOTO HEpBa, DIEKTPOMUOTpadusi CTUMYJISALUOHHAS
CPEIMHHOTO HEpBa, DJIEKTPOMUOIpadusi UrojpyaTas), YTO MO3BOJISET OLEHUTH (PYHKIIMOHAJIBHOE

COCTOSIHUE MBIIIEYHBIX TKAHEW, HEPBOB U HEPBHO-MBIIIEYHOU nepenadu. [2,6,16].
YpoBennb yoenureabHOcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

Kommentapuu: cmumynayuonnas IHMI' nozeonsem onpederums coasieHue CpeOUHHO20 Hepsd

oasice 00 NOSABIeHUS. CUMNIOMO8 U OO0NIHCHA npoeodumbc;z, Haduras ¢ eozpacma 4-5 nem eorce2oono.



e PexomengoBana Bcem mnaunmeHtam ¢ MIIC VI koHcynbTanus Bpada-OTOPUHOJAPUHIONOTA C
MPOBEACHUEM OCMOTpPA BEPXHHUX JIBIXATEJIbHBIX MyTeW (HOCOMIOTKM M TOPTaHH), B TOM YMHCIIE C

TIOMOIIIBIO SHIOCKOIIUHM [2,37]
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJNbCTB — 5).

KommenTapuu: y nayuenmos ¢ paunme2o 603pacma ommeuaromcs eunepmpo@us aoenoudos u
munoanun. Ilpu nanuuuu noxkazanuti npo8oOUMcs: SIHOOCKONUYECKAsl SHOOHA3ANbHASL PEBU3UsL NOTOCU
HOCA, HOCO2IOMKU, JINUPAPUHSONAPUHEOCKONUS, INUDAPUHSOCKONUS BUOEO0IHOOCKONUYecKas (8

cpeonem, 2 paza 6 200).

o PexoMeHgoBaHa  KOHCYJIbTAllUs  Bpaya-CypAoJiora-OTOPUHOJIAPUHIONOIA M IPOBEJACHUE
aynuomerpun Bcem nauuentam ¢ MIIC VI ¢ uenbro BbisiBIIeHHs TyroyxocTtu. [Ipu nono3penun Ha
CHID)KCHHE CIyXa HEOOXOAMMO MPOBEACHHE OTOaKycThueckoil amuccun (ToHanmpHas aynuomeTpus,
PeueBas aymmomerpus, Urposas aynnomeTrpusi, Peructpaiivs BBI3BaHHBIX aKyCTHYECKUX OTBETOB
MO3ra Ha MOCTOSIHHblE MOAyJIHpoBaHHbIe TOHBI (ASSR TecT)) (IIpu OTCYTCTBUHU IKCCYAATUBHOIO
oruta [1,16].

YpoBennb yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —5).

KommenTapuu: myeoyxocms pasnoii cmeneHu  8bIpAdCEHHOCMU XapakmepHa Ol  OAHHO20
3abonesanus. Ona modxcem ObiMb KOHOYKMUBHOU UIU HEUPOCEHCOPHOU UMU HOCUMb CMEUAHHDBILL
xapakmep. Pannee e6visgnienue myz2oyxocmu no3601sem YIVUUUMb KA4eCmeo HCU3HU NAyUeHmos,
obecneuums 803MONHCHOCMb 00weHuss u ooyuenus. HMccreoosanue nposooumcs, 6 cpeouwem, 1 pas 6
200.

o PexomeHngoBaHo mpoBeneHUE wHcciaeaoBaHus (GyHkuuu BHemHero npixanus (®BJl) mertomom
cnupomerpun Bcem narueHtam ¢ MIIC VI, cnocoOHBIM BBIMOTHUTH TPeOyeMbli JIbIXaTeIbHBIN
MaHEBp JJisi OLEHKH dS(PPEKTUBHOCTH MPOBOAMMON TEpamuM, KOHTPOJS 3a COCTOSHHUEM

OpoHxoJerouHon cucremsl [2,14,16].
YpoBensb yoeauteabHocTu pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5).

KommenTapumu: ¢ coomeemcmsuu ¢ Ilpuxazom Munsopasa Poccuu om 13 okmsaopsa 2017 2 Ne 804u
«006 ymeepoicOeHUU HOMEHKAAmypvbl MeOUYyuHckux yciaye». Hccnedosanue HecnposoyuposaHHvlx
ovixamenbHblx 00vemos u nomokos, Droymempus ovixanus, Hcciedosanue OvixamenbHblx 00bemMos ¢
npuUMeHeHuem J1eKapcmeennvix npenapamos. HMcciedosanue npogooumcs, 6 cpeowem, 1 paz 6 6

mecsayes.

o PexoMeHI0BaHO TIPOBEJEHUE MPUIECTHLHON pEHTreHorpaduu OpraHOB TPYAHOM KIETKH BCEM

nanuentaM ¢ MIIC VI ¢ nenbto onieHku aedpopMannu rpyaqHon KieTku [38].
YpoBeHsb yoeaureabHocTH pekoMeHAanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5).

KommenTapuu: Takowce npu uccnedosanuu mo2cym Obims 0OHAPYHCEHbl USMEHEHUs 1e20YHOU MKAHU.

Cnedyem paccmompemsv npogedenue OAHHO20 UCCLe008AHUS U NPU HAMUYUU AYCKYIbMAMUBHBIX



USMEHEHUll 8 JIe2KUX 6 C6A3U C B03MOJNCHOCMbIO pa3eumusi nHesMonuu y nayuenmog ¢ MIIC VI

Kpamnocmu uccneoosanus onpedensiemcs uHOU8uUdyaivbHo, 8 cpeonem, 1 pas 6 2 cooa

o PexomengoBano nposeaeHue anexTposnedanorpadpun (3317) nanuentam ¢ MIIC VI, y koTopsix

OBLIIM ANIUJIENITUYECKUE TPUCTYTIBI B aHaMHe3e [39].
YpoBenb yoeauteabHocTU pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KomMeHTapuu: xax Haubonee uHpOpmMamusHyro MemoouKy OaHHO20 UCCLe008AHU Clledyem
8blOUpams dnekmposnyepanoepaghuro ¢ eudeomonumopuneom. Hccrneoosanue ciedyem nposooums, 8

cpednem, 1 pas 6 2 200a, npu omcymcmeuu npomueonoKa3aHul.

e PekoMeHI0OBAaHO  TPOBEACHHE  MOJIMCOMHOIpadUU/KapIUOpPECHUPATOPHOTO  MOHMTOPHUHIA

oonpmuHeTBY nanueHToB ¢ MIIC VI mis amarHocTuku 0OCTPYKTUBHOTO almHO? cHA [2,6,16,26].
YpoBensb yoeaureabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 5).

KommeHTapuu: 011 ouachocmuku u OyeHKU cmeneHu 00CMpPYKMUGHO20 ANHOI CHA NPOBOOUMCSL
NONUCOMHOSPADUSA/KAPOUOPECNUPAMOPHDBLL MOHUMOPUH2, KOMOPAsl NO360slem Onpedeiums Xapaxkmep
ObIXAMENbHBIX HAPYUEeHUL (UCKTIOYUMb YEeHMPATbHbIIL 2eHe3, C85A3b ¢ cunepmpoguell adenouoos,
CepOeyHOl HeOOCMAamoyHOCMbI0 UM KOMNJIEKC HNPUYUH), Namoiocurd  cepoeyHo-cocyoucmoti

cucmemol, 8 cpeonem, 1 pas 6 200.

B coomeemcmeuu c Ilpuxasom Munzopasa Poccuu 13 oxmsaops 2017 2 Ne 804u om «O6
YmeepHcOeHUuU HOMEHKIAMmypbl MEOUYUHCKUX YCayey Hem ycayeu «llonucomnocpagusay, 6 cesazu ¢ yem
B03MOJMCHO UCNONb306aAHUE Habopa ycaye:  DnekmposHyeganozpagus ¢ 6UO0eOMOHUMOPUHSOM,
CymouHoe MoHUmMoOpupoanue apmepuanbHo2o 0aeéieHus, Pecucmpayus 31eKmpokapouoespammol,
Monumopupoeanue  snekmpokapouocpaguueckux Oaunnvlx, Xoameposckoe MOHUMOPUPOBAHUE
cepoeunozo pumma, Pacwugposka, onucanue u uHmepnpemayus 1eKmpoKapouocpapuiecKux
OanHblx, ODnekmpomuozpagus HAKONCHAS (00HA aHamoMuyeckas 30Ha), DNeKmpooKyiopagus,

Onpedenenue napyuailbHo20 0asieHus KUCI0po0d 8 MAKUX MKAHAX (OKCUMempus)).

o PexomengoBano nposenenue IKI, Oxo0-KI, xonrepoBckoro Monutopuposanust OKI' u cyrounoro
MOHUTOPUPOBAHUS apTepUaIbHOrO nasiaeHus BceM nanuentaM ¢ MIIC VI nins ouenku cocrosHus
cepaua [2,6,16,25].

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

Kommentapuu: pecynsaprnoe nposedenue IKI, Ixo-KI' (6 cpeonem, 1 paz 6 6 mec), xonmeposcko2o
monumopuposanusi IKI, cymounoco monumopuposanus apmepuaibHo2o 0asieHus (8 cpeouem, 1 pas
8 200, Npu HeoobXoouMocmu yauje) HeoOXo00UMO NnayueHmam ¢ OAHHOU namoao2uel, max KaK C

PAHHEe20 803pACma y HUX OMMeYaromcs cepoedHo-coCyOUcmble HapyuleHusl.

B coomeemcmeuu c Ilpukasom Munsopasa Poccuu 13 oxmsaopa 2017 o Ne 804n om «O6
YMeEepoHcOeHUU HOMEHKAamypbl meouyunckux ycayey: Cymounoe MOHUMOPUPOSAHUE apmepualbHo20o

oasnenus, Pecucmpayus snexmpoxapouocpammol, Mornumopupoeanue 31eKmpoKkapouocpaguueckux



oanHbvlx, Xonmeposckoe MoHUMOpuUposanue cepoeuno2o pumma, Pacwugposka, onucanue u

uUHmMepnpemayus 1eKmpoxKapouocpaghuieckux OaHHuIXx.

e PexomengoBano BceM manuentam ¢ MIIC VI npoBeneHne MarHUTHO-PE30HAHCHOM ToMorpaduu
(MPT) w/umu KT rojmoBHOro mo3ra W IIEHHOrO OT/AENAa ITO3BOHOYHHMKA C IIEJBIO BBISBICHUS

KOMIIPECCHUU CIIMHHOTO MO3Tra U rujapoiedanuu [2,6,16].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YpoOBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KommenTapuu: necmabunbHocms amiaumoaxkCuaibHO20 COYIEHEHUs Modcem Oblmb GulasleHd npu
penmeenozpaguu  welno2o omoena MNO360HOYHUKA C DYHKYUOHATbHLIMU NPOoOAMU, OOHAKO Ojisl
NOOMBEPHCOCHUSL  KOMNPECCUU  CNUHHO20 MO32a 8Cle0Cmeue YMoaujeHus e2o0 000104eK U
Gopmupyrowuxcs anomanuti no3eonkos mpebyemcs npogeedenue MPT w/unu KT. Hccneoosanue(s)
npoBOOSIMC 8 MOM yucie, Npu OUHAMUYECKOM HAONI0OeHUU nayuewmd, yacmoma Onpeoensemcs

UHOUBUOYAIbHO (8 cpednem, 1 paz 6 06a 2ooa). Hapxos — no noxazanusm.

B coomeemcmeuu c Ilpuxasom Munzopasa Poccuu 13 oxmsaops 2017 2 Ne 804u om «O6
VMEEPIHCOeHUU HOMEHKAAmypbl MeOUYUHCKUX ycayey: Maenumno-pe3onancnas momoepagus weu,

CnupanbHas KoMnblomepHas momozpagus wieu.

o PexomenpoBano mammentam ¢ MIIC VI kxoHCymbpramusi Bpada-opTaabMOiOra W IPOBEACHUE
WCCJICIOBAHUsI TIEPEIHETO0 CerMEHTa IJiaza METOAOM OOKOBOTO OCBEIICHMS, W3MEPEHUE
BHyTpuniIazHoro naBieHUs (OQTaaTbMOTOHOMETpPHS) U OIICHKAa COCTOSHHUS IJIa3HOTO JIHA
(Odranbmockonusi, OcMOTp mepudepun rIa3HOTO JTHA C UCIIOIB30BAHUEM TPEX3EPKATHHOM JIMH3BI
lonpamana, buomukpodoTorpadgust razHoro AHa ¢ UCMOIb30BaHUEM (yHAYyC-KaMephl) C LEIbI0

BBISIBIICHUS TJ1ayKOMbI, U3MEHEHUS MPO3PAaYHOCTH TJIa3HBIX CPEl U COCTOSIHUA ceTyarku [2,6,16].
YpoBensb yoeaureabHocTu pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 5).

KommenTapuu: kxpamuocms ucciedosanus, 6 cpeonem, 1 paz 6 200. ¥V nayuenmos ¢ MIIC VI moorcem
8bIABNAMBCA NOMYMHEHUE PO20BUYbLL. Y HEKOMOPbIX NAYUEHMO8 PA3EUBAEMCsl 2NAYKOMA, NUSMEHMHAS

oucmpodghusi cemuamru, peoko - Omex OUCKA 3pUMENbHO20 Hepad.

e PexomengoBano Bcem nauuentam ¢ MIIC VI tuna npoBeneHus 6 MHUHYTHOTO TeCTa XOAbOBI
(6MTX) mpu AMarHOCTUKE UM C MOMEHTA BO3MOKHOCTH MAIlMeHTa K BBIMOJIHEHHUIO TECTa C LEJbIO
OLICHKH (PU3NYECKOW BBHIHOCIMBOCTH TAIMEHTOB, B TOM uyucie, Ha (QoHe QepMeHTHON

3amecTuTeNbHOM Tepanuu [6,40,41].
YpoBeHb yoenutreabHOCTH pekoMeHaaluu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — ).

KomMmentapuu: Tecm 6-munymuotu xo0vb0ul A6151emcs 0OHUM U3 Haubonee npocmvix U 0OCMYNHbIX
CnOCcoO08 OYEHKU BbIHOCAUBOCU U (DYHKYUOHANbHBIX 603ModcHOocmel nayuenmos ¢ MIIC c

KapOuoi02uyecKoll u 1e2o4nol namonocusimu, cm. Ilpunosxcenue A3.5.

HUccnedosanue nposooumcs ooviuno ¢ 5 nemnezo ozpacma (He pedxce 1 pasza 6 6 mecayes).



Oyenka nepeHocumocmu Qusuyeckol Hazpysku npogooumcs no wikaie bopea (Ilpunoscenue I'1)

PexomenmgoBan nanuentam ¢ MIIC VI KOHTpoab  MUHEpPAIbHOM  IUIOTHOCTH  KOCTEH
(PCHTTEHOACHCUTOMETPHS) MPU TIEPBUYHON JUATHOCTUKE U B MPOIIECCe JUMHAMHUYECKOTO HAOIFOICHHS
[42,43].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB — 4).

KOMMeHTapI/II/I: O00KA3amenbHbIX OAHHbIX N0 ONMUMAIbHOU Yacmome I’lp06€a€H1/l}l uccieo008aHUs Heml,

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



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

Hnvie ouacnocmuueckue ucciedo8anus nposoosmes no peuleHuro 8pavedHo20 KOHCUIUyMd.
Hugppepenyuanvnan ouaznocmuka

e PexoMeH10BaHO MPOBOAUTH AU depeHnanbHyo AMarnoctuky ¢ apyrumu tunamu MIIC, ansda-
MaHHO3UJI030M, MO3AHUMH (QOpMaMU TAHIIIMO3UI030B, MYKOJUIUI030M, HEHWH(EKIMOHHBIMU

noJiMapTpuTamu, snudu3apHbpIMu guctuiasusmu [1,2,6,16].

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



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

Jleueane MIIC Tunm VI BkiIrO4aeT Kak NATOTCHETHYECKOE JICUCHWE HAa3HAYCHHUE (hepMeHmHOl
3amecmumenvrou mepanuu (©3T), Tak W NpoBeJEHHWE CHUMITOMATUYECKOW Tepanuu. Benenue
napenToB ¢ MIIC Ttun VI mpenmnonaraeT MynbTUIUCHUIUIMHAPHBIA MOAXOJ C 00sI3aTEIbHBIM
y4aCTHEM  Bpada-Ieuarpa, Bpada-HEBPOJIOra, Bpadya-T€HETHWKAa, Bpadya-KapAuoiora, Bpada-
OTOPUHOJIAPUHIOJIOTa,  Bpada-oTajabMoyiora,  Bpauda-MyJbMOHOJOra  Bpaya-Xupypra, Bpada-
HEUPOXUPYpra, Bpavya-OpTONEAO-TPABMOTOJIOTa, Bpavya-CTOMATOJIOra, Bpada-4eIrCTHO-JIUIEBOTO
XUpypra, Bpada-aHECTE3UOJIOTa-pEaHMMaToora, Bpadya  JeuyeOHoM  (U3KYJAbTYpHl,  Bpadya-
dusznoTepaneBTa U Bpadyeil APYTUX CHEIUATBLHOCTEH, MMEIONIUX OIBIT B JICYEHUU STOTO PEIKOTO

3360HeBaHI/IH, d TaKK€C MCIUMIMHCKHX IICUXOJIOT'OB.

3.1 ITaToreHeTnuyeckoe JeUYeHHue

o PexomengoBano nposegaenue ®3T nanuenram ¢ ycraHoBieHHbIM guarHozom MIIC VI ¢ nensio
3aMeJJIEHUs] TPOrpeccUpoBaHusl 3a00JIEBaHUS, YMEHBIICHHMS] Pa3MEpPOB IIEUEHU U CEJIE3EHKH,

yaydieHus: GyHKIUU Cep/ilia, CHUKEHHUS YpoBHS sKckpetupyembix AT [2,17-21].
YpoBeHb yoenuTeJJbHOCTH peKkoMeHAauu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 2).

Kommentapuu: @37 nposooumcs npenapamom eancyivgpaza** (koo ATX AI16AB0S), npenapam
ssooumcst 8 003e Ime/ke oOun pas 6 Hedeno 6 6ude GHYMPUBEHHOU UH@Y3uu 6 meueHue 4 u
aAMOYIAMOPHO, 8 YCI08UAX KPY2l0CYMOUH020/0HesHo20 cmayuonapa. Ilpenapam neped unghysuei
Heobxoo0umo paseecmu 8 pacmeope Hampus xaopuoa™** 9 me/mn (0,9%). Oowuii 0ovem unghysuu
onpeoensiemcs HA OCHOBAHUU UHOUBUJYarbHo2o e6eca nayuenma. Own cocmagnsem 100 mn
unghysuonnoeo pacmeopa Hampus xaiopuoa** 9 me/ mn (0,9%), ecau éec nayuenma meHvule UIU PABEH
20 ke unu 250 mn, eciu eec nayuenma 6onvwe 20 ke. 2,5% pacmeopa 6600sm 6 meueHue nepeoco
yaca, ocmanvhou 0o6vém (npumepno 97,5%) 6 meuenue nocieoyrowux 3 u. @3T 6 6ude 6HymMpuUBEHHbIX

UHGY3ULL NPOBOOSIN €IHCEHEDENbHO NONCUZHEHHO.

HUnghysus nposooumcs uepe3 nepugepuueckuil unu yeHmpaibHblil 6€HO3HbIUL 00CMYN U
KOHMPONUPYemcsi MeOUYUHCKUM NepcoHanom. Beedenue ocywecmensemcs uepe3 nepugepuyeckuii
8eHO3HbI Kamemep (Kamemep nepugepuyecKuti) Uiy uepes nopm-cucmemy (Ropm uHQy3UOHHbII/
UHBEKYUOHHBIU, UMIIAHMUPYeMbli ***),  kxomopvle ycmanasnuearomcs coenacHo MemooudecKum
pykogoocmeam  «Benosuvui  oocmyn, 2019  (https://msestra.ru/download/file.php?id=4763) c
UCNONb308AHUEM HEODOXOOUMbBIX JleKapCcmEeHHvlx cpeocms. Ilopm-cucmemvl  ycmanasnusaomces
coenacto Pacnopsowcenuro Ilpasumenvcmea Poccuiickot @edepayuu om 31.12.2018 Ne 3053-p «O6
ymeeporcoeHUuY nepeuns MeOUYUHCKUX U30enull, UMNIAHMUPYEMbIX 8 OP2AHUSM Yel08eKd NPU OKA3AHUU

Me@MMMHCKOZZ noviowju 6 pamrkax npozcpammsl 20cyéapcmeeHHb1x 2apaHmm7 becniamno2o OKA3aHUS



2paNcoaHam MeOUYUHCKOU NOMOWU, A MAKdce NepeuHs MeOUYUHCKUX U30enull, OMNnyCcKaemvlx no

peuyennmam HA MeauuuHCKue uzoenust npu npe()ocmaeﬂeHuu Ha60pa COYUATbHBIX Y CIlye).

H3-3a pucka 603HUKHOBEHUsS aNlepeUYecKUx peakyuil 6 omeem Ha UH@Y3UI, NayueHmam
HA3HAYAIOMCS AHMUSUCTAMUHHbLE CPEOCBA 8 COYemaHul ¢ napayemamonrom™* umu ubynpogernom**
HenocpedcmeeHHo neped uH@ysue. Ilpu 603HUKHOBEHUL HeXCenamenbHOU Peakyuy UH@Y3UI0 HYIHCHO
0CMAaHo8UMb 00 pazpeutenis CUMRIMOMOS U 3ameM NPOoOOJIAHCUNb CO CKOPOCbIO HA NOJIOBUHY MEHbULe

Motl, ¢ KOMOPOU OHA NPOBOOUNACD.

Ilpu pazeumuu anagurakmouoHol/anaguraxmudeckolt peaxyuu uH@ysuro ciedyem HemeonleHHO
npekpamums, HAuame coomeemcmeyioujee nedenue u Haomooenue. Credyem npUOepHCUBAMBCSL
COBDEMEHHbIX cmaHoapmos HeomaoxcHou mepanuu [29,30] u coomeemcmayrouux KIUHUYECKUX

pekomenoayuti, cm. Ipunoocenue A3.6 u Ilpunosxcenue A3.7

Peskoe npexpawenue D31, nepepvieol 6 D3T ne snceramenvHvl U MO2YM NPUBECMU K VYXYOULEHUTO
cocmosaHus nayuenmos. Tsicenvlie unu onacHvie 0N HCUSHU Peakyuu 2UnepyyscmeumeibHOCmu 8
CYYAsX, K020d COCMOSIHUE NaYUeHmo8 He no00aemcs KOHMpOIo, AGIAI0MC NPOMUBONoKazanuem O
NOBMOPHO20 NpUMEHeHUsi npenapama (OaHHvie U3 UHCMPYKYUU NO MeOUYUHCKOM)Y NPUMEHEHUIO

npenapama eancyioghaza**).

3.2 CuMnroMaTudeckKoe JeYeHHne

o PexoMeHI0BaHO TIpOBEJACHNWE MEAMKAMEHTO3HOW TMPEMEIUKAIIMN TPU TIOSBICHUU ITOOOYHBIX

aJUIepTUYeCKUX peaknuii mpu uudys3uu. [2,22].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — ).

KommenTapuu: V nayuenmos ¢ MIIC, nonyuarowux @37, kax u npu 6/6 gederuu 06020 Opy202o
benkosozco npenapama, MO2ym paz8UmMbvCs NOOOYHble peakyuu (1uxopaoxa, o03H0O, peoma,
KPAnusHuya, msaxceivle peakyull 2unepuy8cmeumenbHOCmuy aulepeuyeckoeo muna), npoucxooaujue
U 80 8pems uUHQy3uu, Uiy 8 meyeHue OHs nposedenus ungyzuu. Ilpu nosenenuu nobOUHLIX peakyuil
80 epems/nocie uH@y3uu pekomeHoyemcs coomeemcmayuee ieueHue, npu Komopom Heooxooumo
C1e008amb COBPEMEHHBIM CMAHOAPMAM OKA3AHUSL MEeOUYUHCKOU NOMOWU (AHMUSUCTIAMUHHBIMU
cpeocmea cucmemMHo2o oeticmsusu/unu napayemamon™* uiu uoynpoghen** u/unu kopmuxocmepouosi
cucmemnoz2o oeticmsusi npenapamsi (npeoHu3onon™** unu dexcamemason™*)) Ilpunoxncenue A3.6 u

Ilpunosicenue A3.7.

o PexoMeHI0BaHO IIPOBOAMTH JICUEHHUE IOBEACHUECKMX HapyuleHuid y mauueHtoB ¢ MIIC VI c
YYETOM JEUCTBYIOIIUX KIMHUYECKUX PEKOMEHJAINM, IPUHUMAs BO BHUMAHHUE PE3YJIbTAThI
KOMIUIEKCHOM OLIEHKM CO CTOPOHBI BCE€X OpPraHOB M CHUCTEM M IEPCOHAIM3UPOBAHHBIE LEIU
namnueHTa. [44]. YpoBeHb yOeauteabHOCTH pekoMenaanuidi C (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5).



KommenrTapuii: Jleuenue nosedenueckux HapyuwieHutl npo8oOUmMcs 6pavoM-He8pPOL02OM, OObIYHO
UCNONB3VIOMCSL CEOAMUBHbLE CPEOCMBA, AHKCUOIUMUKU U Opyeue. Bvlbop npenapama, 0o3uposxa,
ONIUMENbHOCMb KYpCca ONpeoensitomcs uhousudyaivio. Hauunarom npuem oannvix npenapamog noo

muiamenbHbIM 8pa’~l€6HblM KOHmMPpOJ1eM 6 YCI106UAX prZJZOCyn’ZO’lHOZO/()HQGHOZO cmayuorapa.

e PexomMeHg0BaHO TpU OPTATBMOJOTUYECKUX HAPYLICHHUSX MPOBOAMUTH JIEUYEHUE MO MOKa3aHUSM,
no00p Tepamnuu OCYIIECTBISETCS HAa OCHOBAHUHM PEKOMEHIAINI MO JICYEHUIO COOTBETCTBYIOIIMX

Ho3oJi0TUH [16].
YpoBennb yoenureabHOCTH pekoMeHAanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — ).

o PexoMengoBaHa opTonenuyueckas KOPPEKIUS HapYLICHUS OCAHKU, KOHTPAKTYp CYCTaBOB C
HCIIOJIb30BAHMEM HEXHUPYPIMUECKUX METOAOB BKJIIOYAET (PU3MONpOUEAYpbl U JIe4eOHYIO
GU3KYyIBTYpYy, HUCHONB3YIOT OpTONEANYecKue ycTpoiictBa. [lo moka3aHUsSM OCYIIECTBISIOT
XUPYPrUYE€CKOE JICYCHUE CHHApPOMA KapHaJlbHOTO KaHaia, MPOBOJUTCS HSHIAONPOTE3UPOBAHUE
Ta300€IPEHHOTO WJIM KOJICHHOTO CYCTaBa, KOPPUTHPYIOIIHE OCTCOTOMHHM TSI WCIIPABJICHHS OCH

KOHeuHocTei [2,12,14,16].
YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

o PexomMeHI0BaHO TIpH pPEIUAMBUPYIOIIUX OTHTAaX, YaCThIX PECHUPATOPHBIX 3a00JIEBAHUIX
BEPXHHX JIBIXaTEIbHBIX MyTeH MPOBEIEHUS CUMITOMATHYECKON, aHTHOAKTEPHAIbHON Teparui,

IIpU OTUTAX HE MPUMEHSTh TAKTUKY «HAOMIOIATh U KAaThy» [2,6,54].
YpoBeHb yoeaureabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — S).

o PexomengoBano y mnanumeHtroB ¢ MIIC VI npu Haauuuu SHUAJIENTHYECKUX IPUCTYIIOB
WCIIOJIb30BAHUE IMIPENapaToB M CXEM JICUYCHHS, HA OCHOBAaHWHM PEKOMEHJALMI [0 JICYEHUIO
snuiencui. [2,12,14,16].

YpoBenn yoenureabHOCTH pekoMeHAanui C (YpoOBeHb J0CTOBEPHOCTH A0KA3aTeNbCTB — ).

o PeKOMeH)]()BaHO ydacTtue MYHBTI/IJII/ICIII/IHJIPIHapHOﬁ KOMaH/AbI B BEACHUU CCp}IC‘-IHOfI

HenocrarouyHocTH y nmanuentos ¢ MIIC VI. [2,12,14,16].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 5).

KomMmenTapuu: npu  Jneuenuu  cepoeyHou — HeOOCMAMOYHOCMU,  NAMONO2UU  KIANAHOS,
KapOUOMUONAmMuy, HApyWeHuu pumma U npoeoouUMOCmu cepoya HA3HAYeHue mepanuu 8

coomeemcmeuu C KIuHU4YeCKumu pekomeﬂdauu}mu.

o PexoMeHa0BaHO Ipy JIeYeHUU apTepuaibHOi runepren3uu y nauueHtoB ¢ MIIC VI Ha3HaueHue
AHTUTUIEPTEH3UBHOM TEpaMM B COOTBETCTBUM C KIMHUYECKMMHU PEKOMEHIALMSAMH  I10

apTepualibHON runepreHsuu [2,12,14,16].

YpoBenb yoeauteabHocTu pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5).



KommenTapuu: npumenenue nexapcmeenuvix npenapamos y — Oemeti  off-label —  ene
3ape2UCmpuUpOBaHubIX 8 UHCMPYKYUU TeKAPCMBEHHO20 CPeOCmed NOKA3AHULL OCYUeCENsemcs no
peuieHur0 8pauedHoU Komuccuy, ¢ paspeutenus JIoKanbHo2o smuueckoeo Komumema MeOUYUHCKoll

opeanuzayuu (npu HAIUYUY), ¢ YCio8uem nOONUCAHHO20 UHDOPMUPOBAHHO20 CO2NACUSL.

o PexomengoBano nanuenram ¢ MIIC VI ¢ HapymeHUsSIMH MOTOPHUKH KEITyHOYHO-KHIIEYHOTO
TpakTa (3amopamMu) HCIOIb30BAaHUE IUETHUYECKUX MEPOINPUSATUH, aJeKBAaTHOW TUApaTallid U

CTaOHUTENBHBIX CPEACTB [45].
YpoBenb yoenuTeabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o PexoMeHI0BaHO TIpH XpOHUYECKOH Helponarnueckod 6omu y marueHToB ¢ MIIC VI naznadeHue
IpenaparoB, BO3ACHCTBYIOIIMX Ha LIEHTPaJIbHbIE MEXaHU3Mbl (POPMUPOBAHUS XPOHUUECKON OOJH:
MPOTUBOANMWICITUHYECKUX TpenaparoB (103a MoAOMpaeTcs WHIWBUYAbHO), aHTHICTIPECCAHTOB

(MpUMEHSIOTCSI BHE MHCTPYKIIMH 110 PEIICHUIO BpadyeOHoN komuccun) [46].
YpoBeHb yoenureJabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB - 5).

Kommenrtapuu: [lonosxcumenvnozo sgppexma papmaxomepanuu xponuueckou 601U y nayueHmos c
MIIC mooicno Oobumbcsi npu  yuéme NPUHUMAEMbIX NAYUEHMOM Hpenapamos u pe2yiipHoM
MOHUmopunze oezonacHocmu nedenus. llpu neuenuu 6onesoco cunopoma y nayueHma cieoyem

UCNONIb306aMb HAUMEHee UHBAZUBHBIL CROCOO.

o PexomenpoBanbl nanueHtam ¢ MIIC VI koHCynbTanmm ciie1yomux ClennaInucToB He pexe | pasza
B 6 MecCsIeB WIHM Yalle NMpU HAIMYUW TOKa3aHWW: Bpauda-Neanarpa, Bpadya-OTOPUHOIAPUHTOIIOTA,
Bpaua-oTaapbMoOJIOra, Bpavya-AE€TCKOTO KapAHWOJOra, Bpada-TpaBMaTolora-opTorneaa, Bpaua-
MyJIbMOHOJIOTA, Bpaya-HEBpOJOra, Bpaya-IE€TCKOr0 XWUpypra, Bpada-KapJUOXUpypra, Bpaua-
HEHpOXHUpypra, Bpauya-JAETCKOIO CTOMATOJIOTa, Bpavya-yeIIOCTHO-IUIEBOTO XHpypra, Bpaua-
dbu3moTeparneBTa, Bpada JjeueOHON (DHU3KYIBTYpHl, Bpada-aHECTE3MOJIOTa-peaHnumarojora (mpu

HAJMYHH [1aTOJIOTHH, TPEOYIOIIeH XUpypruueckoro BMemareabcTra) [2,16,28].

YpoBenb yoenuteabHocTH pexoMeHaauun C (YpoBeHb JT0CTOBEPHOCTH JI0KA3aTeIbCTB — 5).
KommeHTapuu: uacmoma xoncyrsmayuil yCmanasiueaemcs UHOUBUOVAILHO, 6 3A8UCUMOCMU OM

KAUHUYECKOU cumyayuu.

3.3 Xupypruueckoe Je4eHue

Xupypruueckoe Jsedenue mnaunueHtoB ¢ MIIC VI cinegyer npoBoauTh NpH  y4acTHH
MYJBTUAUCUUILUIMHAPHON  KOMaHJIbl B COOTBETCTBUM C  JCHUCTBYIOIIMMHM  KIMHUYECKUMU

PEKOMEHTALIASIMH.

e PexomeHgoBaHa manueHTaM C COXPaHHBIM MHTEJJICKTOM M HapylieHueM (YHKIHMHU KHCTEH WM C
HapyILIEHWEM HEPBHOM IPOBOAUMMOCTH M0 pe3yapraraM DHMI' onepanus 1ekoMnpeccuu HEPBHBIX

CTBOJIOB, KOTOpasi MPUBOJIUT K OBICTPOMY CTOMKOMY yayulieHuto pyHkuuu [2,16,24,25].



YpoBennb yoenureabHOCTH pekoMeHaanuu C (YPoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB - 5)

KommenTapuu: vacmoma peyuouoé KapnaibHo2o mMyHHEIbHO20 CUHOPOMA YV NAYUEHMO8 C
paznuunvimu munamu MIIC neuzsecmua. Ilockonvbky nosmophas Komnpeccusi MeouaHHo20 Hepsd
gcreocmeue  pyoyesaHus  UIU  OMAONCEHUS]  2NUKO3AMUHORIUKAHO8 — B8O3MOJICHA,  HEe0OX0OUMO

npoOoIHCAMb HAONI0OEHUeE.

e PexomenmoBano mamwentam ¢ MIIC VI Ttuma npu cooOmiaromieiics rtuapornedamuu ¢
MIPOTPECCUPYIONIUM YBEJIUYEeHUEM >keaynoukoB no jgaHHbiM MPT w/wim KT, nmoarBepxaéHHbIM
MOBBIIICHUEM  JIaBJIEHUS  LEepeOpO-CIMHAIBHOW  JKUJKOCTH  BEHTPHUKYJIO-TIEPUTOHEATEHOE

myHTupoBanue [47,48].
Yposennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH J0KA3aTENbCTB - S)

o PeKOMeHZIOBaHO MIpOBCACHUC XUPYPTUICCKOIo BMCHIIATCIbCTBA JJIsL INannucCHTOB C
JAUATrHOCTUPOBAHHBIM CTCHO30M HICHHOTO oTacia - ICKOMIIPpECCHUU CIIMHHOI'O MO3ra (I[GKOMHpeCCI/ISI

MMO3BOHOYHOTO KaHalla MUKPOXUPYpPTrUYEcKas), YTO MMEET pelialoiiee 3HAYeHHE B YCTPAHCHHUH
creHosa [2,10,16,24,25,29].

YpoBenb yoenurteabHOCTH pekoMeHAannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4).

KommenTapuu: coaenenue cnumnnozo mo3ea npueooum K HeOOPAMUMbIM HEBPOLO2ULEeCKUM
HapyweHusm, Onepayulo ciedyem paccmampueams oadxce y NayueHmos 0e3 HegpoI02udecKou
CUMNMOMAMUKY, eCIU CASUMMANbHbIIL Ouamemp NO360HOYHO20 Kauana cyxcen oonee uem na 50%.
Xupypeuueckoe emewamenbcmeo OONNHCHO  BLINOTHAMBCA PAHbULe DA3BUMUSA  HEBPOIOSUYECKUX

nposieieHuUll.

o PexoMeHI0BaHO TIPOBEJICHUE XUPYPrUUYECKOW KOPPEKLMU CKEICTHBIX Jedopmaruii  mnpu
BBIPOKEHHOM HapyIIEHUW (QYHKIIMH U OTCYTCTBUU 3(PdeKkTa OT KOHCEPBATUBHON Tepamuu [2,
10,16,24,25,29, 41].

YpoBenb yoeauteabHocTH pekomenaanuu C (ypoBeHb T10CTOBEPHOCTH 10KA3aTeIbCTB — 5).

KomMMeHTapuu: BO3MOXXHO TPOBEACHUE XUPYPIHUECKOM 3aMEeHBbI Ta300€IPEHHOI0 WM KOJIEHHOTO
CyCTaBa, KOPPUTHPYIOIIMEN OCTEOTOMHHM KOCTEM KOHEYHOCTEM NIPU BBIPAXKECHHOM HAPYLICHUU

(GYHKIIMH KOHEYHOCTH 00YCIIOBIICHHOM JIe(opMaIieit MiIk apTPO30M

o PexomengoBano mnamuentam ¢ MIIC VI Ttuna paccmorpers, NpH HaIWYuMK ITOKa3aHUU,
npoBefieHne AJIECHOUIIKTOMUU (AJCHOUJIIKTOMUHU C HCHOJIB30BAHUEM BHJICOIHAOCKOMUYECKUX
TEXHOJIOTUH) u/uim ToH3MIIKTOMUM (ToH3MILIAKTOMUH c VICIOJIb30BaHUEM

BUACOOHAOCKOITMYCCKUX TCXHOHOFHP'I) C OCJIbIO YIYYHICHHUSA IPOXOAUMOCTH AbIXaTCIbHBIX HYTeﬁ
[2,49,50].

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



KommenTapuu: nanHsie BMemaTenbcTBa MpuMeHstoTcs y nmanueHToB ¢ MIIC VI tuna, kak u B o01iei
HOMYJIALMH, C CHHIPOMOM OOCTPYKTMBHOTO HOYHOTO aIHOE, PKCCYAATUBHBIM OTHTOM, 3aTPYIHEHUEM
HOCOBOTO JIBIXaHUSI M PEUMIUBUPYIONIMMHU MHOEKIUSIMU BEPXHUX JbIXaTelbHBIX myTeil. Ilpu stom
Heo0xonuMo yuuThiBaTh, uto mpu MIIC VI Tuna xupypruueckoe BMENIATENbCTBO TpeOyeTcs vaiie,
yeMm cpenu oObruHbIX jgeteid. [larmentam ¢ MIIC VI tuma cnenyer BeIOMpaTh MaKCUMABLHO II/ISIIINAC

1 3¢ (eKTUBHBIE METOJIMKH, OT/IaBaTh MPEINOUTEHNE YHAOCKOMYECKUM BMelaTenbeTBam [51,52,53 ]



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

Cneunduueckoir peabunurtanuu namuentam ¢ MIIC VI ne tpebyercs. B kpyr peabuinuTalinoHHBIX
mepornpusatuii narmentam ¢ MIIC VI moryT ObITh BKITIOYEHBI 3aHATHUSI ¢ METUIIUHCKUM TICUXOJIOTOM,
OTIBIX B CIENUAIM3UPOBAHHBIX CAHATOPUSAX, a TaAKXKE COIMalibHas ajanragds C Y4YacTHEM
CHEIUATNCTOB U COIMANbHBIX PAOOTHUKOB, Kypchl Maccaxka. Crienuduueckue MeToibl peaduinTauuu

IIpHu HAJTUINHN OCJI0KHECHUM YKa3aHbl B COOTBCTCTBYIOIIUX pa3aciiax.



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

o PexomengoBaHa T1oOcCI€ YCTAHOBJICHHS JUArHo3a TNAlUMEHTY WIM €ro OQUIUaIbHBIM
MpEACTABUTENIAM TIpUeM (OCMOTp, KOHCYJbTAIMsl) Bpada-TeHETUKa C LEeJIbl0 pPa3bsiCHEHUHN
TE€HETUYECKOTO pHUCKA, OOCYKIEHUS BO3MOXKHOCTEH NPEHATAIbHON M MPEUMIUIAHTALIMOHHON

JIMarHOCTHUKHU SMOpHoOHa [2,6,14].
YpoBenn yoenureabHOcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KomMmenTapuu: yuumoieas aymocomHno-peyeccusnviti mun Hacieoosanus MIIC VI muna, puck

no8mMopHo2o podicoenus 8 cemve pedenxa ¢ MIIC VI, nezasucumo om nona, pasen 25% - evicokuii.

5.1 IlpenaranbHas quarioctuka MIIC VI

o PexoMeHI0BAHO B CEMbsX, IJI€ €CTh IMAIUEHT C YCTAHOBJICHHBIMH MYTAlIUSIMU, BBI3BABIIMMU
0011e3Hb, 00CYIUTh BO3MOXXHOCTh MPOBEACHHS MPEUMITTIAHTAIIMOHHONW TeHETUYECKON TUarHOCTUKU
SMOpPHOHA U TPEHATaIbHON JIMArHOCTUKW MyTeM HM3MEpPEHHUs aKTUBHOCTU apuicyibdarassl B B

KJIETKaX BOPCHH XOpHOHA, a Takxke metogamu JIHK-nnarnocruku. [2,6,14].
YpoBenn yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KommenTapwmii: npenamanvnas ouacnocmuxa 603mModcHa memooamu npsamou uiu xoceennou /JTHK-

OUACHOCMUKU OISl cemell ¢ U38ECMHbIM 2eHOMUNOM.

5.2 Incnancepnoe Hadawaenue nanuentos ¢ MIIC VI

3abonesanue umeem MyrbmuCUCmemMHy0 RPUpPooy u Heoopamumbvie, Npocpeccupyroumue KiuHuiecKkue
nposgienuss, 4ymo 00ycioenusaen HeoOXo0OUMOCmy HAONIOOeHUs. He MOIbKO VIKUMU CReyUarucmamu
(8pauom-omopuHoIaPUHSONI020M, 8PAYOM-XUPYPSOM, 8PAUOM-MPABMOMON02OM-OPIMONEOOM, 8PaA1OM-
0QmManbMonocom, 8pavoM-KapOUOLOSOM, 8PAYOM-NYTbMOHON020M, 8PAYOM-HEBPOLIO2OM U M.0.), HO U

JZOZO?Z@()OM, M@()MZ/;MHCKMM ncuxoiocom upa60mHuKaMu najiiuamueHslx CJZnyC6.

layuenmor ¢ MIIC VI 0ondxcHbvl nocmosaHHo HaxoO0umuvcs noo Habaooenuem, 1 paz 6 6-12 mec. (8
COOMGEMCmeUY ¢ MANCECMbIO  COCMOSHUSL) — NOKA3AHO — KOMNleKcHoe — obcredosanue 8
MHO2ONPOPUIbHBIX  CMayUuoHapax. J[mumenbHOCmMb — HAXOXHCOeHUsI 8  KPY2lO0CYMOYHOM/OHEGHOM

cmayuonape 21-28 oneil.

Habnooenue nayuenmos no mecmy dcumenbcmed (6 amoOyiIamopHO-NOIUKIUHULECKUX VCA0BUSX)
OO0JIICHO  OCYULeCMBISAMbCS NOCMOANHHO. Jlabopamopuvble u UHCMPYMEHMAlbHble 00C1e008aHUs U

peKomeHoyemas yacmoma ux nposedenus npeocmasiena 6 Ilpunoxcenuu A3.3.



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

6.1 Iloxka3zanusi il TOCIMTAJU3ANUN B METULIMHCKYI0 OPraHU3alMIo:

6.1.1 IMoxa3anus 1)1 NJIAHOBOM rOCIUTAJIN3ANUHA

MPOBEJCHNUE AUATHOCTUKH U JIeUEHHUsI, TPEOYIOINX KPYTJIOCYTOYHOTO MEIUIIMHCKOTO HAOIIOICHHS;
COCTOsIHUE, TpeOyrollee aKTUBHOIO JIEYEHUS W KPYIIOCYTOYHOIO MEIUIMHCKOrO HAONIOEeHUs
(TppDKECEYeHUE, OINEpaTUBHOE JICYCHUE TMOPAXKEHUS CyCTaBOB, IIO3BOHOYHHUKA, CKOJIHO3,
aZCHOOKTOMMUS, TOH3WJUIIKTOMUS, HEUPOXUPYpruyeckass JIEKOMIIPECCHUSI CHUHIPOMA 3aIsiCTHOTO
KaHajla, YCTAHOBKAa TPAaHCTUMIIAHUYECKOIO JpEHa)ka MpU CpPEIHEM OTUTE, XUpYypruueckas
koppekuus naronoruu CCC u apyrue);

OTCyTCTBHME BO3MOXXHOCTH obOecneueHus O3T B aMOymaTOpHBIX U CTalMOHAPO3aMEIIAIOIINX
YCIIOBHUSIX;

HEOOXO/IMMOCTh TPOBEJEHUSI PA3NIMUYHBIX BUJIOB JKCIEPTU3 WU OOCIEIOBaHUS B MEIULIMHCKON
OpraHu3aldyd IMPU HEBO3MOXKHOCTU TMPOBEACHHUS MX B aMOyJaTOPHBIX YCIOBHUAX, TPeOYIOIIMX

JTUHAMUYECKOTO HaOMoeHus (B TOM 4uciie oopMIIeHUE 3aKIIIoUeHUs (heepaTbHOTO KOHCUITUYMA);

6.1.2 IToxasanus AJasi IKCTPEHHON TOCHUTATU3ANNH

oCTphbIe 3a00JIeBaHUS;

000CTpEeHUsI XPOHUUECKUX O0JIe3HEN;

OTpaBJICHUS U TPaBMbI, COCTOSHHUS, TpeOylollue HHTCHCUBHOM Tepanud | TEepeBoja B
peaHUMAIlMOHHBIC OTIEJCHUS WIM OTACNCHUS WHTEHCHUBHOW Tepamuu (B TOM YHUCIE TOOOYHBIC
peaxiuy, MPOUCXOSIINE B Mpolecce MHPY3UU WM B TeueHue IHs npoBeaeHus uHdpysuun DO3T,
LEPBUKAJIbHBII CTEHO3 C KOMIPECCHE CIMHHOTO MO3ra U JApPYrue yrpoKarollue *U3HU OCTpbIC
COCTOSIHUS), @ TAaK)K€ KPYyIIOCYTOYHOTO MEIUIIMHCKOTO HAOIIONCHUM U MPOBEACHUS CHEIUATbHBIX

BUI0OB O6CJ'I€I[OB3,HI/I$I H JICUCHMUA.

6.2 Iloka3zaHus K BBINKUCKE MAIMEHTA U3 CTAIMOHAPA

. OTCYTCTBHE YIPO3bl KMU3HU MAIUCHTA;

2. OTCYTCTBHE YIPO3bI Pa3BUTHUS OCIOKHEHHH, TPEOYIONUX HEOTIOKHOTO JICUCHHUS;

. CTa0MIM3a1Usl COCTOSIHUSI M1 OCHOBHBIX KIIMHUKO-JIA0OPAaTOPHBIX IMOKa3aTeed MaToJI0ru4eCcKoro
IpolLecca o OCHOBHOMY 3a00JI€BaHMIO;

. OTCYTCTBUE HEOOXOIMMOCTH B TOCTOSHHOM BpaueOHOM U KPYIJIOCYTOYHOM METUITMHCKOM
HAOJIIO/IEHUH 110 OCHOBHOMY 3a00JI€BaHHUIO;

. HEOOXOIMMOCTH TMEpeBOJla MAlMEHTa B JIPYryl0 OOJBHUIY WIH YUPEKACHHE COLUAIBHOTO

obecneyeHus.



7. JlonmoiHuTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA HJIH
COCTOSIHMA)

[Ipu mpoBeaeHNM Hapko3a W HMHTYOAIIMM HEOOXOAMMO IOMHHUTH O BBICOKOM PHCKE KOMIIPECCHH
CIIMHHOTO MO3Ta BCJEICTBHE HECTAOMJIBHOCTH aTIaHTOAaKcHajgbHOro cycraBa. Koporkas mies,
OrpaHUYEHHUE MOJBWKHOCTH HW)KHEH 4YENIOCTH, YBEIWYEHHE $A3bIKa, BbIPAXKEHHAs TUNEpTpodus
aJICHOUJIOB M MUHJAIMH CO3AA0T MpoOJeMbl MpHU MPOBEICHUU AHECTE3UOJIOTMYECKOrO MOCcoOus,
M03TOMY MPEANOYTEHUE CIIeyeT OT/1aBaTh MECTHOMY HJIM pernoHabHOMYy 00e30o0muBanuto. [lanuent
IIPEABAPUTEIIBHO KOHCYJIBTUPYETCS BPadyOM-KapIHOJIOTOM, BPavyOM-OTOPUHOJAPUHIOIOIOM, BpPadyoM-
aHECTE3HO0JIOTOM-PEaHUMATOJIOTOM,  BpadoM-HeBpojoroM. OO0s3aTelbHO  MPOBEACHUE  IOJHOTO
KapAHOJIOTHYECKOTO 00CTIeI0BaHUs, MOTUCOMHOTpaduu (IJis BBISIBICHUS CTEIEHH JbIXaTeIbHBIX
HapYIICHUH ), TPU HEOOXOTUMOCTH - SHIOCKOIMHA HOCOTJIOTKH U KOMITBIOTEPHOUN TOMOTpaduul JeTKHX.
OnepaTuBHOE BMELIATENILCTBO C AHECTE3MEW HEOOXOAMMO MPOBOAUTH B KPYIHBIX MEIUIIMHCKHUX
LEHTpax, UMEIOIINX OTACJICHUE peaHnManuu 1 uaTeHcuBHOU Tepanuu (OPUT), Tak kak uHTyOaIus u

MOCJeIyIoas IKCTyOaIus y TaKuX MallueHTOB MOXKET BhI3BATh 3aTpyaHenus [2,14,19].



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepuun kauyecrBa YpoBeHb YpoBeHb
y6eantenbHoCTH AOCTOBEPHOCTH
pekoMmeHaauuMn AOKa3aTesibCTB

1 BbinonHeHO onpegeneHne ypoBHA W cnektpa [AC moum (npu C 5

NOCTaHOBKE AMarHo3a u ecnu He NpoBOAMIIOCHL B npejlecTsytowme 6
mMecsLeB)
> BbinoNnHEHO onpeaeneHve akTUMBHOCTM apuicyfbdaTasbl B B nnasme C 5

KPOBW WM MASATHaX BbICYLWIEHHOW KPOBU W/WUAW  MOJSEKYNSPHO-
reHeTnyeckoe wuccnefoBaHue (BbisiBNeHne MyTauuii B reHe ARSB
(Npn NocTaHoBKe AMarHo3a)

3 BbInONHEHO Ha3HayeHue depMeHTHOM 3aMeCcTUTENbHOW Tepanuu B 2
rancynodason** B suae B/B MHPY3MUM exeHeneNbHO

4 BbinonHeHbl JKI, 3xo-KI (ecnM He npoBOAMAOCH MoOcnenHue 6 C 5
MecsiLeB), XONTEepOBCKOe MoHuTOopupoBaHme ISKI u  cyTouHoe

MOHUTOPMPOBaHWE apTepuanbHOro AasfieHns (ecnn He NpoBOAWMNIOCH
npejwecTeyrowme 12 Mecsaues)

5 BbINO/IHEHO onpeaenieHne pa3MepoB NMeYEHN U CeNeseHKn no AaHHbIM C 5
yNbTPa3BYyKOBOro MccrnenoBaHust (€cnuM He MpoBOAMIOCH MocreaHue
12 mecsaues)

BbinonHeHa peHTreHorpadus LWenHOro u/wunuv rpyaHoro u/vnm C 5
6 NOSACHWYHOrO OTAesa MO3BOHOYHMKA W/UNM Takxe peHTreHorpadun
BEPXHUX N HMXXHUX KOHEYHOCTel (ecnu He npoBoaunacb nocnenHue
12 mecsaueB npu Taxenbix dopMax, 24 mecsua nNpu nerkmx gopmax)

BbinonHeHa MarHUTHO-pe30HaHCHas TOMorpagus n/vnm C 5
7 KomnbtloTepHas Tomorpadpum (MPT) wn/mnn KT ronoBHOro mosra u
LWerNHOro oTaena Mo3BOHOYHMKA (eCcnM He MpoBOAWMIOCH MocneAHue
24 mecsiueB)

BbinonHeHO  onpegeneHne  QYHKUMWM  BHELWHEro  AblXaHus C 5
8 (UccnepoBaHne HeCnpOBOLMPOBAHHbBIX AblXaTebHbIX 06bEMOB U
MOTOKOB) (ecnn He npoBOAMNOCH MocneaHne 6 MecaueB) (npwm
OTCYTCTBMW NPOTMBOMOKA3aHMin)

9 BbinonHeHa nonnMcoMHorpadus/kKapanopecnnpaTopHblii MOHUTOPUHT | C 5
(ecnn He npoBoaMAnCb NocnegHue 12 mMecsua)*
BbinonHeHa KOHCYNbTaums BpPayoM-CypA0J10romM- C 5

10 | oropuHonapuHronorom W  npoBeseHa ayauoMeTpusi  (eciu  He
npoBoAnsack nocnegHve 12 mecaues)

11 BbimonHeHa KOHCynbTauus BpadyoMm-odTanbMmonoroMm, (ecnn He C 5
nposoamaacb nocneaHne 12 mMecsiues)
12 BbinoniHeHa KOHCy/AbTauMs BpPavYoOM-reHETUKOM MNpu YCTaHOBIEHUU C 5

AnarHosa v npu naaHMpoBaHUn 6ep8MeHHOCTVI B CEMbe

13 BbiNo/sHEHa KOHCy/bTalus BpayoM-KapAMOSIOFOM MpU  Hanmuuu C 5
naToNorMm CcepaeYvYHO-COCyAUCTOlM cucTeMbl (ecnM He npoBoAMIICS
nocnenHue 6 mec.)

14 BbiMnosHeHa  KOHCy/MbTauMsi Bpa4yoM-OTOPUHONAPUHronoroMm  (rpu C 5
HaM4yMM NaToslorMm Cco CTOpOHbl JIOP-OpraHoB W/UAK  BEPXHUX
AblxaTenbHbIX NyTen) (ecnu He NpoBoaMiack nocneaHne 6 mecsiueB)

15 BbinONHEHa KOHCy/bTauus BpayvyOM-HEBPOSIOrOM MpWU  Haanyum C 5
naToNoOrMn CO CTOPOHbl LIEHTPasbHOW HEPBHOW CUCTEMbI (ecnn He
npoBOAMACS nocneaHne 6 mecsaues)

16 BbinonHeHa KOHCynbTauMsi BpavyoM-TpaBMaTo/IOroM-opToneaoM Mpu C 5
Ha M4y NaToIOrMM CO CTOPOHbI OMOPHO-ABWUraTesIbHOro annaparta
(ecnu He npoBoamncs nocnegHue 6 MecsiLeB)

BbiNo/iHEHa  KOHCyfnbTauus  Bpa4doM-xupyproMm  (npu  Hanuumm | C 5

17 naTonornun, TpebyroLlen XMpyprmieckoro BMeLlaTenbCcTBa)

18 BblMoSIHEHA KOHCYNbTauWs BpavyoM-nynbMOHOAOMOM (MpWU Hannuum C 5
rMaTosIOrMM CO CTOPOHbI AblIXaTe/IbHOW CUCTEMbI)




Ne¢ Kputepuun kauyecrBa YpoBeHb YpoBeHb
y6eaurenbHocTu AOCTOBEPHOCTHU
pekoMeHaaumn AOKa3aTesnbCTB

19 BbinonHEHa  KOHCy/nbTauus  BpayoM-CTOMaTtosioroMm  (ecnu  He C 5

npoBoanaach nocnegHue 6 Mecsues)

20 BbinoniHeHa KOHCynbTauus BpadyoM-dusmMoTepaneBTOM, BpayvyoM Mo C 5

neyebHom uskynbType (ecnm He npoBoaunacb nocnegHne 6
MecsLeB)

21 BbinonHeH 6-TM MWHYTHbLIN TecT XoAbbbl (ecnn He npoBoOAWMCS C 5

nocnenHue 6 mec.)

22 BbinonHeH 61oxXnuMmnyeckui aHanus KpOBMU C 5

(anaHnHamuHoTpaHcdepasza (AJIT), acnapTataMMHOTpaHcdepasa
(ACT), obwmin n npsMon 6bunupybuH, XonecrtepwH, Tpurauuepuabl)
(ecnu He npoBoAMACS B NpeALlecTByoWne 6 MecsaLeB)
23 BbinonHeH o6wuii  (KNWHWYECKUI) aHanu3  KpoBu (ecnn  He C 5
MpoBOAMJICA B NpeallecTByolWmne 6 MecsueB)
24

*-IIpoBenenue nonucoMHorpaduy peKOMEHIyeTCs MallMeHTaM C TIOJJO3PEHUEM Ha HaJU4Khe CHHApOMA

ob6ctpykTuBHOTO armHod cHa (COAC) unu npu auHamudeckoM obcnenoBannu nanuentam ¢ COAC.
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

. bapanoB A.A. akaa. PAH, npodeccop, n.m.H.; modeTHsrid npe3uneHT Coro3a mneauatpoB Poccun,

coeTHUK pykoBoautens HUM nenmarpum m oxpassl 310poBbs Aeteil LIKb PAH, rmaBHbIi

BHEIITATHBIN CHEIUATIUCT neauaTrp MI/IH3IIpaBa Poccun

.Kynes C. U., n.m.H., podeccop, un.-kopp. PAMH, ®I'BHY "Menauko-reHeTHuecKuii Hay4HbBIN

neHTp uM. akagemuka H.I1.boukosa "

. HamazoBa-bapanosa JI.C. akan. PAH, npodeccop, n.M.H., npe3uaeHT Coroza neauarpo Poccuu;

nact-npe3ugaeHT EPA/UNEPSA; pykosoaurens HUW nenuatpun u oxpansl 310poBbs aereid LIKb
PAH, 3aBenyromas kadenpoit ¢hakympTeTCKOW meanarpun neauarpudeckoro gakympsrera I'EOY
BO «PHUMY wum. H.M. IluporoBa» MunsnpaBa Poccum, IIaBHBIA BHEIITATHBIA JETCKUI

CrIcouaJaIucCT 110 HpO(i)I/IJIaKTH‘{eCKOﬁ MCIUIIMHC MI/IHSI[paBa Poccun

. baiinakoa ['B., k.0.H., ®I'BHY "Meauko-reneTuueckuii Hay4dHbId LIEHTP HM. aKaJeMUKa

H.I1.boukosa "

. Bammakmamze H./., 1.M.H., kadenpa dakynsrerckoit nequarpun [1d GI'BOY BO PHUMY umenn

H.N. ITuporosa, HUU neaunarpuu u oxpansl 310poBbs aeteil LIKb PAH Muno6puayku

. Bocko6oeBa E.1O., k.m.H., ®I'BHY "Meaunko-reHeTuueckuii Hay4yHBIM IIEHTP WM. aKaJIeMHKa

H.I1.boukosa"

.3axapoBa E.IO. n.m.H.,, ®I'BHY "Meauko-reHeTUUECKNII HAy4YHbId UEHTP WM. aKaJeMHKa

H.I1.boukosa "

. Ky3enkoBa JI.M. n.m.H., ®TAY «HMMUIL] 310poBbs nereit»y MunszapaBa Poccum, mpodeccop

kadgeapsl nenuarpun U jaercko  pesmartoiorun DPIAOY  BO TlepBeiii  MockoBckuit
rOCylapCTBEHHbIM  MeIuUMHCKHM  yHuBepcurer uM. W.M. CeueHoBa MuHucTEpCTBA

3apaBooxpanenus Poccutickoit denepannu (CeueHOBCKU YHUBEPCUTET)

. JlJapnonosa B.1. n.M.H., DIT'BHY "NHCTUTYT 3KCIIEpUMEHTATBHON MEIULIUHBL"
10.

Muxaiinosa JLK., 1.m.H., mpodeccop ®I'BY «HanmonanbHbIii MEAUITMHCKUN HCCIIEI0BATEILCKUI

LHEeHTp TpaBmarosioruu u oproneanu umenn H.H. ITpuoposa» M3 PO

. Muxaitnoa C.B., a.m.H., ®T'BOY BO PHUMY wum. H.U. IluporoBa MunzapaBa Poccuu

«Poccuiickas aeTckasi KIMHUYecKasi OOJIbHUIIA

Moucees C. B., n.m.H., ®TAOY BO Ilepsriit MI'MY um. .M. CeuenoBa (CeueHOBCKHUI
yHuBepcutet) M3 PO

[TonsikoBa O.A., nerckuii opronen, TpaBmarosior denepansHoe ['ocynapcTBeHHoe bromxkerHoe
Yupexnaenne "HanuoHallbHbIN MEAUUMHCKUN MCCIENOBATEIbCKAN LEHTP TPABMATOJIIOTUA U
oproneauu umenu H.H. IIpuoposa" M3 PO

[TewarnukoBa H.JI. - pykoBomutens LlenTpa opdanHbix M npyrux penkux 3adoneBanuii ['bY3
«Mopo30BcKas AeTCKasi TopojAcKas KiuHu4deckas oonapHuia J3Mp».

Cemsiuknna A.H., 1.M.H., PI'BY «Mockosckuit HUW nequarpuu u aerckoit xupypruu Mun3apasa

Poccuny

ABTOpBI TOATBEPKAAIOT OTCYTCTBUE (PUHAHCOBOM NOAAEPKKHU/KOH(PIUKTa HHTEPECOB, KOTOPBIH

HE00X0IMMO 0OHAPOI0BATb.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

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

HANPAaBIICHHOW HA OKa3aHUE MEIUIUHCKOU MOMOUIH.

MIIC orHOCATCA K pe€aAKuUM HACJICACTBCHHBIM 3360H€B3HI/IHM, qTO HCKIOYAaCcT BO3MOXKXHOCTD
IIPOBCACHUA OOJIBIITNX KOI'OPTHBIX U PAHAOMHU3HUPOBAHHBIX KOHTPOIHUPOBAHHBIX I/ICCJ'IGILOBaHI/Iﬁ n i
CO3aHuA IMPOTOKOJIOB JHAIHOCTHUKH W TCpAIllMK HCIOJB3YIOTCA JUIIb TCMATHUYCCKHUC HCCIICIOBAHUS

OKCIICPTOB, OHY6J'II/IKOB3HHI>IG B IIOCJICAHHUE IBA ACCATUIICTHAA.

Ouenka ypoBHA yOEOUTENBHOCTH pPEKOMEHAAIM M ypOBHS JOCTOBEPHOCTH JI0Ka3aTelbCTB
MPUMEHEHUSI METUIIMHCKUX TEXHOJOTUN MPOBOIUIIACH B COOTBETCTBUU C YHU(PUIIMPOBAHHOM IIKAJIOM,

pHUBEICHHON B Tabmumax 1-3.

I_IeJ'leBaﬂ AYAUTOPUSA TAHHBIX KIAWHUYECKHUX peKOMeHH@Hﬁ:

. Bpauu o011ieii BpaueOHOM NpakTUKK (CEMEHHbIE BpauH ),
. Bpaun-nenuarpsi;

. Bpaun-tepanesTsr;

. Bpauu-reneruku;

. Bpaun-naboparopHble T€HETUKH;

. Bpauu-peBmaronoru;

. Bpaun-nerckue kapinoaoru;

0 N N L AW N

. Bpaun-ueBpouiory;

Ne

. Bpaun-tpaBMaronoru-opTonesi;

10. Bpauu-oTOprUHOJIAPHUHTOJIOTH

11. Bpauu-cyp0y10ru-oTopuHOJAPUHIOJIOTH;
12. Bpauu-peHTreHomnory;

13. Bpaun ¢yHKIIMOHAIBHOM TUAarHOCTHKY;
14. MeauiuHCKHUE TICUX0JI0TH;

15. Crynentsl MequuuHcKkux BY30B;

16. O0yuaroruecs B OpuHaType.

Tab6muma 1. I[llkana omeHku ypoBHeEH npoctoBepHOCcTH JokaszarenbcTB (YJ) s meronos

JTMAarHOCTUKH (JIMarHOCTHYECKUX BMEIIIATEIIHCTB)

yaa PacwudcdpoBka

1 CucrtemaTnyeckme 0630pbl UCCNEAOBaHMM C KOHTposieM pedepeHCHbIM MEeToAOM WM  CcUucTeMaTuyeckui o063op
paHAOMU3NPOBAHHbBIX KJIMHUYECKUX UCCef0BaHNN C NPUMEHEHMEM MeTa-aHanum3a

2 OTpenbHble uccnefoBaHus C KOHTpOJIEM pe('bEDEHCHbIM METOAOM UMM OTAENbHbIE PAHAOMU3UPOBAHHbIE KIIMHNYECKNE
nccnegoBaHunda U cuctemaTnydeckmne 0630pr nccnepoBaHnii noboro An3anHa, 3a UCKIK4YeHneM paHAOMU3UPOBAHHDbIX
KINNHNYECKNUX nccnegqosaHnm, C nppuyMeHEHNEM MeTa-aHann3a




WccneposaHua 6e3 nocnenoBaTesibHOro KOHTpPONA perepeHCHblM MEeToao0M WIn wnccnepgosaHna C pe(bEDEHCHbIM
MEeToAO0M, He dABndrwnMmca HedaBUCUMMbIM OT uUcCcneayemMoro Mmetoga WM HeEpaHAOMU3UMPOBAHHbIE CpaBHUTEJIbHbIE
nccneaoBaHmd, B TOM 4nciie KOropTHble nccnegoBaHma

4

HecpaBHUTENbHbIE NCCNEAOBaHUSA, ONUCAHUE KIMHUYECKOro criy4vas

5

MmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUSA MU MHEHME 3KCNnepToB

Ta6muma 2. Illxkana omeHku ypoBHEH moctoBepHOCTH mAokaszarenbeTB (YIJ) s metomoB

NpoQUIaKTHKY, JeueHUus MW peadunutanuu (mpoduiakTUuecKuX, Je4eOHbIX, pPeadMIUTAIIMOHHBIX

BMEIIATEJILCTB)

yaan Pacwudposka

1 CucremaTtmnyeckmin 063op PKU ¢ npuMmeHeHMeM MeTa-aHanmsa

2 OtaenbHble PKU 1 cuctematmyeckme 0630pbl UccrienoBaHuMin nwoboro amsaliHa, 3a uckiadeHnem PKW, ¢ npumeHeHunem
MeTa-aHanmsa

3 HepaHAOMU3MpPOBaHHbIE CpAaBHUTENbHbIE UCC/IEA0BaAHNS, B T.Y. KOTOPTHbIE UCCNEeA0BaHMUS

4 HecpaBHUTeNbHbIE WCCNEA0BaHUS, OMUCaAHME KIMHUMYECKOro Cryyas WM Cepumn CciydyaeB, MCCNeaoBaHUs «cnydan-
KOHTPOJ1b>»

5 MMeeTca nuwb 060CHOBaHWE MexaHu3Ma ,D,GVICTBVIFI BMeLlaTeNnbCTBa (,CLOKJ'IVIHVI‘-IeCKVIe VICCﬂELlOBaHVIﬂ) nin MHeHune

SKCNepToB

Tabampma 3. Illkana oueHku ypoBHEH yOenutenbHOocTH pexkoMeHpauuid (YVYP) s meronos

NpO(UIAKTUKHY, AUATHOCTUKU, JeUeHUs U peabunurtanuu (MpoUIaKTUYECKUX, AUArHOCTUYECKHUX,

Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacwumdposka

A CunbHasa pekoMmeHaauuns (Bce paccMaTpuBaeMble Kputepumn apdekTUBHOCTU (MCXOAbl) ABASIOTCS BaXHbIMU, BCe
WCCneaoBaHMs MMEKT BbICOKOE WM yAOBNETBOPUTENIbHOE METOAO0/I0rMYeckoe KayecTBO, WX BbIBOAbI MO
WHTEPEeCYOLNM UCX0AaM SIBASOTCS COrlacoBaHHbIMM)

B YcnoBHasa pekoMeHaaumnsa (He Bce paccMaTpmBaeMble Kputepumn 3ddeKTUBHOCTU (MCXOAbl) ABASKOTCA BaXHbIMU,
He BCe WCCefoBaHWS MMEKT BbICOKOE WM YAOBAETBOPUTENIbHOE METOAOJIOrMYecKoe KayecTBO W/Mam wmx
BbIBOAbI MO MHTEPECYIOLUM UCXOAAM He SIBISIOTCS COrlacoOBaHHbIMU)

C Cnabas pekoMeHaauusi (OTCYTCTBME AOKa3aTeNbCTB HaANexallero kavyectsa (BCe paccMaTpMBaeMble KpUTEpumn
3(PPEeKTUBHOCTN (MCXOAbl) SABASAOTCA HEBAXHbIMW, BCE WCCNEA0BaHUS WMEKT HU3KOoe MeToAosiornyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAaM He SBNSIOTCS COrlacoBaHHbIMM)

IKOHOMHUYECKUNA aHAJIU3:

AHaJIM3 CTOMMOCTH HE TTPOBOIUJICS U MTyOJUKAITUH TT0 (hapMaKOIKOHOMHUKE HE aHAJTU3HPOBAJIHCH.

Meton Baauau3anuy peKOMEH AN

o BHewmHss dKkcniepTHas OLIEHKA;

e BHyTpeHH:s SKCIEpTHAs OLIEHKA.

Onucanue MeToAa BaJIUIU3ALNNT peKOMeHHaHHﬁ:

Hacrosmue PEKOMCHIAAINN B Hpe,[[BapI/ITeJIBHOﬁ BEpCHUn OBLIN peUuCH3NPOBAHbl HE3aBUCHUMbIMU

OKCIICpTaMHU, KOTOPBIX IMOIMPOCUIIN ITPOKOMMCHTHUPOBATDL IIPCIKAC BCCTO TO, HACKOJBbKO MHTCPIPCTANA

J0Ka3aTCJIbCTB, JIC)KAIIUX B OCHOBC peKOMCHﬂaHHﬁ, A0CTYyIIHA JJII TIOHUMAaHMA.



HOHy‘-IeHI)I KOMMECHTAapHuH CO CTOPOHBI Bpaqeﬁ NEPBUYHOr0 3B€HA B OTHOIICHHUH OOXOAYHMBOCTHU

HN3JI0KCHHUA U1 OLICHKHW BaXXHOCTH pCKOMeHI[aI_[I/Iﬁ Kak pa60qer0 HHCTPYMCHTA HOBCGI[HGBHOﬁ ITPAaKTHUKH.

Hpez[BapHTeanaﬂ BEpCHA Oblla TakKe HampaBJicHa PCHOCH3CHTY, HC HMCIOIIEMY MCIHUIMHCKOI'O

O6paSOBaHI/I}I, AJIT TIOJTYYCHUA KOMMCHTAPUEB € TOUKU 3PCHUSA MCPCIICKTHUB IALIUCHTOB.

KommenTapuu, mnomydeHHbIE OT JKCHEPTOB, TIIATEIBHO CHCTEMAaTU3UPOBAIUCHE U O0O0CYKIAIUChH
npeaceaareneM u uaeHaMu padbodert rpynmbl. Kakapiii myHKT 00CyK1amcsi, ¥ BHOCUMBIC B Pe3yJIbTare
9TOT0O HM3MEHEHMsS B PEKOMEHJALMHU PETMCTPUPOBAINCH. Eciu K€ HW3MEHEHHsT HE BHOCHWIHUCH, TO

PErUCTPUPOBAIMCH TPUUMHBI OTKa3a OT BHECEHUS] U3MEHEHU.
Koncynbranus ¥ dKcreprHas OLeHKa:

[IpoexT pexoMeHganuil OBLT PEIEH3UPOBAH HE3ABUCUMBIMH JKCHEPTAMH, KOTOPBIX IOMPOCHIIN
MIPOKOMMEHTHUPOBATH, MPEIKE BCETO, TOXOJIYMBOCTH M TOUHOCTh MHTEPIPETALIUN JOKA3aTEIbHON 0a3kbl,

JIe)KAIlE B OCHOBE PEKOMEH TN .
PabGouas rpynna:

JUiss  OKOHUaTeNbHOW pEeNakIMU M KOHTPOJS KauyecTBa PEKOMEHJAlMU ObUIM  MOBTOPHO
MPOAHAM3UPOBAHBI YIeHAMHU pabovell Tpymibl, KOTOPbIE MPUIILIU K 3aKJIFOYEHUI0, YTO BCE 3aMEYaHUs
Y KOMMEHTapUU KCIEPTOB MPUHATH BO BHUMAHUE, PUCK CUCTEMAaTHYECKUX OMIMOOK MpH pa3padboTke

peKOMeH,Z[aHI/Iﬁ CBCICH K MUHHUMYMY.
HOpﬂI{OK 00HOBJIEHUSI KJIMHUYECKUX peKOMeHﬂaHHﬁ.

Mexanu3M OOHOBJICHHUS KIMHUYECKUX peKOMCHI[aI_[I/Iﬁ npeaycMarpuBactT HUX CHUCTEMATHYCCKYIO
aKTyaJIn3aluo — HC PCXKE 4CM OAWH pa3 B TPHU IOJd, a TAKKC IIPU IIOSABIICHHMHW HOBBLIX JdaHHBIX C
O3 1HU I[OKaBaTeHBHOﬁ MCIWIIMHBI II0 BOIpOCaM OJHWATrHOCTHKH, JICUCHM, HpO(bHHaKTHKH u
pea6I/IJ'H/ITaIlI/II/I KOHKPCTHBIX 3a6OHeBaHHﬁ, HAJIUYMN 000CHOBAHHBIX HOHOHHGHHﬁ/?:&MG‘I&HHfI K paHEcC

yTBepxkAEHHBIM KP, HO He vamie 1 pa3za B 6 mecsues.



Ipuaoxkenue A3. CripaBoyHble MaTepPHAJIbI,

BKJII0YAsl COOTBETCTBHE NMOKA3AHNN K NPUMEHEHUIO 1

10.

I1.

12.

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

. Ilpuka3 MunucrepctBa 3apaBooxpaneHuss P® "OO0 yrepxkaenun llopsnka oxazaHus

MEIUIIMTHCKON MOMOIIY OOJIBHBIM C BPOXKJIECHHBIMU U (MJIM) HACIEACTBEHHBIMU 3a00JI€BaHUSIMU" OT
15 Hos16pst 2012 . N 917n).

. Uudopmarus o iekapcTBeHHBIX Mpenapartax: ['0cy1apcTBeHHBIN peecTp JeKapCTBEHHBIX CPEICTB:

https://grls.rosminzdrav.ru

. ®enepanbubiii 3ak0H 0T 21 HOAOPs 2011 . No 323-D3 «O6 ocHOBax OXpaHbI 30POBBS TPAKIAH B

Poccuiickoit @eneparun» (Cobpanue 3akoHoAarenscTBa Poccuiickoit denepammm, 2011 1., No 48,
CT. 6724);

. MexxnynapoaHas kinaccudukaius 0one3Hei, TpaBM U COCTOSHUM, Biusitonux Ha 310poBbe (MKbB

- 10);

. [Ipukaz M3 P® ot 20 nexadpst 2012r. Ne 11831 «O0 yTBEepk,IAE€HUHU HOMEHKJIATYPbI JOJAKHOCTEN

MEIUIMHCKUX pa0OTHUKOB U (DapMaleBTUUECKUX PAOOTHUKOBY.

.Ipukaz M3 P® ot 23 wutongs 2010 . Ne 541n. Enuseiii kBanu(pUKaUOHHBIM CHPABOYHUK

JOJDKHOCTEM  PYKOBOAMTENEH, CHEHMATUCTOB U CHyXKamwux, pasgen KsanudukaiuoHHble

XapaKTEPUCTUKU JTOJKHOCTEN pabOTHUKOB B c(pepe 3apaBOOXpaHEHUS.

. ®enepanbHbiii 3akoH 0T 25.12.2018 No 489 489-®3 «O BHeceHMM H3MEHEHHU B cTarbio 40

®enepanpHoro 3akoHa "OO o00s3aTenbHOM MEIUIIMHCKOM CTpaxoBaHMM B Poccuiickoi
Oeneparun" u denepanbHplii 3ak0oH "OO OCHOBaX OXpaHbl 370POBBS TpaxkaaH B Poccuiickoi

®enepannn” MO0 BONPOCAM KIMHUYECKUX PEKOMEH AN,

. [Ipuka3z MwunzapaBa Poccuum No 103u ot 28.02.2019 1. «O0 yTBEepXICHHH TIOPSAKA U CPOKOB

pa3paboTKH KJIMHUYECKUX PEKOMEHIAIUNA, WX TMepecMOTpa, TUIIOBON (OPMBI KIMHHYECKUX
pEKOMEHJaluii U TPEOOBAHUN K UX CTPYKTYpE, COCTaBY U Hay4YHOIl 000OCHOBAaHHOCTH BKJIIOUAEMOM

B KIIMHUYCCKUC PCKOMCHIAINN I/IH(I)OpMaI_II/II/I».

. [Ipukaz MunzapaBa Poccun ot 13.10.2017 N 804 "OO yTBepKIE€HHH HOMEHKIATYPHI

MEIULIUHCKUX yCIyT".

[Ipukaz MunucrtepcTBa Tpyaa U couranbHo 3amutbl PO ot 27 aBrycra 2019 . Ne 585 "O
KIaccu(UKaIMsIX W KPUTEPUSIX, HCIOJIb3YEeMbIX TMpPU OCYIIECTBICHUH MEIUKO-COIUATBHOM
OKCMIEPTHU3BI TPaXKAaH (eaepadbHBIMU TOCYIAPCTBEHHBIMU YUPEKICHUSIMU MEIUKO-COIUATBLHOM
skcnepTusbl" (BeTynaeT B cuity ¢ 1 suBapst 2020 rona);

[Tpuka3z MunucrepcrBa 3apaBooxpanenus PO ot 14 suBaps 2019 r. Ne 4u

«O0 yTBEepXKIEHUU TIOpSAIKAa HA3HAYCHHS JIEKAPCTBEHHBIX IMpenaparoB, (OpM pelenTypHbIX
OJJaHKOB Ha JIEKAPCTBEHHBIE IpenapaThl, Mopsiika o(pOpMIIEHHs yKa3aHHBIX OJJAHKOB, UX ydeTa U
XPAHEHUSD)

[Ipuka3z MUHHCTEPCTBO 31paBOOXPAHEHHS M COLMAIBHOrO pa3Butus Poccuiickoit ®enepaunn «O
MOPSJIKE TMPUMEHEHHUs JICKAPCTBEHHBIX CPEICTB Yy OOJBHBIX MO >KU3HEHHBIM IMOKa3aHUSM» OT 9
asrycra 2005 . Ne 494



13. UndopmanimonHoe mucbkMo MunznpaBa Poccun 1o BO3MOKHOCTH 3aKyNKH JIGKAPCTBEHHOTO

npenapara 1o TopropoMy HaumeHoBaHUIO (https:/www.rosminzdrav.ru/news/2019/12/18/13043-

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

preparata-po-torgovomu-naimenovaniyu).
OCHOBHBbIE HOPMATHBHO-NIPABOBbIE AKThI, PEryJIHPYIOIIHe OKa3aHUe
NaJJIMaTUBHOM MeIUIIMHCKON MOMOIIM

1. ®enepanbhbliii 3akoH "O BHeceHuu u3MeHeHU B DenepanbHblii 3akoH "OO OCHOBAaX OXpaHbI
3M0pOBbsi TpakaaH B Poccuiickoii @enepanuu’" 10 BOIpocaM OKa3aHUS MAJUIMATUBHOU
MeauuHckon nmomomu" ot 06.03.2019 Ne 18-D3.

2. [lpuka3 MunznpaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372 «O6
YTBEPXKJICHUU TOJOKEHHUSI 00 OpraHu3aluy OKa3aHWs MaJUIMaTUBHOW MEIUIIMHCKON IOMOIIH,
BKJIIOUAsl TIOPSIIOK B3aWMOJACUCTBUS MEAMIIMHCKUX OpTraHHU3alliii, OpraHW3aluid COIUATBLHOTO
OOCIIy)KMBaHUS U OOIIECTBEHHBIX OOBEIUHEHHM, WHBIX HEKOMMEPUYECKUX OpraHMU3allHid,
OCYULIECTBIISIOLIUX CBOIO IEITENbHOCTD B c(pepe OXpaHbl 3J0POBHS.

3. [lpuka3 MunzapaBa Poccun Ne 348 ot 31 mas 2019 roma «OO yTBepKIEHHUU TEpPEUHS
MEIUIUHCKAX W3JEIUi, NpeIHa3HAYEHHBIX U1 MOJIJEP)KaHHWS OpPraHOB M CHUCTEM OpraHu3Ma
YeJIOBEKa, MTPEI0CTABISAEMbIX JIJISl UCIIOJIB30BAaHUS Ha JIOMY».

4. [lpuka3z MunzapaBa Poccuum Ne 5051 ot 10 wumrons 2019 roma «O6 ytBepxkaenuun Ilopsiaka
nepenayn  OT MEIUIIMHCKOM OpraHu3aldd MalueHTy (€ro 3aKOHHOMY MPEeACTaBUTEINIO)
MEIMIUHCKUX U3ACNul, NpeAHa3HAaYeHHBIX JUIsl TOAJep)KaHusi (YHKIMH OpPraHoB M CHCTEM
OopraHu3Ma 4eyoBeKa, JJisl UCIOJIb30BaHUS HA JIOMY MPU OKA3aHUM NaJTMATUBHON MEAMIIMHCKON
TTOMOIITAY.

5. Ilpukaz M3 PD Ne 831 ot 3 oktsi6ps 2019 roga «O06 yTBepKICHUH BEIOMCTBEHHOW IEJIEBOM

nporpammbl «Pa3zBuTre cucTeMbl OKa3aHUs MAJUIMATUBHOW MEAUIIMHCKON TTOMOIIN.

Ipuioxkenue A3.1 Kinaccupukanuss MyKoImoJaucaxapuao30B.

[1] Knaccudukarus MyKomoiucaxapuao30B.

MMC Moatun CuHApoM leH depMeHTHbI gedekT JNokyc OMIM
I MMNCIH l'ypnep IDUA Oedvunt anbda-L- 4p16.3 607014
naypoHunaassl
MMC I lN'ypnep-LWeie 607015
H/S
MMCIS Llere 607016
II MMC II XaHTepa IDS Oedvumnt  naypoHat-2- Xq28 309900
cynbdaTasbl
111 MMC CaHdununno 252900
IIIA SGSH Oedvunt renapaH-N- 17925.3
cynbdaTasbl
MMNC NAGLU Oedvunt N-auyetun-a-D- 17g21.2 252920
II1B rNOKO3aMUHMAA3bI


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

Oedvunt N-aueTtun-a-
rnoKo3aMnHnAasbl
MIMNC HGSNAT Oedbvunt renapaH-a- 8pl1.21 252930
IIIC rMKO3aMUHUA N-
aueTunTpaHcdepasbl
MIMC GNS Oedvunt N- 12g14 252940
IIID auUeTUIrItoKO3aMUH-6-
cynbdaTasbl
v MMNC Mopkno GALNS Oedvunt 16q24/3 253000
IVA ranakTo3aMmmH-6-
cynbdaTasbl
MMNC GLB1 Oedvunt B- 3p21.33 253010
IVB ranakrto3naasbl
VI MIMC VI MapoTo-Jlamu ARSB Oedvunt N- 5g14.1 253200
aueTuiranakTo3aMmmH-4-
cynbdaTasbl
VII MMC VII Cnas GUSB Oedvunt B- 7q921.11 253220
rNIOKYpPOHMAA3bI
IX MMC IX HepoctaTo4HOCTb HYAL1 Oedvunt 3p21.31 601492
rmanypoHuaasbl rmanypoHuaasbl

Ipuaoxenue A3.2 BpipaxxeHHOCTHh KJIAMHM4YecKuX mnposijienuin MIIC VI B
pa3Hom Bo3pacrte [16]

Cucrtema CuMnTOM Oetn Moapoctkn/
B3poC/ble

CepaedHo-cocyaucTas Kapavomunonatus + +
YTonuweHne CTBOPOK KlanaHos +++ +++

LUHC LlepBukanbHas Mmuenonatus + +

MuweBapuTenbHas enaTtocnneHomeranus ++ ++

cucrtema

OpraH cnyxa TyroyxocTb ++ ++
Peunaveumpyrowmin cpeaHum ++ ++
oTuT

OpraH 3peHus MoMyTHeHMe porosuLbl ++ ++
naykoma + +

CkeneTtHo- HectabunbHOCTb aTnaHTo- + +

MbllleYyHas aKCManbHOr0 COYSIEHEHUS
TYHHENbHbIN KapnanbHbIi ++ ++
CUHAPOM
Fpybble yepTbl Nnua +++ ++
Ouncnnasuna TBC ++ ++
MHOXeCTBEHHbI AN30CTO3 + +
MpbxK +++ ++
KOHTpakTypbl CycTaBoB +++ +4++
Kngos ++ +




Makpouedanus +++ ++

[bixaTenbHas O6CTpYKTUBHOE @nHo3 BO CHe +++ +++
PecTpukTuBHOE 3aboneBaHune + +
Nerknx
O6cTpyKums BEPXHNX +++ +++

AblXaTENbHbIX nyTeﬁ

Cneuvanb- [JepmaTtaH cynbdat B Mo4e ™ ™"
Hble nabopaTtopHblie
TecTbl
ApuncynbdaTasa B W i
O6buwwme Al B Moue M "

Hpunoxenue A3.3 Uactora nposenenus oociaenoBanus y nanueHTos ¢ MIIC
VI tuna [16]

MccneposaHus [MepBoHavyanbHas Kaxable Kaxable 12 OavH pas
oueHKa 6 mMec mMec B 2 roga

MNpuem Bpavya-reHeTuka X X

MoaTeBepXxaeHune anarHosa X

AHaMHes 6onesHu X

KnuHunueckum ocMOTp X X

Bpaydya-neguartpa

Pocr, BeC, OKPY>XHOCTb X X

ronoBbl

BbiHocAnBocTb (6 MTX)[L! X X

OcMoOTp HeBpoJsiora X X

OcMmoTp Bpaua- X X

Heupoxupypra

KomnbloTepHas  ToMmorpadus X X

WIN  MarHUTHO-pe30HaHCHas
ToMorpadwma (MPT) ronosHoro
MO3ra, M03BOHOYHMKA

KorHutngHoe  TecTMpoBaHue X X
(DQ/1Q)'2!

SnekTposHuedanorpamma X X
CKOpOCTb HEepBHOM X X

nposogmMocTtu/ Ml

OcmoTp Bpava- X X
OTOpMHOJIapUHrosora

DHAOCKOMMSA HOCOI/IOTKMU X X

OcMmoTp Bpaua-cypaonora- X X
OTOpPUHOJIApUHIrosnora

AyanomeTpus X X
OcmoTp opTtanbMoniora X X
OcTpoTa 3peHus X X

OCMOTp rnasHoro gHa X X



WNccneposaHue poroeuubl X X

OcCMOTp NysibMOHOJI0Ta X X
oBa X X
WUccnepoBaHue cHa/ X X
nosncoMmHorpacpusa/

KapAMopecnupaTopHbIi

MOHMTOPUHI

OcMoTp KapauoJsiora X X
SnekTpoKapAnorpamma X X
Jxokapauorpadus X X

OcMmoTp Bpauva- X X

TpaBMOTOJIOra-oprtoneaa

PeHTreHorpacdumn ckeneta X X

Y3u opraHoB 6ptowHom X X
nosiocTn; O6BEM CENEe3eHKMU,
neyeHu

OcmoTp Bpava- X X
c¢unsmorepaneBTa

NMpuem Bpaua neuvebHOW X X
hun3KYyNbTYPbI

OcmoTp Bpauva- X X
cToMartosiora

JlabopaTtopHble

nccnenoBaHus

Onpepenenve T'Al X X
BrnoxmMmnyeckni aHanuns X X
kpoeu (ANT, ACT, obwuin mn

npsiMon 6nnnpy6buH,

XOJIECTEPUH, TPUTNULEPUADI)

1-JIns meteit crapie 5 €T, paccTosSHUE, TPOUICHHOE 32 6 MUHYT (MPEANOYTUTEIBHBIM SBIISIETCS TOT
KE TPOMEKYTOK BpPEMEHH, YTO M B MPEAbIAYLIMX TECTaX ATOr0 MalMeHTa); YUCIO CTYIEHEW,
IPOWIEHHBIX BBEpX 3a 3 MHUHYTHL. OneHuBarorcs mnokasarenu carypauuu SpO2, Y/, YCC mo mn

MOCJIe HarPy3KHU.

2-DQ wmu Koaddunuent ymctBennoro pazButus (KYP) - cmoco® cpaBHeHHS HHTEIIEKTYalbHOTO
Pa3BUTHsI, CBOMCTBEHHOTO TaHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEN peOeHKa MO OTHOIICHHUIO K

€ro CBEpCTHHUKAM), C XPOHOJIOTHYECKIM BO3pacTOM ((paKTHUIECKUM BO3PACTOM peOCHKA).

KVYP paccuntbiBaercs 1e€HHEM MHTEILIEKTYaJIbHOIO BO3PACTa HA XPOHOJIOTMYECKUN U YMHOKECHUEM
Ha 100 mns monmydenus uesnoro yucia. CpeaHuil kKo3PUIUEHT yMCTBEHHOTO Pa3BUTHUS ISl TIOOOTO

BO3pacTta cuurtaercs paBHbM 100.

IHpuioxkenne A3.4 3a0op OmomarepuaJia 1Jisl JUATHOCTHUKH B NIATHAX KPOBH

KpoBb cobupaeTcsi Ha CcTaHAapTHYK KapTouky-dunbtp (N2 903),
KOoTopass nMpuUMeEHSIeTCS AN CKPUHWHIa HOBOPOXAEHHbIX B
Poccuiickoin ®epepaumun AN aHaNOrMYHy ANsa NosyvYeHust Cyxoro
nATHa KpoBU. KpoBb MOXET 6biTb, KakK KanunasapHasa (13 nanbua,



nsTKM), Tak W BeHo3Hasl. BeHo3Hasi kpoBb cobupaeTca B
npobupKy, akKypaTHO rnepemewnBaeTcs W 3aTteM 6bICTPO C

NMOMOLLbLIO MUNETKN HAHOCUTCHA Ha dunbTp No 25-50 MKA KpoBU Ha ~ ~
KaXxayl BblaeneHHylo obnactb. HeobxoanMMo XOpowwo nponutaTtb
BblaeneHHy obnacte Ha ¢unbTpe (puc. 1). lNpeanoyTuTenbHO
cobupaTb o6pa3ubl nocne eabl Yepes 40 MUHYT - 1 yac. Bo3MOXHO

TaKXXe OCYLLEeCTBUTb 3a60p KPOBU M HaToLaK.
Ha kapTouke-dunbTpe 0653aTeibHO AOKHbI 6bITb YETKO YKasaHbl il slbvem wevenessl arior M s

'(rDeIT'lg(’:boﬁer::eqmau?gﬁg%%asgqga?:};ﬁgK nza)II'MEHT’ AaTa POXAEHWA U . Kanﬂup._n:mxuu NOAHSCTRRY HFH:I"HTHTB KpYy®EKK £ o5paTHoH CTOPOH
O6pa3sel cyxoro naTHa KpPoOBW BKaAblBAEeTCsl B UMCTbIi KOHBEPT, *  HekacaiiTecs 08naCTH, NPONHTINHOH KpoBbID
nmbo B uucTbii dann. KapTtouka-dbunabTp  He  AO0JIKHA
conpukacaTbCa C rpsi3HOM MOBEPXHOCTbIO M C obpasuamu Apyrux

nauneHToB. Heob6xoaumo NPUNOXNUTb K obpasuam
MHMOOPMUPOBAHHbIE COMMacUs MauMeHTa WM ero  3aKOHHbIX
npeacTtaBuUTeNell Ha NpoBeaeHMe 1abopaTopHbIX UCCieaoBaHui

PucyHok 1. O6pasel npaBWIbHOrO HaHECEHUS KpPOBW Ha
KapTouky-bunbTp

LT TN T TN T
i VI i 1 v I \
\ I\ ] I\ \ ]

4 6 0010608

S NavwenTa

[aTa pomaEHHE 373 BIATHA KDOBM Man
EH0 Bparaa

nny S fopoa / Anpe:

E-mail mparsa

Temedon npaia

Tecr
[Jwaten [ nowne [ Jrome [ Jmnca [ Juse-rr [ Jumecra

[[] cememmst cxpmemre. Myraumm

PucyHok 2. O6pasey kapToukn-bunbTpa

AJITOPUTM JIeificTBHII MeIMIIUHCKOTO MEePCOHAJIA PU B3SITUN 00Pa310B KPOBU

e BBIMBITH PYKH (TUTUEHUYECKUN YPOBEHbB), HA/IETh MEPUATKH;

e BBIMBITH PYKH MaIryeHTa (MATKy peOeHKa, B ciiydae, eCii KpOoBb OEpeTCs U3 MATKH),

e IPOTEPETh O0OJACTh NPOKAJIBIBAHUS CTEPWIBbHOM candeTkoi, cMoueHHON 70% cnuprom,
IMPOMOKHYTh CyXOM CTEpUJIIbHOM caideTkoil; - TNPOKOJOTh CTEPUIIBHBIM  OJHOPA30BBIM
cKapupUKaToOpoOM;

e CHSATb IEPBYIO KAIUTIO KPOBU CTEPUIIBHBIM CyXHUM TaMIIOHOM;

e MSTKO HAJaBUTh JJIs MOJIYYEHUs] BTOPOU KaIlJId KPOBH;

e TIPWIOKHUTH MEPIEHAUKYISIPHO TECT-OJaHK K Karie KPOBU U MPOMUTATh €r0 KPOBbIO HACKBO3b;

e AQHAJOTHYHBIM O0pa30M HAaHECTH Ha TeCT-OMaHK 6-8 Kamenb, BUJ TATEH KPOBU JODKEH OBITh
OZMHAKOBBIM C 00EUX CTOPOH.

e BBICYLIUTh T€CT-O0JIaHK B TOPU3OHTAIILHOM TMOJIOKEHUH HA YUCTOM 00€3:KUPEHHOMN MOBEPXHOCTU HE
MeHee 4 4 6e3 TPUMEHEHHS TeTIOBO 00paOOTKY U TIOMAaIaHus MPSMBIX COIHEUHBIX JIyUeH;

e YIAKOBAaTh TECT-ONAHKKM B YHCTBI KOHBEPT TakuM oOpa3oM, dYTOObI IsATHA KPOBH HE

COIIPUKACAINCD.

Oco0ennocTu npy HHQY3UOHHOM Tepanun



Hekotopple manueHTsl MOTYT MOJIy4aTh WH(Y3UOHHYIO TEpallvio, NMepeTuBaHNEe KOMITIOHEHTOB KPOBH,
YTO MOXET OKa3aThb BIIMSHHUE HA Pe3yJbTaThl TeCTOB. Hampumep, npu nepenvBaHuM IUIa3Mbl KPOBU
MOTYT OBITh TOJYYEHBI JIO)KHO-OTPHUIIATENbHBIE PE3YyNbTaThl, TaK Kak oOIpeaenseMble (epMEeHTHI
HaXOMATCs B IJIa3Me U B KJIETKaX KPOBU. PEKOMEHIyeTCsl OCYIIECTBUTH 3a00p KpOBU JIsl hepMEHTHOU
u JIHK-auarnoctuku He paHee yeM uepe3 6-7 qHel mociie nepeauBanus Mia3Mbl KpoBu U yepe3 7-10

JTHEH TIoCIIe TIepeIMBaHMSI KOMITIOHEHTOB KPOBH.
He nonyckaercs 3a00p KpoBH:

e Cpazy MocJje NpoBeACHUS MAlMeHTy UH(PY3UOHHOW Teparnuy;

e Cpasy IIOCJIE 3aMEHHOTO MepeINBaHUsA KPOBHU.
XpaHeHHe M TPAHCIIOPTHPOBKA OMoMaTepuaJia

OO0pa31ibl BHICYIICHHBIX MSTEH KPOBU MOXKHO XpaHUTh B OOBIYHON Kamepe xonoamibauka npu +4 C 1o
orrpaBku. CpoK XpaHEHHUs 10 MOMEHTA OTIpPaBKU HE JIOJDKEH IpeBbllIaTh 7 AHe. Eciau XpaHuTh
JoJblIe U Hpu Oojee BBICOKOW TeMIeparype, TO aKTUBHOCTh (PEpMEHTa Jake B HOPME MOXKET

CHMIKATLCA, YTO IMPUBEACT K JIOKHO-ITOJTOXKUTCIIbHBIM PE3YyJIbTaTaM.

IIpuioxkenue A3.5. Tect 6 MuHyTHOM X0AH0BI (6MTX)

6MTX — TecT 6-MUHYTHOI X0AbOBI

Crnenyer MOMHHUTB, YTO JJIi JAaHHOTO TE€CTa MMEIOTCS CIEAYIoIne a0COIIOTHbIE MPOTUBOIMOKA3AHUS:
ocTpast 00JIb B TPYAHOU KIJIETKE, TEKOMIICHCUPOBAaHHAsl CepAeyYHas U JbIXaTelibHas HEJOCTAaTOYHOCTb,
ocTpble 3a00JIeBaHMsl, JIUXOPaaKa, 3a00J€BaHUsl OMOPHO-IBUTATEIHHOTO allapara, MpensTCTBYIONUe

BBITIOJTHCHUIO MTPOOBHI.

K oTHOCHUTENBHBIM MPOTHUBOIIOKA3AHUSIM MOKHO OTHECTU BBIPAKEHHYIO OpaJUTaXUKApAUIO, BBICOKYIO
apTepuaibHyI0 TUIIEPTEH3UI0O W BO3pacT peOeHKa. ManblmaM TPyAHO OCO3HAaTh W HUCIOJIHUTH BCE

IIpaBuJjia TECTA, IO3TOMY OH PECKOMCH/OBAH IJId JIeTel oT 5 neT u crapuie.

Eciu manueHT HaxXOOUTCA HA MOCTOSIHHOW KHUCIOPOAHOW MOAJAEPKKE, CKOPOCTh MOAAYM KHUCIOpoAa
MPY MPOBEJCHUN TECTA JOJKHA COXPAHITHCS B COOTBETCTBUM C MPEANUCAHUEM Bpaya, HA3HAYUBILIETO

Y KOHTPOJIMPYIOILETO TEPAIHIO.

[IpoBenenue Tecta HEOOXOAUMO HEMEMNJIEHHO MPEKPATUTh B Cilydae BOSHUKHOBEHHUs OONU B TpyaAH,
CUJIBHOM OJBIIIKH, CYIOpPOT B HOrax, TOJIOBOKPYKEHHUS, MNOTEPU YCTOMYMBOCTH, HAPACTAOLIEU

cJ1ad0CTH U ABHOU OJIEIHOCTH.

6MTX mpoBOAUTCS B MOMEIIEHUM, XOPOIIO 3HAKOMOM MAIlMEeHTY, UMEIOIIEM JOCTAaTOYHO JJIMHHBIN
KOPUJIOP C TBEPABIM MOKPHITHEM. J[JIMHA TPOXOAMMOTO MyTH JOJIKHA COCTABIATh HE MeHee 30 MeTpoB

¢ pa3MmeTkoi kaxzable 5-10 mMeTpa, a Takke TOUKaMH IOBOPOTOB/pa3BopoToB. Ha 00oux KoHIAX myTu



HYXXHO PpPasMETUTb Kpecjaa Mg IMOATOTOBKM W OTAbIXa IIAIIMCHTOB. KpOMC TOTO, H€O6XOJII/IMO

1103a00TUTHCS O HATUYHMU HCTOYHHKA KHCJIopoda u I[e(bI/I6pI/IJ'IJ'IHTOpa.

Taxke qIs Tecra BaM IMOHAIOOMTCS TOHOMETpP, Yachl C CEKyHIHOW CTPEIKOW, IMYJIBCOKCUMETp W
tenedoH. TecT pekoMeHayeTcss MPOBOIUTL B YTPEHHHUE Yachl TOCHE JIETKOTO 3aBTpaka. Ha manmente
JOJDKHA OBITh yIOOHas OfekJa W IMOAXOIAIAs JJIS TPOTyJakd oOyBb. 3arpernieHbl WHTEHCHUBHBIE
dbu3umYeckre Harpy3ku MEHee YeM 3a JBa 4aca J0 HCHIbITaHusA. JledeHue mamueHTa MPOXOIUT B
0ObIYHOM pexuMe. Ecnu B mOBCceTHEBHOM JKU3HU PEOEHOK MCTONB3YET IS XOAbObI TPOCTh, KOCTHLIN
WIH XOIYHKH, CJEIyeT OCTaBUTh MX M JJs Tecta. llepen HayamoMm mpoObI MAIMEHTY HEOOXOAMMO
W3MEPUTH apTepUalibHOE JaBJEHUE, YaCTOTy CEPJCYHBIX COKpAIEHWN, YaCTOTy JbIXaHUS, TMPOBECTH
nysibcokcumeTpuio [30]

Tect 6-MHMHYTHOH XOALOBI 3aKJIKOYAETCHA B TOM, YTO PeOEHOK d0JIKeH 3a 6 MHHYT NPOMTH
MAaKCUMAJIbHO BO3MOKHOE JJIs1 ce0sl paccTosiHMe HAa Tpeke B KOM(opTHOM Ajs1 cedst Temiie.
3anpemaercs mepexoaMTh HA 0er WJIM NMPBLEKKH, HO MOKHO 3aMeIJIMThCH WJIH OCTAHOBUTHCS,

€CJ/IN BO3HUKACT TaKas HOTpeﬁHOCTL.

Hpunoxenue A3.6 OCHOBHBbIC MEPONIPUATHSA NPH OKA3AHUM NTOMOIIH
NMalMeHTaM ¢ AJIJIePru4ecKor peakuuen Ha npenapar [31].

Annepruyeckasn peakuus (AP)

OCTaHOBUTb MHDY3UIO

OueHunTb CcTeneHb anneprmquKon peakuun

Nerkasa AP: nuxopazka, nokpacHeHue, Cbifb, sierkas KpanmBHMUA. Tsxenaqa AP: BblpaxeHHas KpanuvBHMUA, OTEK uua,
3aTpyaAHEHHOE AblXaHwne, nposasyieHnsa cepaedyHoun
HeAOCTaTOYHOCTU M Ap.

nbynpodeH wunu napauetamon**, aHTUrMCTaMMHHblE CpeACTBa néynpodeH wam  napauetamon**,  aHTUrMCTaMUHHbIE

CUCTEMHOrO AENCTBUS B BO3PaCcTHOM A03MPOBKE cpeacTBa  CUCTEMHOrNO  AEWCTBUS,  KOPTMKOCTepouabl
CUCTEMHOI0 nencTeus (1-2 Mr/Kr/cyT rno
npeaHn30NoHYy**), ecnu BO3HUKHET HeobxoAMMOCTb -
sannHedpur** 1

HabntoaeHne 3a naymeHTom

MpoaoskaeTca peakuns Ha BBeaeHue HeT peakuuu Ha BBeaeHue

OCTaHOBUTb MH(DY3UIO U HE BO30OHOBATL B 3TOT AE€Hb MpoaomknTb MHPY3UO0 Ha HEBONbLLION CKOPOCTU

Cneayrouwyto MHGY3UO NpoBOANTb Ha HEBONbLLOW CKOPOCTU nocne npemeankaumu (MOBTOPUTbL NMpeabIAyLLy CXeMY).

! OcHoBHBIC MepONPUATHS MPH OKA3aHHU ITOMOIIH MAIMEHTAM ¢ aHAQUIAKTUYECKOH pPeaKIuei cM.
Hpuiaoxenue A3.7

Hpunoxenue A3.7 OCHOBHbIE MEPONIPUATHUSA NPH OKA3AHUMU NTOMOIIH
nanueHTam ¢ anagpuiaakTuieckon peakumei [32,33].

1 lMpekpaTuTe BHYTPUBEHHOE BBeAEHWE TeparneBTUYECKOro JieKapCTBEHHOro CpeAcTBa, KOTOPOE Bbi3blBAET
aHad)MﬂaKCVIPO unn, ecnn naumeHT Havyan otMe4vyaTb UISMEHEHNA B obwem CaMOu4yBCTBUU




2 OueHnTe KpoBoobpaleHue naumeHTa (NysabC), NPOXOAMMOCTb AblXaTesbHbIX MyTel (4acToTy AblXaHus),
NMCUXMYECKOe COCTOsIHME, YPOBEHb CO3HaHUs, apTepuasnbHOe [AaBlieHWe, Haluyue KOXHbIX MpOsiBNEHUN,
YTOYHUTE MacCcCy Tena

3 BeeauTte anuHedpuH** BHYTpUMbILWLEYHO B nepeaHe-60koByt0 noBepxHocTb 6eapa), 0,01 Mr/kr (Makcumym
0,3 mr peram 6-12 net; 0,15 Mr pgetam po 6 neTt). 3anuwnte BpeMs, BBEAEHHYIO A03Y W, Npu
HeobxoauMocTK, noBTopuTe 4Yepe3 5-15 MUH. DBOAbWMHCTBY NaumMeHToB Heobxoammo 1-2  [o3bl
anuHedbpuHa**,

He pekomeHpyeTcs BBeaeHue B ogHO Mecto 1 mMn u 6onee anuHedpuHa**, Tak kak, obnagas 6onblwnm
COCYZOCYXMBALWWUM AECTBMEM, OH TOPMO3UT U COHBCTBEHHOE BCaCbiBaHMeE.

4 MonoxuTe MauMeHTa Ha CMUHY ecnv MMEeeTCs PecnMpaTopHbIi AUCTPECC WU/UnAn pBoTa; MOAHUMUTE HUXHUE
KOHEYHOCTW (MauMeHT He AO0JKEH CTOsITb, CUAETb WM ABUraTbCs, MOCKOJIbKY 3TO MOXET MpPUBECTU K
BHE3aMHOI CMepPTU B C/lydasX TSXeNol aHadbwuIaKToOMAHOW peakummn). 3anpokKMHbTE U NMOBEPHYTb B CTOPOHY
rosfioBy, BbiBEAWTE BMepes W BBEPX HUXKHIOW YesCTb, MPUOTKPOWTE POT, 3adUKCUpyhTe £A3blK, yaanute
CNMU3b N3 BEPXHUX AbIXATENbHbIX MyTEl, €C/iM B 3TOM MosiBUIaCcb HEOH6XOANUMOCTb.

5 Mpy nokasaHuax AanTte AOMNOAHUTENBHO KMucaopos (6-8 N/MWH) Yyepe3 Macky nnun opodapuHreansHyo Tpyoky
(Bo3ayxoBoa opodapuHreanbHbln)

BAXHO Beta - aapeHob6nokaTopbl yMeHbLUAlOT TepaneBTuyeckuin addekT anumHedpuHa**. YcumnuatoT nNoboYHble
apdekTbl anMHedpuHa** cMMNaToOMMMETUKN, AUFOKCUH**,

Ipuaoxenue A3.8 PacuundpoBka npumMmedaHui

**% _— mpemapar BXOAWT B TMEPEYCHb >KU3HEHHO HEOOXOAMMBIX W BAXHEHIIMX JIEKAPCTBEHHBIX
npernapatoB (Pacmopsokenue IlpaButensctBa PO ot 12.10.2019 Ne 2406-p) «OO6 yTBepkIeHUU
nepeyHs KU3HEHHO HEOOXOIMMBIX U BaKHEWIINX JIEKapCTBEHHBIX npenaparoB Ha 2020 rox, a Takxke
MEPEYHEN JIEKAPCTBEHHBIX MPENaparoB Uil MEIUIMHCKOTO IPUMEHEHUSI W MUHUMAJIBHOTO
ACCOPTUMEHTA JIEKAPCTBEHHBIX MPENapaToB, HEOOXOAUMBIX JIJISi OKa3aHUS MEIUIIMHCKON TOMOIINY) (C
U3MEHEHUsAMH, BHeceHHbIMU Pacniopspkenuem [IpaButensctBa PO ot 23 Hos6pst 2020 1. Ne 3073-p «O

BHECEHUH u3MeHeHul B pacnopsikenue [Ipasurensctsa PO ot 12 oktsi0pst 2019 1. Ne 2406-p.)

# - nmpumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKLIMU JIEKAPCTBEHHOTO CpECTBa
IIOKAa3aHUM OCYIIECTBISAETCS IO PELICHHI0 BpayeOHON KOMHUCCUHM, C paspenieHust JIokalbHOTOo
TUYECKOT0 KOMHUTETa MEIMUUHCKOM opraHu3auuu (Mpu HaJU4Mu), C YCJIOBHUEM HOJNHCAHHOIO
MH(POPMUPOBAHHOI'O COMIACHSI POAUTENEH (3aKOHHOTO ITPECTABUTEINS) U ALUEHTa B BO3pACTe CTaplle

15 ner;

*EE - MEIMIIMHCKOE M3/CNIHE, UMIUIAHTHPYEMOE B OPTaHHM3M YEJIOBEKA MPU OKA3aHUW MEIUITMHCKOM
MOMOIIIM B paMKaX MPOrpaMMbl TOCYIApCTBEHHBIX TapaHTHH OECIJIAaTHOTO OKa3aHUs TpaKIaHaM

MEIUIIMHCKON ITOMOILIH.

W s merei crapuie 3 JIeT; pacCTOSIHUE, MPONJEHHOE 32 6 MUHYT (MPEANOYTUTEIIbHBIM SBIISIETCS TOT
KE MPOMEXKYTOK BPEMEHHM, YTO WU B MPEABIAYLIMX TECTax 3TOro MalMeHTa); YHUCIO CTYNEHEH,
MPOMACHHBIX BBEpX 3a 3 MHUHYTHL. OrneHuBaroTcsa mnokasarenu carypauun SpO2, Y/, YCC mo m
MOCJIE HArPY3KHU.

2] DQ nmn Kosddumment ymerensoro passutis (KYP) - croco6 cpaBHEHHS HHTEIIEKTYalTbHOTO
Pa3BUTHS, CBOMCTBEHHOTO JAHHOMY BO3pacTy (YMCTBEHHBIX CITIOCOOHOCTEH peOeHKa TI0 OTHOIIEHUIO K

€r0 CBEpCTHHKAM), C XPOHOJIOTHYECKHM BO3pacToOM ((paKTHUCCKUM BO3PACTOM peOCHKA).

KVYP paccuntbiBaercs 1€I€HHEM MHTEILIEKTYaJbHOIO BO3PAaCTa HA XPOHOJIOTMYECKUH U YMHOKECHUEM

Ha 100 ms momydenus 1enoro yucia. Cpenauid Ko3(QGUIIMEHT YMCTBEHHOTO Pa3BHTHS IS JTF0OOTO



BO3pacTta cuurtaercs paBHbM 100.



Ipuaoxkenue b. AJropurMbl JeiicTBUA Bpaya
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

Cunapom Maporo-Jlamu

Cunnpom Maporo-Jlamu mnu myxononucaxapuno3 VI (MIIC VI) — ogna u3 cambix peakux Gopm
myxkomnonucaxapunozoB (MIIC). Bmnepsreie 3ab6oneBanue ommcanu B 1963 romy nBa (paHITy3CKHX
Bpaua Mapoto u Jlamu, OHUM cuMTaId, YTO ATO BapUaAHT JAPYroro MyKomnojiucaxapuaos3a (CHHIpoMa
I'ypaep (MIIC 1) ¢ coxpanHbIM MHTEIIEKTOM). B CBOE#l cTarbe aBTOPHI ONMHUCAIN HAaUOOJee TIKETYIO
dbopmy MIIC VI, mosxke BBIICHUIOCH, YTO 3TO 3a00JICBaHWE OYCHH MHOTOJHUKOE M CYIISCTBYIOT
pasHbie, B TOM ymciie Oonee jierkue, popmbl 6o0ne3uu. MIIC VI — ouens penkoe 3a0oaeBaHUe, MOXKHO
JaXe cKasarb, ynbrpapenkoe. [1o oneHkaM crennaaucToB, OHO BCTPEUAETCS BCETrO JIUIL Y OJHOTO U3
300 000-400 000 HOBOPOXKIEHHBIX.

3a mpouieqmue roAbl ObLT CO3/aH CHEUUaJbHBIM Ipenapar, KOTOpbIM IO3BOJIAET 3aMENIUTh
MpPOrpeccUpoBaHue OOJE3HHU, CMSATYUTh HEKOTOpble M3 ee mnposiBieHuidl. OpHako, Hapsaxy ¢
MPUMEHEHUEM JTOTO TMpernapara, HEOOXOAMMO HE 3a0biBaTh, O CHMIITOMATUYECKOW Teparuu,
¢usnorepanuu, peabUIUTAIMY, @ IJIABHOE — IMO3UTUBHOM OTHOUICHHM K XU3HU MAIMEHTa U YJICHOB

€r0 CEMBH.
IlaTorenes

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

0COOBIX CTPYKTYPHBIX KOMITOHEHTOB COSAMHUTEILHON TKaHH.

I'AT" — 370 nMHHBIE LEMOYKU MOJIEKYJ caxapa, KOTOPbIE COSAMHSIIOTCS C OeJIKaMH U CIIy>KaT BaKHBIM
CTPOMUTENIBHBIM MaTEPHAIOM JUJISi KOCTEW, XPSAUIEH, KOXKH, CYXOKHIIMM, KIalnaHOB CEepAla U MHOTHX
npyrux Tkaneil. Al conepxarcs B BA3KOM CHMHOBHAIBHOM >KUAKOCTH, KOTOpasi yBIAXXHSET CYCTaBbl,
BXOJAT B COCTaB CYyCTaBOB MU CYXO)KWIMM, KJIanaHOB cepAua. B HOpmMe IPOUCXOAUT IMOCTOSHHBIN
npoiiecc obpazoBanusi «HOBBIX» Al W pacuierienue «crapbix». st mpoiiecca paciierieHus: U
nepepabotku A" HeoOxoguma rpynma ocoObIx OenkoB-epMeHTOB. [ TOro, 9ToOBI pacIICTUTh
I'AT, dbepmeHTBI pabOTAIOT MO OYEpear, APYT 3a APYTOM, M PACIICIUIAIOT JIMHHYI0 MoJiekyny [Al” Ha

qacCTu.

VY Bcex mammentoB ¢ MIIC  orcyrctByer (epmeHT (0coObrit st kaxaoro tuma MIIC), koTopslit
HeoOxoauM st pacuierienust onpeaeneHHoro Al YV manuentoB ¢ MIIC VI tuna orcyrcrByer
(depmeHT, Ha3bIBaeMblil apuicyinbdaraza B, koTtopeiii HeoOxoaum mna  pacuieruienus [TAID —
nepmarancyinbdara. HepacmermmeHHplli nepMaTaHCyab(aT HaKalIMBaeTCs B KIETKaxX, Hapymias HX
paboty. [lepmarancynbhar HaXOIUTCA, TIaBHBIM 00pa3oM, B KOCTSIX U COSAMHHUTEIILHONW TKaHU U €TO

HAKOINNICHUC, TIPCIKAC BCCTO, BHI3BIBACT MHOXKCCTBO Hp06ﬂeM CBA3aHHBIX CO CKCJIICTOM.

MIIC VI Tuna oTHOCHUTCS K JIM30COMHBIM OOJIe3HSIM HaKoIIieHus. B nmru3ocomax (opraHesuibl KIETKH)
IOPOUCXOAUT pACIICIUICHHE KPYMHBIX MOJEKYa (MaKpOMOJEKYyN), TaKuX, Kak JKUpPbI, OelKH,
[JIMKO3aMUHOMIIMKAHbI, THKoreH. [lpum pasHbix (opmax Oosie3HM HapylIAIOTCS pPa3Hble CTaausd

PaCiCIICHUA OTUX MAaKPOMOJICKYII.

Hacnenoanue cunapoma Maporo-Jlamu



Cunmpom Mapoto-Jlamu — OTHOCHUTCS K HACIEACTBEHHBIM 3a00JIEBaHUSIM W HACIEAyeTCs IO
ayTOCOMHO-PELIECCUBHOMY THUITY. DTO 3HAYUT, YTO OOJIE3Hb MPOSBISETCS TOJBKO B TOM Cllydae, €Cliu
o0a poauTens SBISIOTCS HOCUTEISIMU OOJIE3HU U, XOTS CaMU OHHM He OOJICIOT, MepeaaroT peOeHKy JBa
MOPaYKEHHBIX TeHa (M0 OTHOMY OT KaXKJIOTO M3 poauTeneit). bonpImmMHCTBO cemeit, Te ecTh peOeHOK ¢
STUM 3a00JI€BaHUEM, HE CTAJKUBAIKNCh paHbllle C TOA0OHON MpolsiieMoil. PHUCK MOBTOPHOTO pOXKICHHUS
pebenka ¢ MIIC VI B cembe, 171€ y>K€ €CTh MalMEHTHI IETCKOTO BO3pacTa, COCTaBsieT 25% Ha KaKIyIo

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 MHCTpYMEHTalbHble HccienoBanus. [lockonbky pasnbie Tunsl 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
KOXHBIX (ubpodmactoB. [ns MIIC VI npoBoxmar omnpeneneHne akTUBHOCTH apuicynbdarassl 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

Cunapom Maporo-Jlamu — nporpeccupytoiee MyIbTUCUCTEMHOE 3a00J€BaHUE U Y MAI[MeHTa ObIBAIOT
HOPAXKEHbI HE TOJBKO CKEJIET U CYyCTaBbl, CTPAJAIOT TAK)KE€ HEPBHASI CUCTEMA, OPraHbl 3pEHMUs], CIyXa,

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 crydasx 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
JIETKOM (popMe pOCT y MALMEHTOB, KaK MPAaBUIIO, HIKE YEM Y 3[I0POBBIX CBEPCTHUKOB, HO OBIBAET U

MOYTH HOPMAaJIbHBIM.
BHelnue oco0eHHOCTH

Buemnuii BUJI manueHToB ¢ TspKenou (opmoi cunapoma Mapoto-Jlamu HeoOblue€H — OHU OOJbIle
MOXOXHU JPYyr Ha JIpyra, YeM Ha CBOMX POAUTENEH 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-ABUTATECJIbHAA M KOCTHO-CyCTaBHasA 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 WM 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, OMACHBICE W IKU3HEYTpOXKaIoIIMe 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 TyronoiBMKHOCTU KPYIHBIX CYCTaBOB M OCOOCHHOCTEW CTPOEHUS KOCTEH MaIlMeHThl XOAAT CO
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 HapyluIeHUEM CTPYKTYpbl KOCTEH, onepalius He BCeraa IpUBOIUT 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".
Opransl AbIXaHUSA

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 cuMnTOMamMu HapymieHus QyHKIIMA 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(pEKIUH.



PoroBasi moJsiocThb u 3y0bl

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

Kapueca.
Cepaeuno-cocynucrasi cucrema

[Taronorust cepaeuno-cocyaucroit cucrembl (CCC) y mamumentoB ¢ MIIC nposiBisercss B Bujue
YTOJILEHUS CTEHOK CEep/illa, U3MEHEHUIN CO CTOPOHBI KJIAMAHHOIO ammnapara (YIJIOTHEHHE CTBOPOK U
XOpJl KJIAIIaHOB), Pa3BUTUS CEPJCUHOM HEJOCTAaTOUHOCTHU, KaK C COXPAHEHHOM, TaK U CO CHUYKEHHOMU

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
aTPUOBEHTPUKYJIPHOTO  KOJbLA IPUBOAAT K  CTEHO3UPOBAHUID  MHUTPAJIBHOTO  OTBEPCTHS.
HenocrtarouHocTs TPUKYCHHAATBHOTO H  IMYJbMOHAJIBHOTO KJIallaHa OOBIYHO KIWHUYECKH HE
auarHoctupyrorcs. Kpome Toro, cepiedHas HEIOCTaTOYHOCTh MOXKET pPa3BUBATHCS C MOPAKEHUEM
IpaBbIX OTHEJIOB CEpAla, MO TUIy XPOHUYECKOrO JIETOYHOTo cepaua, B pe3yibrare AedopManuu

TPYIHOM KJIETKH, MOpaXKeHUsI JIETKUX u3-3a oTiaoxeHust [Al" (Gkectkue nerkue).
bpromuas nmoJsiocTs

IIpu cuHnpome Maporo-Jlamu mne4eHb U CeJIe3€HKa YBEIWYEHbl u3-3a HakoruieHuss [Al

(remarocruieHOMeranus). YBeIuueHue TeyeH! 0OBIYHO He IPUBOJUT K HAPYLICHHIO €€ (DyHKITUH.

[Ipu MIIC, xak mpaBmiio, *UBOT YBEJIUYEH B O0OBbEME 3a CUET IemaroCIJICHOMETaluu U caabocTu
NPAMBIX MBIIII JKABOTA. TakKe 4YacTO BO3HMKAIOT COYETAHHBIC WM W30JUPOBAHHBIE TI'PBIKHU
(mymouHas, nmaxoBasi, TaXOBO-MOLIOHOYHON M CpEJHEN JIMHUU XKHUBOTA). Penienne o HeoOXxonuMocTu
ONEPATUBHOTO JIYEHHUS TOJXKHO IIPUHUMATHCS COBMECTHO C JIEYAIIUM BpauoM, ITOKa3aHUEM K CPOYHOMI

ONEpPALUU CITYKUT YIIEMJIECHUE TPBIKEBOTO BBITTYNBAHUS.
HepBHas cucrema

ITpu MIIC VI uHTennexkr He cTpajaer — ACTH M MOJPOCTKH XOPOUIO U C YIOBOJIBCTBUEM YYaTCH.

MHorue ¢ oTIMYreM 3aKaHYMBaIOT Koy 1 BY3.

[Ipu Tsxenbix ¢opMax MOTYT BO3HHMKATh HApYHICHHS LUPKYJISIUS CIIMHHOMO3TOBOM Xuakoctu. B
TOM cllydyae MalUeHThl JKaIylTCsl Ha TrojoBHble Oonu. HeoOxoauma KoHCynbTalus Bpaua-
HEUpoxupypra JUisi peuieHus BOIpPOcCa O HEOOXOAMMOCTH ONEPATUBHOIO WM MEAMKAMEHTO3HOTO

JICUCHUA JaHHOT'O OCJIOXHCHUA.

Ecau Bo3HHKAIOT mogO3pCHUA Ha mz:poue(banmo, TO HCO6XOI[I/IMO MMPOBCCTH KOMIIBIOTCPHYIO

tomorpaduro i MPT. OcMoTpa m1a3HOro JHa OKyJIUCTOM HEJOCTATOYHO JUIsl IOCTAaHOBKHU JIMArHo3a,



T.K. ruaponedanus y nereit ¢ MIIC VI moxeT mpoTekats U 0€3 3aCTOMHBIX M3MEHEHUN Ha TIIa3HOM

JTHE.
OIHUM U3 4aCThIX OCJIOKHEHUH SIBISETCSA CTEHO3 IO3BOHOYHOI0 KaHaa.

DTO OMacHOE OCJIOKHEHUE, KOTOPOE MOXKET MPUBECTU K 3HAYUTEIbHBIM MOCIEICTBUSAM, B TOM YUCJE K
JBUTATEILHBIM HAPYIICHHUSIM, TTOATOMY OY€Hb BaKHO YTOOBI IMAIIMEHT HAOIOAJICS Y Bpada-HEBPOJIOTa,
Bpaua-opTornena M Bpavya-xupypra. Pentrenorpadus meiiHoro otaena mo3BoHounuka, MPT u KT

MOTYT IIOMOYb B BU3yaJIM3allU 9TOTO OCJIIOKHCHUSI.

Kapmanpaberii cuaapoM (3amsaCTHBIA CHHAPOM, TYHHEIBHBIH CHHAPOM) — pacrpocTpaHeHHas mpobiaema
y nauueHtoB ¢ MIIC. HepBbl nmpoXxomsT uepes 3amscTbe MEXAY 3alICTHBIMU KOCTSMH U CBSI3KaMHU.
VYronmeHnne cBsI30K 3a cyeT HakomieHus ['Al’ okaspiBaeT naBieHue Ha HepBbl. lIposBieHueM 3TOro
CUHApPOMa MOTYT OBITH OOJIb U OHEMEHHE MalbIeB PYK U TPYIAHOCTU C 3aXBaTOM IPEIMETOB, YTO
3aTpyaHSAET KaKIOAHEBHYIO AKTUBHOCTh MAllUEHTOB.

JUIsi TMarHOCTUKU HM3MEPSIIOT CKOPOCTh IMPOBEACHUSI HEPBHOTO MMITYJIbca B OOJACTH KHUCTHU. ITO

nopocTad nmpoucaypa, mo3BOJIA0IAad YCTAHOBUTh HAJTMYINEC NI OTCYTCTBUC ITOBPCKIACHUS HEPBOB.

HexoTtoprlie HapyIieHUs HEPBHOW CUCTEMBI (JIBUTATEIIbHBIC PACCTPONCTBA) SIBJISIIOTCSI BTOPUYHBIMU U B

0O0JIbIIICH CTETIEHU CBS3aHBI C MOPAKEHUEM CKEJIeTa.
Oprasx 3penus

Haxonnenune I'AI' mpoucxXxoaut BO MHOTHUX TKaHSIX, B TOM 4YHCJI€, B POTOBUIE, MOATOMY MOXKET
HaOmomaTbess ee  momyTHeHne. OJHUM W3 TPU3HAKOB HM3MEHEHHUS POTOBUIIBI SIBIISICTCS
HEMEPEHOCUMOCTD SIPKOTO CBETA, TAK KaK MMIOMYTHEHHUE BBI3bIBAET HEMPABUIILHOE MPEIIOMIICHHE CBETA.
B sTOM cityyae MOTyT HOMOYb COTHEUYHBIE OYKHU. ECIM MOMYTHEHHE POTOBUIIBI TSXKEIOE, YXYAIIAETCS
3peHHe, 0OCOOEHHO TIPH TYCKJIOM CBETE.

Otnoxenue I'Al' B ceTuaTke MOXKET MPUBECTU K MOTEpe MEPUPEPUUECKOrO 3pEHUsS U HHUKTAJIONUU
(«xypuHOii cnenore»). PeOeHOK B 3TOW CHUTyallMM MyraeTcsi U OTKa3bIBaThCSA XOAUTh B TEMHOE BpeMs
cyTok. JKenarelbHO OCTaBIISITh HOYHUK BKJIOYEHHBIM B CHallbHE M Kopuaope. MHorma moryt
BO3HUKATh MPOOJEMBbI CO 3PEHUEM, BBbI3BAaHHBIE M3MEHEHMSIMH B CETYATKE IVla3a WM I[IayKOMOM
(TOBBILIIEHHBIM BHYTPUIJIA3HBIM JIaBJIEHUEM), TIO3TOMY PETYISpPHBIE OCMOTPHI Bpada-opTaabMoJIora

HEOOXOIUMEL.
C nmoMoIipio creIuaIbHbIX UCCIIEIOBAHUN CIICIIUATIUCT ONPENCIIUT, U3-3a YETro yXYy/IIIaeTCs 3pCHHUS.
Opran cayxa

[Ipu Myxkomonucaxapuao3ax TyroyXOCTh MOXKET ObITh HEHpOCEHCOpHas (CBsA3aHHas C HapylIEHUEM
YYBCTBUTEJIBHBIX (BOJOCKOBBIX) KJIETOK B YIWTKE), KOHAYKTUBHas (CBS3aHHAs C HapylIEHUEM
3BYKOITPOBOJALINX IMyTeW) WM cMellaHHas (komMOuHauusi AByX TumoB). Ilpu cunapome Mapoto-
JlaMu TyroyxocTh 4aille HOCHUT CMEUIAHHBIA XapakTep W Mporpeccupyer ¢ Bo3pactoMm. Pazmmyaror 3

CTENICHU TYTOYXOCTH: JIETKYI0, YMEPEHHYI0 M TSKEIyH. B 3aBHCMMOCTH OT THUIIA U TIXKECTHU



MIOPAXKEHHUSI CITyXa MMPUMEHSIOT Pa3JIMYHbIE METObI KOPPEKIIMU. Ba)KHO, KAK MOXKHO PaHbIIE 3aMETUTh
NPU3HAKKU CHIKEHUS CIIyXa, TaK Kak 0e3 KOPPEKIUHU TYrOyX0CTh IOMEIIAET HOPMAJIbHOMY Pa3BUTHIO U
oOyueHunto maueHToB. MakTopoM, yCcyryonsiomuM HapylIeHUE CllyXa, SBISIOTCS 4acTble WH(EKIUU

CpeIHEro yxa (OTHUTHI).
Jleuenue, HaO/II0IeHME U TIJIAHOBBLIE 00CJ1€I0BAHNA

Bpagamu-skcriepramMu U3 pa3HbIX CTpaH OBUIH CO3/IaHBI PEKOMEHIAAITNHN 110 HAOFOICHHUIO, TUArHOCTHUKE

u jgeyeunro narueaToB ¢ MIIC VI tuma.
Hao6uoneHue, njiaHoBbIe 00C/1€IOBAHUS M TECThI

Jlist Toro, yTtoObl OLIEHMBATh COCTOSIHUE MalMEHTa, 3PPEeKT MpoBOAUMON (HEpMEHTHOU Teparnuu,
¢usznoTepanuu, CymEeCTBYIOT pa3MyHble TECThl W IIKanbl. (OYeHb BaXXKHO HE OTKA3bIBAThCS OT
MIPOBENICHUS ITUX UCCIIEAOBAHMM, TOTOMY YTO OHU TIOMOTAIOT BpayaM OObEKTHUBHO OIEHUTh COCTOSIHUE

manucHra, 000CHOBATh JICHCHUC, BBCCTU U3MCHCHUS B IIPOTPAMMBI pea6I/IJ'II/ITaHI/II/I nu a6I/IJII/ITa]_[I/II/I.

CaMbIM M3BECTHBIM SBIAETCS 6 MUHYTHBIA TecT XoApObl. CyTh €ro O4YeHb MPOCTasi: OIEHUTH
BBIHOCJIMBOCTh TanueHTta. [lanumenTty mpemjaraloT  XOAuTh MO JJIMHHOMY KOPUIOpPY B TeueHHEe 6
MUHYT. OLIEHUBAETCS KOJIMYECTBO MPOMIEHHBIX METPOB. Korna mpoBoauiay KIMHUYECKNUE HUCIIBITAHUS
npenapara s JiedeHuss MIIC pa3HbpIX THIIOB, HCCIIEIOBATENN TPOBOJUIN TAKOE TECTHPOBAHHE 10 U
nocjie Hadajna (pepMEHTHOHM Tepamuu, CpaBHUBAIM PE3YyIbTaThl TPYMIbl MAIMEHTOB, MOTY4YaBIIUX
npernapar, ¢ pes3yiabraraMu TeX, KTO moiydan ruiane6o. ViMeHHO TecT aokasan, uto (epmMeHTHas

3aMCCTUTCIIbHAA TCpallus yaydlIaCT BIHOCIIMBOCTD IMAIMCHTOB U UX ABUT'ATCIIbHYIO AKTHBHOCTD.

Jlnst nuarHoCTUKHM 3a00JIeBaHMs JITKUX W OpPOHXOB HEOOXOIWMO MPOBECTH (PYHKIIMIO BHEIIHETO
neixanust (OBJ]). Ilpu momomu ®BJ] onpenenstor, kKakod MaKCHUMalbHBII 00bEM BO3JyXa MOXKET
BIOXHYTh TAIIUEHT, HACKOJIBKO OBICTPO MPOUCXOAWT Ta3000MeH. OTH TECThl MOTYT BBISIBUTH
3a00JICBaHMs JICTKUX, OMNPEACINTh CTEICHh WX TMOPAXEHHUS W OLUCHHUTh A(PPEKTHBHOCTH JICUCHUS.
TecThl OOBIYHO BBIMOJHSAIOTCS C HCIOJIB30BAHUEM CIEHMAIBHOTO O0OPYIOBaHMS - crupoMeTpa. Bo
BpEMS MCCJIEOBAHUS HYKHO IO KOMaHJE BJBIXaTh, 3aJI€PKUBATh BO3AYyX, BbIAbIXaTh. McciienoBanue

(YHKIIUY JIETKUX HE TPECTABISET OMACHOCTHU ISl 3710POBbSI.

BricaymmBanue (aycKynbTalus) cepma J0HKHO OBITh 00s3aTeIbHBIM U PETYIISIPHBIM HCCIIE0BAaHUEM
Ui TAIMeHTOB C MYKOIOJIUCaXapuao3aMu. BakKHBIM METOIOM U3ydYeHHUs cepima sBISETCS
yIABTPa3ByKoBOM  —  axokapauorpadus  (Oxo-KI'), ona  OesomacHa, 0c300€3HCHHA W
BbICOKOMH(OpMaTuBHA. COBpEeMEHHBIE MPUOOPHI MO3BOJSAIOT MOJYYUTh OMHO-, JIByX- U TPEXMEPHOE
n300pakeHre Ccepla, OMpPEeIeNUTh CKOPOCTh KPOBOTOKA M JaBIEHHWE B Pa3IUYHBIX OTAENaXx,
OTIpE/ICNIUTh HaNpaBlIeHUE U TypOYJICHTHBIN XapakTep KpoBOoToka. Ix0-KI' pexomMeHayIoT mpoBOIUTH
MO TMOKa3aHUsM, HO He pexke | paza B roa. DTo uccienoBaHHE HEO0OXOIUMO, YTOOBl OOHAPYKUTH
mo0bIe TTPOOJIeMBI ¢ cepleM (YBeTUYeHUE pa3MepoB, MHIEKC MAcChl JIEBOTO JKETy/I0UKa, HapyIICHUE
cokparuteabHOM (yHKUMU (ppakuus BbIOpoca), a TakXKe JUACTOIUYECKOW (YHKIUHU, OLEHKA

CEpIICYHBIX KJIAMaHOB, IBMKEHUE MEXIKETYT0YKOBOM 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.
[TammenTsr ¢ cuaapoMoM MapoTto-JlaMu TOJDKHBI HAOMIOMAThCS Y Bpada-HEBPOJIOTa, Bpada-XUpypra,
Bpavya-TpaBMOTOJIOra-0pToneaa, YToObl OHM MOTIM KOHTPOJMPOBATH COCTOSIHME MICHHOTO OT/ena
NIO3BOHOYHHMKA. Ba)XHO OLEHMBAaTh pe3yNbTaThbl MCCIEIOBAHUN B JUHAMUKE, [MOTOMY BCE CHUMKH
CJeIyeT XpaHUTh U MPEJOCTABIIATh BpauaM IPH KaxKIOM CJIEIYIOIIEM UCCIeN0BaHNU. KOMIBIOTEpHYIO
TOMOTrpapuiro TO3BOHOYHHMKA JETAM 4YacTO TPOBOAST TIIOA HApPKO30M, B TOM YHCIE, TMepe

IJIAHUPYEMBIM OIIEPAaTUBHBIM JICYCHUEM.
Penrtrenorpagus

Pentren  meWHOro M rpyAo-NMOSCHUYHOIO OTHEJIOB IIO3BOHOYHMKA B JBYX HPOEKUHUSX CIEAYET
MPOBOJIUTh KaXJbId IO, JTO MCCIEIOBAHHE MPOBECTH TEXHUYECKH mpoule, yeM MPT, kpome TOro
pentrenorpadust maet Oosbiie WHGOPMAIMA O CTPOCHMM TMO3BOHKOB, HO HE TOKA3bIBAET CTETCHb

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
CeyeT Ype3MEPHO OrpaHUYMBATh U OINEKaTh JETeH, HO HEKOTOpbIe BUIbI (M3UUYECKON 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 CyCTaBOB U YIYUIICHHsS OOLIEr0 COCTOSHUS 310pOBbs. dDu3norepaneBT MOKET

IMOCOBCTOBATL PA3JIMYHBIC KOM6I/IHaL[I/II/I C€XKECIHEBHBIX ynpa)I(HeHI/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.

P CKOMCHIAYCTCA 3aHUMATbCS J0Ma, COoYCTasd AKTHBHBIC W IIACCHUBHBIC YIIPAKHCHUS. Kommiexc

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

ClIydasaXx — OpTE3bl, BAHHOYKH, MACCAXK HOI' TAKKC HGO6XOIII/IMI>I.

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, pElIeHHEe BCerna JOMKHO MPUHUMATBCA C  Y4acTHEM JOKTOPOB  Pa3HbIX
CIIEIMAJIBHOCTEN, B TOM YHCIIE BpaYEH-HEUPOXUPYPrOB, Bpavyeh-aHECTE3UOJIOTOB-PEAHUMATOJIOTOB.
Jlydiie mpoBOAUTH JIIOOBIE ONEpaTUBHBIC BMEMIATEIHCTBA B TJIAHOBOM IMOPSAKE, TOTJA BPaYd MOTYT
Jqy4llle OLEHUTh COCTOSHHE TMalUeHTa M TOATOTOBUTHCS K OMNEpalud C y4eToM OCOOEHHOCTEH

MaryeHTa.



bonpmast cnoxHocts mpu MIIC — mpoBenenue aHectesnn. HecTaOMIBbHOCTH IIEHHOTO OTAENA
1103BOHOYHMKA y rmanueHToB ¢ MIIC yBenmnuuBaeT pucK TpaBMaTu4eCKOro NOBPEXKIACHUS MIPU BEICHUN
aHEeCTEe3MH, TaK KaK MHOTHE aHECTE3UOJOTHYECKHE MOCOOUs CBA3aHbl C MAKCUMAJIbHBIM pa3ru0aHueM
mer. YacTo TyromoABMXHBI CYCTaBbl YETIOCTH U TUIOXO OTKPBIBAETCS POT, SA3BIK U JIECHBI MOTYT OBITH

YBCIINMYCHEIL.

B sToM cityyae HY>KHO NPHUHSTH CIEHUATIbHBIE MEPHI MPeNoCTOpokHOCTU. UHTyOUpoBaTh  sronei ¢
MIIC pomxeH ONBITHBIA Bpad, UMEIONIMN OMNpeaeieHHble HaBblkM. Eciaum manueHT mnomnan B
KPUTUYECKOM COCTOSSHUM B OOJIBHHUILY, HEOOXOAMMO COOOIIMTH AaHECTE3UOJIOTY, UTO BO3MOXKHBI
npoOsneMbl ¢ mieed u uHTyOaumen. JlpixarenbHble MyTH, KaK MPABUIIO, CY>XEHbI, MOITOMY MOMKET
moTpe0oBaThCsl PHIOTpaxeanbHas TpyOka MeHblnero nuamerpa. Cama ycTaHOBKa TakoW TPYOKH -

O4YCHb pr,Z[HLIﬁ nponecc, BO3SMOXKHO, HOTpC6yeTCH HCIOJIb30BaHHE THOKOTO 6pOHXOCKOl'Ia.

HecTaOunbHOCTH MIEHHOTO OT/AENa TO3BOHOYHUKA KOPPEKTUPYETCS C TOMOIIIBIO Onepanuu (IeHHbIi
cnoraunofe3). OcBoOOXKIaeTCsl CMMHHOMO3TOBOM KaHajl, TOTOM C MOMOIIBI0 KOCTHBIX (DparMeHTOB
WIA HCKYCCTBEHHBIX MaTepuanoB (OpMHUpPYETCsS OIMopa, OObEAMHSAIONIAsl JIBa BEPXHHUX MO3BOHKA H

OCHOBAHHE yeperna.
Opran cayxa

HeﬁpoceHcopHa;I N KOHAYKTHBHAsI TYIOyXOCTb B OOJILIITUHCTBE CIy4acB MOI'yT KOMIICHCHPOBATLCA

MOI00POM CITYXOBBIX ammapaToB (CIyXOBbIE UMITJIAHTHI CPETHETO yXa).
Cepaeuno-cocynucrasi cucrema

W3-3a pa3BuTHs KIANaHHBIX AUCQYHKUMH HEPENIKO PEKOMEHJIOBaHAa KOHCY/IbTAllusl —Bpaya-

KapaAuoxupypra Aajisl pecHuA BOIIpOcCa O HCO6XOI[I/IMOCTI/I MMPOTE3NPOBAHUA KIIAIIAHOB CCpLa.

N3-3a dacTto pa3BUBAOIIMXCS HAPYHNICHWH pHUTMa CepAra CTaBUTCA BOMPOC OO0 WMILTAHTAIlUN

KapanoBepTepa-aehudpuIsTopa.
Nudexunn

BaxxHo, 4TOOBI OCYIIECTBIISIICS XOPOIIUK yXOf 3a 3y0aMu, TaKk KaK pa3pylieHHbIe 3yObl TIPUUUHSIOT
CWIbHBIA TUCKOM(OPT U SABJISAIOTCA ouaraMu HHpexiuu. HeoOxonuMo peryiasipHO YUCTUTH 3YOBbl,
WCIIOIb30BaTh PAacTBOPHI Il TojlockaHus. Ho make mpu camoif TmiarenbHOM 3a00Te 0 3y0ax, MOTYT
pa3BUBATHCS BOCMAIUTENbHBIE Mpoliecchl. Pa3npaxkurenbHOCTh, T1ad U OECIIOKOWCTBO MHOTA MOTYT
ObITh €AMHCTBEHHBIMM CHUMIOTOMaMu MpoOinem ¢ 3ybamu. llepen omepaTuBHBIM JieueHHUEM 3yOOB
MalyeHTaM, y KOTOPBIX YK€ JMAarHOCTUPOBAHO TMOPAKEHHWE KIIAMaHOB CEpJla, HEe00Xoaum
npoUIaKTUYECKUI MPUEM aHTHOMOTHKOB JO M TMOCJE JICUCHHSA. JTO BBI3BAHO TEM, YTO HEKOTOPHIC
OaKTepuu U3 pOTOBOI MOJIOCTH MOTYT MMPOHUKHYTH B KPOBOTOK U BBI3BaTh MH(MEKIIMOHHBIN MPOIECC Ha
nopakeHHOM KJiarnaHe. Ecnu Heobxonumo ynanenue 3y0a 1oj aHecTe3uei, 3To JI0JKHO ObITh ClIeIaHo
B OOJBHUIIE, a HE B CTOMATOJIOTMYECKON TONHKIMHUKE, IMOJA HAOMIOACHHEM OIBITHOTO Bpadya-

AHCCTC3UOJIOTa-pCaHnuMarojiora 1 3}76HOFO Bpayia.



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
CYLIUTh CIIU3UCTYIO, AENasi €€ TOHbIIE, CUMIIATOMUMETHKU (JJIsI MHTPAHA3aJIbHOTO MPUMEHEHUS, TO
€CTh, MPOTUBOOTEYHBIE WIIM COCYIOCYKHBAIOIIHNE CPEJICTBA) MOTYT MOBBICUTh KPOBSHOE JABICHUE U

CY3UTb KPOBEHOCHBIE COCY/IbI, 4YTO HexkenaresnbHo nmpu MIIC.

N3-3a ocobeHHOCTEH CTPOCHUS MO3BOHOUYHUKA U TPYJHOM KJIETKHU, MAIMEHTaM C CHHApOMOM MapoTo-
Jlamu cnokHee CIpaBUTHCS ¢ MH(MEKIUEHN, €ClM OHA 3aTparuBaeT JETKUe, I03TOMY BpauM J1axKe MpH

HE3HAYUTENbHOU MH(EKIIMU MOTYT Ha3HaYaTh aHTUOUOTHKHU.

YroObl HOpMATHU30BaTh LHUPKYIALMIO BO3/AyXa B JETKUX, PEKOMEHIyeTCcd M MPOMUIAKTHUECKH, U BO
BpeMsi 0OJIe3HH MPOBOAUTH WUIPbl C MbBUIBHBIMHM IMY3BIPSMHU, BaTOW, COJIOMUHKAMM JIJIsi HAIUTKOB,
OyMaXHBIMU TIAKETaMH WU JPYTUMHU TIpeaMeTaMu (BO3AYIIHBIMH IlIapaMu, MsS4amu), TPeOyIoIUMU
aKTMBHOW pabOTHl JBIXaTeIbHOM cucTeMbl. JlJa paeTedt mocrapimie, IS TOAPOCTKOB MOYKHO
pa3paloTare ymnpakHEHUs JUIS PACTSHKEHUS MBI TPYIHOW KIETKH, 4YTOObI POAUTENN MOTIU

CaMOCTOATCIIPHO 3aHUMATHCA C ACTbMMU.

[TaccuBHBIE yHpa)KHEHUSA JUISL TPYOHOM KIIETKM IPUMEHSIOTCS Ui IMAlMEHTOB C OCTPBIMHU
UH(QEKIUSAMU JbIXaTeNIbHBIX MyTEeH WM Uil TNalMeHTOB, KOTOPbIE HE MOTYT CaMOCTOSTEIbHO
JIBUTAThCS. YNpaKHEHUs mnomoraiT Oonee ddexTuBHOMY oOTAeneHuto ciu3u. K HUM OTHOCSTCS

NOTATUBAHUA, PACTAXKCHUA, IIOTPAXHUBAHUA, MAaCCaAXK U BI/I6paHI/II/I.

Bcem manueHTaM J0JKHA NMPOBOAUTLHCHA IJIAaHOBasA BaKIII/IHaIIl/Iﬂ!

JAuerorepanus

CrneumanbHas 1MeTa HE CMOXET NpPeNoTBpaTuTh HakoruieHue Al Tak Kak OHM CHUHTE3UPYIOTCS B
KJIETKaX, a He nocTynatoT ¢ numed. [loatomy orpanudenus B auere nauueHram ¢ MIIC He HyXHBI,

MAIMEHTHI IOJDKHBI MUTATHCA B COOTBETCTBUU C BO3PACTHBIMU MOTPEOHOCTIIMHU.
IlaToreHernveckas Tepanus

Hns  MIIC tun VI paszpaborana cnernuanbHas (epMeHTHas 3aMECTHUTENIbHAsI Tepamws, mpenapar -
rancynbdaza**. Ilanuenty exeHeneabHO BHYTPUBEHHO BBOISAT HEAOCTAIOUIMM  (epMeHT B
cTaHaapTHoil go3upoBke (1 mr/kr). B camoil mpoueaype BHYTPUBEHHOTO BBEIEHUSI (PEpMEHTa HET

HUYETO CIIOKHOTO, U MPH ONPEACIICHHOM HaBbIKE HH(PY3UIO0 MOKHO MPOBOJIUTH B JH000M OOJBHUIIE.

OddekT oT Tepanuu BO MHOTOM 3aBHCUT OT TOTO, KOrja ObLIO HayaTo jedeHue. Bmecrte ¢ Bpauom
HEOOXoauMO Tiepes; HadalioM (EPMEHTHOW 3aMECTHTEIHbHOM Tepamuu OOCYIUTh BCE BO3MOXKHBIE
pucku, modounsie d3PGEKTH U TIABHOE — OXHUAAHMS OT JIeYeHUs. BakKHO MOHWMAaTh, YTO BBEACHHE
depMeHTa HE TO3BOJMT BBUICYHTH 3a00JIEBaHME, II€Nb TEPANUuU — 3aMEJINTh MPOrPECCUPOBAHUE
oonesnu. Te nedopmanmu, KOTopble yke CHOPMHUPOBAIKCH, TE€palusi HE HMCHPABUT, WH(Yy3UOHHAs

TCpalusg HC 3aMCHUT H€O6XOI[I/IMBI€ XUPYPTUUICCKHUC BMCIIATCIILCTBA.



B3pocnasa scuznp

[TarmmenTam ¢ msrkoi popMoii 3a00eBaHMsT HEOOXOAMMO HAYYUTHCS OBITh HE3aBUCUMBIMU OT CBOUX
cemei. [logpocTKy M B3pOCIOMY HENB3s 3aMBIKaThCsl B ceOe. HyXHBI JIpy3bs, 0OIICHNE W HABBIKU

CaMOCTOSITEIIbHOMN JKU3HU.

[TockonbKy ManMeHThl ¢ MATKOM (DOpMON CHHApPOMA MMEIOT HOPMAJIbHBINA WHTEIEKT, HEOOXOIUMO

MIPUIOKUTH BCE YCHIIHS, YTOOBI OHU MOJIYYHIIA XOpoIliee 00pa3oBaHHeE.

I'me B Poccuu 3aHUMAIOTCH IMATHOCTHKOM M JIeUeHHEeM

B KaXXI0OM M3 PCTrHOHOB OIPCACIICHDLI JIeueOHbIE YUPCIKACHHA, B KOTOPBIX NMAHUCHTBI IIOTYyYarOT H

MMaTOTeHETHYECKOE JICUCHUE U TTPOXOAT BCE HEOOXOIUMBIC HCCIICIOBAHNS.
¥Y3HarThb 00JIbIIIe

B mupe ecTth MHOTO OpraHu3aluid, KOTOpPbIE MOTYT IIOMOYb BaM HAWTH OTBETHI Ha JIFOOBIE BOIPOCHI,

CBSI3aHHBIX C MYKOIIOJIMCaXapyua03aMu:
MexayHapoaHasi OpraHu3aiys Mo MyKOIoJucaxapuao3aM: Www. mpssociety.org

MexxayHapOoaHBIN TOpTaJl IO peaKUM O0oJie3HsIM www.orpha.net

EBpomneiickass opranuzanusi, oObeIUHSIONIAS MAUEHTOB C pPa3HBIMU PEAKUMH 3a00JeBaHUSIMU
EURORDIS www.eurordis.org

[TomHUTE, YTO aKTUBHAS TIO3UIUS CAMUX MAIIMEHTOB — 3aJI0T YCIEIIHON M CYACTINBOMN KU3HU!
OowmecrBennbie opranusauuu 1 pouasl Poccnu

MIIC VI tuna BxoauT B mepeueHb OphaHHBIX 3a00JICBaHUH, JICUCHNE KOTOPBIX MPOBOIUTCS 3a CUET
cpeactB rocyaapcrBa. [loMoub mnanueHTaM MOMYYHUTh JICUYEHUE, TMOBBICUTH HHPOPMHUPOBAHHOCTH
oOmrecTBa 0 peaKux OONE3HsIX, a TaKKe JOOMBATHCS MPOIABIKCHUSI 3aKOHOJATEILHBIX WHUIIMATHB B
obnacty ophaHHBIX 3200JI€BaHU MOTYT OOIIECTBEHHBIC OPTraHU3allu. B CETH MHTEPHET BBl CMOXKETE
HalTH WHPOPMAIIUIO O HECKOJBKHX OOIIECTBEHHBIX OpPraHU3alldsX, KOTOPbIC MOMOTAIOT CEMbBSIM C

MYKOIOJIMCAXapUI03aMHU.
IHoMmomb ceMbH

Koneuno, MHOroe 3aBHUCHUT OT Bpaya, CKOJIbKO OH 3HAeT Mpo Bamle 3a0ojieBaHUE, MPaBUIbHO JIU
Ha3HAYWI JICUCHHE, XOPOIIO JIH OOBSICHIII BaM MPUHIUIIEI Tepanuu. Ho He 3a0biBaiiTe: OT ceMbH ycmex
Je4eHHsI 3aBUCUT HE B MeHbIIeH cteneHd. HykHo cobronaTh peKkoMeHAaluu, HU MPU KaKuX YCIOBUSX
HE TEepATbh HAJEXKJbl U CaMOMY CTaTb 3KCIEpPTOM B cBoeM 3aboseBaHuu. Ywurailte nureparypy,

oOIaiTech ¢ CeMbsIMU, HE CTECHSMTECH 3a/1aBaTh BOIMpochl. U naxe eciau Bbl He mobeauTe OOIE3Hb


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

IMOJIHOCTBIO, U3MCHUTH XU3Hb K JIYy4YIICMY, CACIIAThb POJHOI0 BaM YCJIOBCKA CHACTIIMBBIM B BalIUX

cunax!

3a00TUTHCS O MAIMEHTEe C TsDKENBIM 3a00JieBaHMEM — OYeHb TpyAHAs 3amgada. Pomurtenu Toxe
HYKJIaIOTCSl B IOJHOLIEHHOM OTABIXE, & 3TO HE BCeraa Iosydaercs. ECiau B ceMbe pacTyT U ApyTHe
JI€TH, OHU Takke TpeOyroT BHUMaHUs poauTeneid. MHorue poauTenn oOpamaroTcs 3a MOMOIIBIO K
BOJIOHTEpPAM WJIM COLMANbHBIM paboTHUKaM. Eciu B BamieM ropojie CyIIEeCcTBYIOT TakKOro poja

noJJIepKKa, 00s3aTeTbHO BOCTIONB3YHTECH €.

[Manmentsr ¢ MIIC II MoryT nomMo4sb CBOMM POACTBEHHUKAM, IPOCTO COOOIIUB UM O HEOOXOIUMOCTH
MPOUTHU AMArHOCTUKY. Ecnu nuarno3 OyaeT yCTaHOBJIEH paHO — JI0 Hadala HeOOpaTUMBIX M3MEHEHUN
BHYTPEHHUX OpPraHoB, JiedueHue Oynet ropaszno 3ddexruBHee. TecTupoBaHue Takxke HEOOXOIUMO IS
BBISIBJICHUS] HOCUTEIBHUI] OOJI€3HH, MOCKOJIbKY OHM MMEIOT BBICOKUW PUCK Nepenadyd 3a0oJeBaHus
CBOMM CBIHOBBSIM M JOJKHBI UMETh 3Ty MH(pOpMaiuio. Jledamuii Bpad win Bpauy-TeHETUK HE MMEET
MpaBa pasrianarb MEIUIIMHCKYI0 HHPOPMAIIKIO, TTOITOMY CyAb0a POIAHBIX — IIETUKOM B PyKax CaMHX

IMannuCHTOB.



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

IHpuioxkenue I'l llkana cy0beKTUBHON OLIEHKH NMEPEHOCUMOCTH (PU3HUECKOM
Harpys3ku (mkaJjia bopra) (Borg scale)

Hcrounnk: [Borg GAV. Psycho-physical bases of perceived exertion. Med Sci Sports Exerc
1982;14:377-381, Borg, G. Borg"s Perceived Exertion and pain Scales. USA: Human Kinetics, 1998,
p. 2, Grant S, Aitchison T, Henderson E, Christie J, Zare S, McMurray J, Dargie H. A comparison of
the reproducibility and the sensitivity to change of visual analogue scales, Borg scales, and Likert
scales in normal subjects during submaximal exercise. Chest. 1999 Nov;116(5):1208-17].

Tun: mkanxa oleHKu

Ha3nauenne: cyObeKTUBHOM OIIEHKA IEPEHOCUMOCTH (PU3NYECKON HATPY3KU
OueHo4YHbIN HHCTPYMEHT: IlIKajia

Conep:xkanue 1 KJIKO4:

[TanieHT moyyaeT MHCTPYKIUU MO OIIEHKE OJBIIIKKA BO BpeMs (u3nueckor Harpys3ku: ot () 6amios -
CIIOKOMHOE JbIXaHUE, HET OIIYIICHUS OJBIIIKHA U aanee — 10 10 6amioB, Korma oabIIKa MaKCUMallbHa.

OreHuTE CBOU OIIYIICHUS B HaCTO}IHII/Iﬁ MOMCHT.

Bannbi OwyuieH1s oAabIKU

0 OTcyTcTBYET

0,3

0,5 MpakTnyeckn HeT (eaBa 3aMeTHas)
0,7

1 OueHb crabas

1,5

2,5 Jlerkas ogbilwka

3 [0oBONbHO TAXeNas oAblKa

4

5 Taxenas oablwKa

6

7 CWnbHO BblpaXKeHHas Tsxenas oAbllKka
8




10

OueHb BblpaxkeHHas Tskenas oablwka (Ha npeaene BO3MOXHOCTEN)




