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CIIMCoOK CoKpalleHun

AJIT - anmaHnuHaMMHOTpaHcdepasa;

ACT - acnapratramuHoTpaHcdepasa;

I['Al"' — IIMKO3aMUHOIJIMKAHBI;

KT — komribioTepHasi Tomorpadusi;

MIIC — mykoronmcaxapuios;

MPT — MarHuTHO-pe30HaHCHasl Tomorpadus;
CCC — cepheyHo - COCyamuCTasi CUCTEMA;

TI'CK — TpaHCIUIaHTALMM FeMOIIO3TUYECKUX CTBOIOBBIX KJIETOK;
VY3U — ynbTpa3sBYyKOBOE MUCCIeN0BaHME;

@B/l — (yHKIIMSI BHEIIHETO IbIXaHMUSI;

@®3T — pepMeHTHAs 3aMeCTUTe/IbHAS Teparus;
OKT — snekTpokapauorpadus;

OHMTI — snekTpoHelipomuorpadus;

Ox0-KI' — axokapauorpadus;

O3I' — snekTposHiedanorpadus;

ARSB - apuicynbdarasa B



TepMMUHBI U onIpeae/IeHUs

depMeHTHasl 3aMeCTUTe/IbHAsI Tepamnusl — JiedeHue, 3aKIvaloleecs
BO BBeJleHMM MpenapaTa (peKoMOMHAHTHOTO ¢epMeHTa) MaleEHTAM C
HacaeICTBEHHBIM HapyllleHeM MeTabonn3Ma.

JIuzocomHble 00J€3HM HAKOIJIEHMsSI — Tpylna HacaeqCTBeHHBIX
MOHOTEeHHbIX 3a0o0/ieBaHMt, CBSI3aHHBIX C HapylleHueM QYHKIUU
JIM30COM.

Myxkomonnucaxapumo3bl (MIIC) - rpyImna HacaeaCTBEHHBIX Ooje3Heil
obMeHa BeIIeCTB, CBSI3aHHBIX C HapylleHMeM MeTabonm3ma
IJIMKO3aMUHOIMIMKAHOB (T'AT'), mpuBozsiiiee K MOPa>keH0 OPraHoB U
TKaHeil. OOycIOBJeHbl OaHHble 3a00jeBaHMSI MYTalMSIMU TEHOB,
KOHTPOJIUPYIOIIUX  TIPOLLeCC  BHYTPWJIM30COMHOIO  TUAPOIN3A
MaKpPOMOJIEKYII.



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenmne 3a601€eBaHUS UM COCTOSTHUS
(rpymnmnbl 3a00/IeBAHUI MJIV COCTOSTHUI)

Mykononucaxapuno3d VI tuna (Cuaapom Maporo Jlamu) -
HacnencrBeHHast AM30COMHasi 00Jjie3Hb HAKOIJIEHMS, TPU KOTOPO¥i
HeIOCTaTOYHOCTb (depMeHTa N-aleTuUaraaakTo3aMuH-4-CynbdaTassl
(apmiacynbgaTaspl B) mnpuMBOAUT K HaApYUIEHMIO paclieIlyieHus
rnuko3amuHorivkana (IAT') mepmartaHcyibdara.

Cunpgpom Maporo-Jlamu, mykomnonucaxapugo3 VI tuna (MIIC VI)
XapakTepu3yeTcss OTCTaBaHMEM B pOCTe, OrpybeHueM 4uepT JIma,
CHIDKEeHMeM (JIyxa, TYTONOABVKHOCTBIO CYyCTaBOB, MHOXXECTBEHHBIM
OU30CTO30M, TrelaTOCIVIeHOMerajuyey, II0CTelIeHHbIM pa3BUTHEM
CepoevyHO-COCYIUCTOM M  [ObIXaTeJIbHOM HeNOCTaTOYHOCTU. Bce
BbILIeNIepeycIeHHbIe IIPM3HaKU NIPUBOLAT K MHBaIUANM3ALNHA, a IIPU
TSKEJIOM TeueHUM 60J1e3HM - K JeTaibHOMY ucxony [1,2].

1.2 3Tnonorust u naTtoreHes 3a6oIeBaHUS UJINU
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI MJIM COCTOSTHMIT)

HenmocraTouHocTs depmeHTa N-aleTuUarajakTo3aMuH-4-CylibdaTasbl
(apmiacynbgaTaspl B) mnpuMBOOMT K HapylIeHMIO Oerpagainumu
nepmataHcyibdaTta. TAI' HakaliMBaeTcsi BHYTPM JIM30COM U
00yC/IOB/IMBAET KIMHUYECKYI0 KapTUHY TSDKEJIOTO XPOHMUUECKOTO
IIPOrpecCUpPyIoIIero 3a60/1eBaHMSI. HemocTaTOUuHOCTD
apwicyabdartassl B o6Hapy>kuBaeTcs BO BcexX TKaHsX [1,2].

l'en ARSB, xomupywnoumii apwicynbdaTtasy B, KapTupoBaH B
XpOMOCOMHOI o6mactu 5ql4. MIIC VI HaciemyeTcs MO ayTOCOMHO-
peliecCMBHOMY TUIy [1,2].

M3-3a CHIDKEeHUSI aKTUBHOCTM (epMeHTa IPOUCXOAUT HaKOIUIeHUe
pasanuHbix TUIOB I'Al' 1 pa3BMBaeTcsi coMmaTuueckasi MaHudecTaums
B BUJie JIMLIEBOIo AucMopdu3Ma, rernaTocIyieHoMeraanm, mopaxxeHust
cepnaua, I bIXaTeJIbHOMI CUCTEMBI, U3MEHeHUMn CKeJleTa,
HEeBPOJIOTMYECKOM CMMIITOMAaTHUKU, reMaToJormyecKue u
odTanbMoIoTMUeCcKye U3MeHeHMUSs. BapnabenpHOCTD MIIC



orpenenseTcs TUIIOM HaKaruiMBaeMoro cybeTparta Tpu
HepmocTtaTouHoi pAerpagauuu I'Al': mpu MIIC VI Tuma npomucxogut
HaKOIIeHMe aepMaTaHcy/bdara.

1.3 dnmuaeMmosiorus 3a00JeBaHusI UV COCTOSTHUS
(rpynmnbl 3a00/IeBaHU WJIM COCTOSTHUI)

MIIC VI tuma pegkoe HacjaeICTBEeHHOe 3a00/ieBaHMe, CPeIHSISI YacToTa
B mupe cocrasisger 1:300 000-1 :400 000 >kuBbIX HOBOPOXAEHHbIX. B
OTHenbHbIX cTpaHax yactora MIIC VI mokeT ObITh Bblllle, UTO CBSI3aHO
C TeHeTUYeCKMMM 0COOeHHOCTSIMM TTOMMyAsiuum [3-5].

1.4 Oco0eHHOCTM KOOVIPOBaHMS 3a00/1eBaHVs VIV
COCTOSIHUS (TPYIIIIbI 3a00/IeBaHUI MJIM COCTOSTHMIT)
1o Me>XayHapoaHOM CTaTUCTUYECKON
Kaaccudukanym 0o1e3Hen 1 rpoodseM, CBI3aHHBIX
CO 3I0pPOBbEM

Cornacio MKB10, 3abosneBaHme OTHOCUTCS K Kkiaccy IV, 6onmesHsm
SHIOKPUHHOM CUCTEMbI, PaCCTPOVCTBY TMMUTAHUS U HapyUIIeHUIO
obMeHa BellecTs, E 76.2 - Mykononucaxapuao3 VI Tumna.

1.5 Knaccuduxkanus 3a001eBaHMs UM COCTOSIHUS
(rpymmbl 3a00/IeBaHUI VIV COCTOSTHMIA)

Boeigensior 11 TunmoB MIIC B 3aBUCMMOCTM OT [E€PBUYHOIO
o6moxummueckoro gedexra ([Tpmunoxkenne I'l).

Boigensior 3 xkamHuueckue ¢opmbl  MIIC VI B 3aBUCUMOCTU OT
Bo3pacTta [de0moTa, CKOpPOCTM IIPOTPECCUPOBAHUS UM CTEIlIeHU
MOpaskeHMsT pa3JIMUYHbIX OPraHOB M CUCTEM: NIpU TsDKeaoit dopme
nebrT 3aboeBaHMs - B Bo3pacTe 1-3 jieT, IIpyu CPegHETSKeNIoNn - ¢ 6
JieT, pu jierkoi — mociie 20 jeT. 9TO paspesieHue JOBOJIbHO YCIOBHO.
MIIC VI npencraBisieT CKopee KOHTMHYYM KJIMHUYECKMUX (PeHOTUIIOB
OT JIETKOTO IO TsKeNOoro. OTIMUMTE/IbHON XapaKTEePUCTUKOM 3TOTO
tuna MIIC sBsleTCSI OTCYTCTBME WMHTE/UIEKTYAJIbHBIX HapylleHUI
[1,6].

1.6 KnuHanueckast KapTuHa 3a00/1IeBaHUS UIN
COCTOSIHUS (TPYIIIIbI 3a00/IeBaHUI MJIM COCTOSTHUI



MIIC VI - pasHooOpa3HOe MO CBOMM KIMHUYECKMM ITPOSIBJIEHUSIM
3abo/ieBaHMe M Yy ITIAlIMEHTOB MOTYT HAOMIONATHCS pas/iMdHbIe IO
CTEeHM TSKeCTU UM CKOPOCTU TIPOrPecCUpOBaHUS TMOPaAKEeHUS
OpPraHOB U CUCTEM.

bosiesHb XapakTepusyeTcs OTCTaBaHMEM B pPOCTe, USMEHEHUSIMU CO
CTOPOHBI OPraHOB 3peHMsI, OrpyOjeHMeM 4YepT JMIA, CHUKeHMEM
cayxa, TYTOMOABVKHOCTBIO B CyCTaBax, IIOCTEIEeHHO
Tporpeccupyioieit medopmaiiyeit T03BOHOYHMKA, I'PYAHOM KJIETKHU, U
KOHEUYHOCTEel; relaToCIiIeHOMerajanei, IM[MOCTEeIeHHbIM pPa3BUTUEM
CepaevyHO-COCYAUCTON U IbIXaTeJIbHOM HeIOCTAaTOYHOCTH [1,6].

OCHOBHBIMU NpU3HaKamu 60J1e3HU SBJSIOTCS HU3KUI POCT, JINIIEBbIE
ousMopduu (orpybsaeHue uept auia), sedopMmanys MO3BOHOYHMKA U
6oukooOpa3Has ngedopmalMs TPYAHON KIETKM, MHOXeCTBeHHbIe
KOHTPAKTypbl CYCTAaBOB PA3/IMUHON CTENeHM BbIPA’)KEHHOCTH,
TopakeHue CepaeuHO-COCYAMUCTON CUCTEMbI, TIOMYTHEHME POTOBUILILI.
ITpu sTom Turie MIIC MHTe/JIEKT He CTpadaer.

BHemHuit Bup maunueHTa Ipu  TsoKenoir  ¢popme MIIC VI
xapaktepusyercs:i orcraBanuem B pocrte (90-100 cm mpu ObicTpom
IIPOrpecCUpPOBaAHNUN; MaKCUMaJbHbIN - 150 CM),
OUCIPOTIOPLUMOHANIBHBIM  TEJIOCIOXKEHMEM -  KapJAMKOBOCTBIO €
yKOpoueHueM TyaoBuIla. OTMeuaeTCss M3MEHeHMe 4YepT Jaulia -
KPYITHBIN HOC C 3amaBliieii mepeHoCcuIieii, 5K30dTalbM, ITyXJble I'yObl,
Makpornoccus. IIpu nerkoit dopme 3aboneBaHusi orpybjaeHue uyepT
nuua, gedbopmanuM CKejleTa M 3aJepkKKa poOCTa BbIpaskeHbl B
MeHbllIeil cTereHn. XapaKTepHbl YIUVIOTHEHME UM YTOJIIEeHME KOXKMU,
>KeCTKMe BOJIOChI, yMepeHHbI rTupcytusm [1,6,7].

KocmHuas cucmema: HaOGMIOOAIOTCSI HU3KUIT POCT, TYTOMOABMKHOCTH
CYyCTaBOB KOHEUHOCTEe}, BaJibI'ycHasl medopmaliusi rojieHeil pasHoOit
CTereH BbIpaykeHHOCTH ; MHOKeCTBEHHbIN AM30CTO3: cKadoiiedanns,
ruronyasus 3y6oBuaHOro oTrpoctka C2-T03BOHKA, TMIOILIA3UU
IMO3BOHKOB, IOPCOIOMOAPHBIN Kndos B pe3yJbTaTe
OpPaxXUCIIOHAUINUM, TUIATUCIIOHIAMINMA, MHOTAA CKOJIMO3, TTOSICHUUYHbIN
rutiepiopaos. OnpenesnsiorTcs MMpokue pebpa, KOPOTKME U3OTHYThIE
K/JIIOUMIIbI, TUIOMJA3usl TOJIOBOK ILJIEYEBBIX KOCTeM M BapycHas
nedbopMalusi IUIEYEBBIX KOCTei B IIPOKCUMMAJIbHBIX OTAeax,
oucTaabHble 3MMGU3bI KOCTEl Mpeariedbs CKOLIeHbl APYT K IPYTY.
3amepskka (GoOpMUpPOBaHUSI siAep OKOcTeHeHMus. I[IsSICTHble KOCTHU
KUCTEeIl YKOpPOYEeHbl M CYXKEHbl - «3a0CTPEHbI» B IIPOKCUMAaJIbHbIX



oThenax, XapakKTepHa «CKOIIEHHOCTb»  BEPTIYKHbIX  BHAIMH,
nedopMupOBaHHbIe, YIUIONeHHbIE TOJOBKM OeIpeHHbIX KOCTel wu
Ba/IbTyCHas medopmaliys 1eek 6egpeHHbIX Kocrtelt [1,8 -10].

OpeaHvl ObixaHus: 4YacTble pecrypaTopHble WMHGpEeKUuM (PUHUTHI,
oTUThI). I'MneprTpodusi MUHIAIMH U afeHOUIOB, YBeJIMUeHe SI3bIKa,
VTOJIIIIeHMEe HaATOPTaHHMKA M TOJOCOBBIX CBSI30K, OOYCIOBIMBAIOT
pasBuUTHE [ObIXaTeIbHBIX HApPYIIEeHUII pasHO CTEeIeHU TSIKEeCTH,
BKJIIOUasi OOCTPYKTMBHOEe amHo3 cHa. OcobeHHOCTM HOedopManyn
TPYOHOM KJIeTKM (KecTKash TrpygHas KiIeTKa B COYETaHUU C
K1(OCKOIMO30M U MOSICHUYHBIM JIOPI030M) CIIOCOOCTBYET Pa3sBUTHUIO
PeCTPUKTUBHBIX JbIXaTe/bHbIX HAPYIIEHMIA.

OpezaH 3peHus: oTMedaeTcsl IOMyTHeHMEe POTOBMIIbI, CBSI3aHHOE C ee
YyTO/ILIEHMEM WU YyBeauvyeHueM (MerajiokopHea), peTUHOIATHS,
U3MEHEeHMS NVICKA 3pUTENLHOIO HepPBa, BHYTPUIIa3HAsl TUTIEPTEH3 S,
raykoma. [lopaskeHne 3pUTeNbHOTO HepBa MOXeT ObITh 0OYC/IOBIEHO
OTJIO)KEHMEM TIJIMKO3aMMHOIJIMKAHOB B TaHIJIMO3HBIX  KJIETKaX
3PUTEIBLHOTO HepBa, KOMIIPECCHel 3pUTENIbHOTO HepBa YTOMIEHHOI
TBEPAOII MO3roBOJ OOO0JIOUKOI MM CysKeHMEeM KOCTHBIX CTPYKTYP
BAOJIb TpPaKTa 3PUTEJBHOTO HEpPBAa, a TakKke IIOBbIIIEHHbIM
BHYTPUUYEPEIHbIX JaBIE€HUEM.

IlenmpanvHas HepeHas cucmemd: WHTEJUIEKT U IIOBeJeHYecKye
peakuyuy Yy TAIMEeHTroB ¢ paHHoi ¢opmoit MIIC 06bIYHO He
CTpafaloT, OOHAKO BBICOK PUCK PasBUTUS MMeIONaTUM ILIEHOrO
OTZAeJia MO03BOHOUYHMKA. BO3MOXKHO pa3BuUTHe KOMIIPeCCUU CIIMHHOIO
MO3ra  BCJIeACTBME  COIYTCTBYIOIIMX  HApylIeHUil  OMOPHO-
OBUTaTe/JbHOTrO ammnapara. OmnuMcaHbl Cayday COABJI€HUS CIMHHOIO
MO3ra, BBI3BAHHOIO  YTOJIIeHNEM ero obosouek  UaU
HeCTabMIbHOCTBIO aTIAHTOAKCUAIBHOTO CyCTaBa (COMPOBOKAAIOTCS
HapyllleHeM MOXOIKM, MbIIIEUHON 1ab0CThi0, HEYKITIOKECTbIO TIPU
COXPaHHBbIX MOTOPHBIX HaBbIKax U IUCHYHKIMEN MOYEBOTO ITy3bIpS)
[1,6,11].

Taxkenas dbopma 60me3Hn COIIPOBOXAAEeTCS OTKPBITOM
(coobmiammeiicsi)  ruppoliedanueit, HapylleHUSIMM  pPe30opOoLuu
COMHHOMO3T0BOM Xuakoctu (CMJK), KoTopble Takke BHOCST BK/Ia[, B
pa3sBUTHE HEBPOJOrMUeckux HapyiieHui. [IpusHaku ruppouedannmn
3a4aCTYIO0 IMOSBJISIIOTCS MejIeHHO U He3aMeTHO, ¥ MOT'YT 3aK/II0YaThCs
B M3MEHEHUM TIOBeldeHMsI, BO3HMKHOBEHMM TOJIOBHOI 6o0ju,
HapyIIeHU 3peHns.



KpanuoBepTebpaibHbIii CTEHO3 pa3BMBaeTcs y mauyeHToB ¢ MIICVI
BCIe[CTBME TUIIOIUIa3uUM 3yO0OoBMUIOHOTO oOTpocTka C2 T03BOHKA,
aTJIaHTOAKCUAJIbHOM HecTabuMIbHOCTH, OTIoKeHUs1 Al B TBepmoii
MO3rOBOJ 000JI0UKe ¥ 3aJHell TpPOIOJbHOI CBSI3KE, YTO B
oanbHeleM IMPUBOOUT K KOMIIPECCMOHHOM MMeJIONaTuM Ha 3TOM
YpPOBHe, M KaK CJeNCTBME, Pa3BUTUIO OYyIbOApHBIX HapYIIeHUIA,
LIEHTPAaJIbHOM [ObIXaTeJIbHON HeO4OCTaTOYHOCTU. CUMIITOMbBbI MOTYT
BKJIIOUATh HapyllleHMe MTOXOKM, MbIIIEUHYI0 C1ab0CTb, HEYKITIOXKECTb
IIpY COXPAHHBIX MOTOPHBIX HaBbIKaX U IUCHYHKIMIO MOUYEBOTO
my3bip4 [1,6,8].

KapnasbHbIi TOHHEJbHBIN CUHOPOM — HeWpomaTus CHOABJIEHUS VY
rnanuueHToB ¢ pasanuHbiMu Bugamu MIIC. TIpyu OoTCyTCTBUM JIeueHUs
MOKET IIPUMBECTM K HeoOpaTuMMOl KOHTPAKType IMCTaJIbHbBIX
MeXX(allaHTOBbIX CYCTaBOB, a TaKKe K HapylleHMI0 WM IoTepe
YYBCTBUTEJILHOCTH TEPBLIX 3 NA/IbLEB U K ITape3y MBIIIIL TeHapa.

HOnzocros nipu MIIC VI Turia npuMBOOST K CHUKEHUIO IMOABMYKHOCTU
HIDKHEl 4esioCTH, UTO OTpaHMUMBaeT CIIOCOOHOCTh OTKPBhIBATh POT U
’)keBaThb. HapylleHUs I7I0TaHUS BCTPEUYAIOTCS PeIKO, OTMEYarTCs Ipu
CpegHEeTSIKeJIOM U TSIKeJIOM TeueHUM 3abosieBaHUSI M, B OCHOBHOM,
CBSI3aHbl C HapylleHMeM (QYHKIMOHMPOBAHMUS CTBOJIOBBIX OTIEOB
TOJIOBHOI'O MO3Tra. OTcyTCcTBME TIIPaBUIBHOM peryiasiuuy akra
[JIOTaHUSI TIPUBOAUT K 3abpocy MMM, CIIOHBI B Tpaxew U
OpoHxMa/IbHOE NIepeBO U Pa3BUTUIO BTOPUUHON MHOEKIUM B BUIE
peLVOUBUPYIOIIMX ACMIMPALMOHHBIX OPOHXUTOB M IMHEBMOHMIL. JTO
yCcyryonsieT [nbIxaTe/ibHble HapylleHMs, SIBSOIMecs ClaeAcTBUueM
oTnoxkeHus I'Al' B BepXHUX U HUKHUX ObIXaTeJbHBIX NYTIX [9,10,13].

Cepoeuro - cocyducmas cucmema (CCC): oTmeuaeTcsi yTOJIEHME
CTEHOK Ccepala, M3MeHeHUs CO CTOPOHBbI K/IAallaHHOrO armapara
(YIUIOTHEHMEe CTBOPOK M XOpZ, KJ/allaHOB), Pa3BUTUS CepLeYHOi
HEeIOCTaTOYHOCTU, KaK C COXPAaHEHHOW, TaK M CO CHMUKEHHOI
COKpaTUTENIbHOJ CIOCOOHOCTbIO MMOKapaa. [IposiBiieHUsT cepAeyHo-
COCYOUCTBIX HapyLIeHUI OTMEeYalTCs C paHHero BO3pacTa.
BOJIBIIMHCTBO MAllMEHTOB MMEIOT, 110 KpaliHell Mepe, OOUH MPU3HAK
KO BTOPOMY AeCITUIeTUIo Xusuu [1,6,12].

XapakrepHbiMu npusHakamu rnopasxkeHuss CCC npu MIIC gaBisitoTcs

OIUCPYHKLIMM KIallaHOB (B OCHOBHOM, MUTPAJbHOTO, A0PTaJIbHOTO
K/allaHoB), rumnepTpodus Muokapaa, HapylleHue pUTMa U
MIPOBOAMMOCTU. DYHKIMS KIANlaHOB, HECMOTPSI HA UX YTOJIEHNe B
pe3dyinbraTe oOmioxeHust [Al, MoxkeT HeKOTOpoe BpeMs He
HapylaTbCa. B nowienyroem IMOSBISIeTCs WIYMbI, XapaKTepHble 11



MUTPAJIIbHOM (CUCTOMUYECKUI) UM aOPTAJbHOM (OMACTOINYECKUN)
HeIOCTAaTOYHOCTU, pa3BUBAIOIIMECS B pe3y/bTaTe HECOCTOITEbHOCTU
KJIaIllaHOB. B manbpHeimeM ykKopodyeHue xopa U ¢ubpo3 JieBOro
apPTPUOBEHTPUKYISIPHOTO KOJbIlA IIPUBOOSIT K CTE€HO3MPOBAHUIO
MUTPAJILHOTO OTBepCcTUsA. HegocTaTOUYHOCTh TPUKYCIIUOAIBHOTO U
ITy/IbMOHA/IbHOTO KJIallaHa 0ObIYHO KIMHNYECKM He TMAarHOCTUPYIOTCS
[1,6,12].

CaMoi1 yacToM TNPUYMHON PA3BUTUS CEpPIEUYHON HegOCTAaTOYHOCTU C
coXpaHeHHOV dpakiyein BbIOpOCAa JI€BOTO JKEJIyOOo4YKa Y ITUX
MalMEeHTOB SIBJISIETCS MMOBBIIIEHME KeCTKOCTU MMOKapAa B pe3ybTaTe
oTnoxeHuss ['Al' (mo Tumy peCcTpUKTUBHONM Kapauomuornatuu). B
penKkux CIydasx MOsKeT HaOIIofgaTbCs CHIDKEHMEe COKPaTUTEIbHOM
CIIOCOOHOCTM 3a CUET AMUJIaTalMM II0JIOCTENA.

Kpome TOro, cepmeuHasi HeIOCTaTOYHOCTb MOKET pPa3BUBATHCSA C
TopakeHMeM TIIPaBbIX OTHEJI0B Cepflla, I0 TUIY XPOHUUYECKOTO
JIETOYHOTO cepjlia, B pe3yiabraTe nOedopMaliuy TPygHON KIETKH,
IopakeHusl JierkKux u3-3a oTinokeHusi TAI' (kecTKue Jierkme),
HapylIeHUs] APeHUPOBaHMUSI OPOHXMATBHOIO JAepeBa M3-3a CYKeHMUS
OpPOHXOB ¥  pa3BMBAIOIIENCS  TpaxeoMajsluM WM  Pa3BUTUS
XPOHMUYECKOM TUITOKCUN.

JKenydouHo-kuwieuHas cucmema: CUHIPOM pasapa)keHHOro
KUIIIeYHMKA, reraTocivieHomeranns. [1,6].



2. IuarHocTuka

HOuarnos MIIC Ttun VI vycraHaBauBaeTcsd Ha OCHOBAaHUU
COBOKYITHOCTY: aHAMHeCTUYeCKUX OAaHHbIX, KIMHUYECKNX JTAaHHDIX,
pe3y/ibTaTOB J1a60PaTOPHOTO MCCAed0BaHUs (OMOXMMUUECKOTO U
MOJIEKY/IIPHO-TeHeTUUYeCKOr0 aHaan3a).

Huppepenyuanvras duazHocmuka npogooumcs ¢ opyzumu munamu
MIIC, anvppa-maHHO3Uud030M, NO30HUMU (POpMaAMU 2aH2aU03UA0308,
MYKONUNUOO30M, HeuH@eKYUOHHbIMU noauapmpumami,
anugusapHseimu ducnaasusmu [1].

2.1 JKanoObl 1 aHAMHe3

IIpy cbope aHaMHe3a ¥ Kajod PEKOMEHAOBAHO OOPaTUTH
BHIMMaHMe Ha CIeAyIolye Xajlo0bl ¥ aHaMHeCTUYeCKue COObITHS :

IIpu cbope aHamMHe3a M kajob ciaemyeT oOpaTUThb BHMMAaHME Ha
cJIeyIoIye 5KajJo0bl ¥ aHAMHECTUYECKIMEe COOBITIS:

OTsiroIeHHbIN ceMeitHbIli aHaMHe3 (CXOmHbIe cyyau 3abomeBaHMs
B ceMbe, OIM3KOPOACTBEHHBIN OpaK)

«I'pyObIe» YEPTHI JIUIIA

YyacThle pecrpaToOpHbIe 3a00/1eBaHMS

HU3KUI POCT

CHIKEeHMe CTyXa

CHIDKeHMe 3peHMs

peluAUBUpYIOLINeE IPhIKM (0COOEHHO - IBYCTOPOHHME)
TIOMYTHEHME POTOBULIbI

MHOXeCTBeHHbII Au30CTO3 (medopmMmaluy Uepera, TIPYOHONM
KJI€TKU, TO3BOHOUHMKA, KOHEUHOCTEN)

HapyleHe ocaHKU-K1do3, CKOINO03

yXyAlieHue MMepeHoCUMOCTY PU3UUEeCKMX Harpy30K

CJ1a00CTh B KOHEUHOCTSIX

TYTOMOJABMKHOCTD B CyCTaBax

M3MeHeHMe ITOXOIKU

HEeJIOBKOCTh MEJIKO MOTOPUKU

HapyllleHMe KOHTPOJIS 3a PYHKIUMSIMMU Ta30BbIX OPTaHOB

arHo3 BO CHe



JKanobsl u aHamHe3 makxice OnucaHsl 8 pa3aeﬂe «KJIUHUYecKkas
KapmuHa».

2.2 dusukaabHOE 00c/IefoOBaHye

IIp ocmoTpe HeOOXOOMMO OOpPaTUTh BHMMAaHME HA OCHOBHbBIE
KIMHnuyeckue mpossaenns MIIC VI:

rpyoOble YepThl JIMIIA

HU3KOPOCJIOCTD

TYTOIOABVIKHOCTD CYCTaBOB

ITIOMYTHEHME POTOBUIIbI

reraToMerasns

CIIJIEHOMeTaIust

I1aXOBO-MOIIIOHOYHbIE U ITYITOYHbIE I'PhIKU

BuipakeHHOCTh K/IMHUYECKUX TIPOSIBJIEHUI B 3aBUCUMOCTU OT
Bo3pacra mebrTa MIIC VI moxkeT BapbupoBath (IIpunokenne I'2).

2.3 JJaGopaTopHbIe JUArHOCTUYECKME VICCIeTOBaHMSI

OcHoBHbIe Jj1abOpaTOpHbIe MeTOAbl IIOATBEPXKAEHMUS IMarHosa
MIICVI  BKIIOYUAIOT  OIpede/eHue  aKTMBHOCTU  (epMeHTa
apuncynbdaTtasbl B, KonmuuecTBeHHbIN U KaueCcTBeHHbI aHanu3 [AT
MOYM U MOJIEKYJISIDHO-TeHeTuuYecKue uccienoBanus reHa ARSB.
IlaHHbIe MCCAedOBaHMSI TIPOBOMSITCS B CHeUMaIu3UMPOBAHHbIX
reHeTUYeCKIMX JIabopaTOpUsIX.

PekoMmeHayeTcs1s BceM mnaiueHTaM ornpeneneHne Al B moue.
IaHHBIIA  TeCcT  SBASETCS  OOHMM M3  IIOATBEPKIAIIUX
ouoxummuueckux tectoB myist MIIC VI tuma [1,14].

VpoBeHb YyOeOUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

KommeHTapum: nossiuieHue yposHs I'AI' 8 moue Habnodaemcs u npu
opyeux ¢opmax MIIC, npu npogedeHuu 3nekmpogopesa IATl
803MOMXCHO 8bl518UMDb U30/1UPOBAHHOE noesluleHue
depmamatcynvpama, umo xapakmepHo MmMoJbKO O 3M020 muna
MIIC.

PekoMeHI0BAaHO OIlpeiejieHMe aKTUMBHOCTM apuicyiabdarassl B
(BXOOIUT B  KOMIUIEKC  MCCAeOOBAaHMIA ISl  IMArHOCTUKMU



MyKoTonucaxapumgosa Tumn VI) B KynabType (ubpobnactos, B
M30/IMPOBAHHbIX JIEMKOLIMTAX, OO B MSITHAX KPOBU, BBICYIIEHHBIX
Ha ¢uIbTpoBaabHOM 6ymare (huabTpbl N2903) Bcem IMalyeHTaM C
Lle/IbI0 TOATBEPXKIeHMs auartHosa [1,14].

VpoBeHb YyOeOUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTU pPEeKOMeHAanuu — 5)

KommenTapuu: y nauuedimos ¢ MIIC VI —akmusHocmb 0aHH020
(pepmenma cHuxceHa. Heobxo0umo u3smepeHue akmueHocmu opyaux
cylbpama3  Ons  UCKIIOUEHUsT MHOMECMBEHHOU  CylbphamasHoltl
HedocmamouHocmu.

PekomMmeHa0OBaHO lcciaenoBanme reHa ARSB (BXOOUT B KOMILIEKC
MCCIeqOBaHMM [IJIS OMArHOCTUKU MYyKOIloaucaxapumosa ™Il VI) ¢
LIeJIbI0 TIOATBEPKOAEHUS OMarHo3a MOJIEeKY/ISIPHO-TeHeTUYeCKUMM
MmeTtopamu [1,6,14].

VpoBeHb YyOeOUTENBHOCTM HoKa3aTelbCcTB C  (YypOBeHb
IOCTOBEPHOCTHU PEKOMeHAauu — 5)

KoMmeHTapum: soiseieHue mymayuii 6 zeHe ARSB noomeepxcdaem
duazvo3 MIIC VI. Cnedyem yuumvi8ame, 4mo 8 peoKux Cayuasx
Mymayuu 6 2eHe ¢ NoOMowbl cmaHoapmusix memodos JHK-aHanusa,
Mo2ym Oblmb He B8blsIBNIeHbl, MAK KAK pacnoazarnmcs 6 2ayoute
UHMPOHOB UlU npedcmasasiom npomsxceHHole deneyuu 2ea [1,15]. B
amux  caydasx — HeoOxodumo — muamenvbHoe — CONOCMAsJeHUe
OUOXUMUYECKUX U KAUHUYEeCKUX OaHHulX Ond noodmeepicoeHus
duazHosa .

PekomeHnpayercss Bcem TIamueHtam ¢ MIIC VI IIpoBeIeHne
aHaaM3a KPOBUM OMOXMMMYECKOTO OOIIeTeparieBTMUeCKOro IS
orpeneyieHuss (QPYHKIMOHAJbHOTO COCTOSIHMSI IIeUeHM, KOTopas
SIBJISIETCSI OOHMM M3 opraHoB-muineHei rnpu MIIC (onpeneneHue
aKTUBHOCTU aJaHMHAMMUHOTpaHcdepasbl (AJIT),
acrmapratamuHorpaHcgepasbl (ACT) B KpoBU, YPOBHSI CBOOOIHOTO
" CBSI3aHHOT'O OMINPYOMHA B KPOBM , YPOBHSI X0OeCcTepMHa B KPOBM,
YPOBHSI TPUITIMLIEPUIOB B KPOBMU ) €CIM He TPOBOAMIICS B
TpealuiecTBywine 6 Mmecsies) [2, 6,16].

VpoBeHb YOeOMTEIbHOCTM [OOKa3aTeabCTB B  (YpoBeHb
JOCTOBEPHOCTU peKOMeHaauumu — 4).

PekomeHpayeTcst BceM naiyeHtam ¢ MIIC VI mpoBeeHye 00I1ero
(KIMHUMYECKOTO) aHaiM3a KpPOBU [JIS OLIEHKM  OCHOBHBIX



rapamMeTpoB KpPOBETBOPEHUSI U BBISIBJIEHUS] BO3MOSKHbBIX
MHPEKIMOHHBIX  TPOLIeCcCOB  (ecaM  He  TPOBOAMJICA B
TpeJliecTBywIne 2 MecsleB) [2, 6,16].

VpoBeHb YOeOAMTEIbHOCTM [AOKa3aTeabCcTB B  (YpoBeHb
JOCTOBEPHOCTU peKOMeHJauuu — 4).

KoMMeHTapum: 68 (853U C 8bICOKUM  PUCKOM  pa38umusl
UHMEPKYPEHMHbIX — UH(PeKYUuli, acnupayuoHHoOli  NHe8MOHUU Y
nauueimogs ¢ MIIC pexkomendyemcsi nposedeHue  OAHHO20
uccnedosarust He pexce 5 pas 6 200

PekomeHpyeTcs BceM mnaiyenTam ¢ MIIC VI tipoBefeHMe 00I1Iero
(KIMHUYECKOTO) aHa/M3a MOYM [JJISI  OLIEHKM  COCTOSIHUS
MOYEBBIBOASAIIMX IIyTell ¥ Io4YeK (e He MPOBOOWICS B
npeplIecTBywume 3 mecsna) [2, 6,16].

VpoBeHb YOeOUTENBHOCTM [0Ka3aTeJlbCTB B (ypoBeHb
IOCTOBEPHOCTU peKoMeHJanuu — 4).

KoMMeHTapum: 8 (853U C 8bICOKUM  PUCKOM  pa3eumust
UHMepKyppeHmHoIX uHgexkyuii y nayuenmos ¢ MIIC pekomeHdyemcs
nposedeHue 0aHH020 uccnedosarus He pexce 4 pa3 8 200

2.4 MHCTpYMEHTa/IbHbIe JUarHOCTUUYeCKue
HCC/Ie0OBaHUS

Pexomenpyercst scem nauyedntam ¢ MIIC VI niposegenue Y3U
OpPraHOB OPIOLIHOM TOJIOCTM C ILIe/JbI0 BBISIBJIEHUSI YBeIMUeHUI
pa3MepoB IeUeH U Cejle3eHKU (eI He MPOBOAMIOCh MOCaeqHMe
12 mecsues) [2, 6,16, 17].

VpoBeHb YyOegUTENbHOCTM JoKa3aTelbCcTB C  (YypoBeHb
JAOCTOBEPHOCTU peKOMeHaauumu — 4)

KOMMeHTapI/II/It B8blABJIAIOMCAe  YMEPEHHAA c2enamomezaiua uiu
zenamocnieHomezanusi. Ha (bOH(? mepanuu pasmepsl neueHu u
CeJIE3EHKU YMEHbBUANMCAL.

PekoMeHyeTCs C 11e/IbI0 BhISIBJIEHUS MHOXeCTBEHHOI'0 IM30CT03a
BceM mammeHtam ¢ MIIC VI mnpoBemeHue peHTreHorpabumn
1IeIHOTO, TPYLHOrO0 M IIOSICHUYHOrO OTHAesa IM03BOHOYHMKA, a
TaKKe peHTreHOorpaguy BepXHUX U HYDKHUX KOHEYHOCTe (eciu He
NpoBoAMIach mocieguue 12 mecsues) [2, 6,16,25,29].



VpoBeHb YyOeOUTENBHOCTM HoKasaTeldbCcTB C  (YypOBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

KoMMeHTapum:  8bi8/110mMC  MHOMECMBEHHble  OU30CMO3bl
ckagouyeganus, 2unonnasus 3y608udHozo ompocmka C2-no3eoHKa,
dopconrombapHelli  Kugo3 8  pe3yabmame  NAAMUCNOHOUNUU,
NOSICHUYHbLT 2unepnopdo3. Onpedensilomcs wiupoxue pebpa, KOpomkue
U302HYmMble KAOUUYbl, 2UNONIA3USL 20/1080K Njeuesdsblx Kocmeli U
gapycHas degpopmauust naeuesolx Kocmeti 8 NPOKCUMAbHBIX 0Omadenax,
ducmanvHsle 3NUPU3bl Kocmeli npeonjieuvst CKowleHvl opy2 K Opyey.
3adepxika Gopmuposarus sadep oxkocmeHeHus. IIacmusie Kocmu
KUCmetl YKOPOUeHsl U CYMEHbl — <«3A0CMPEHbl» 8 NPOKCUMANIbHBIX
omaoenax, «CKOUeHHOCMb» 8epMYHHbIX 8NAOUH, Je(popMuUpOoBaHHble,
ynjioujeHHble 207108KU 6edpeHHbIX Kocmeli U eanveycHas depopmauus
leek 6edpeHHbIX Kocmeli.

Pexomenpayercss Bcem mnaumeHtram ¢ MIIC VI mnposeneHne
CTUMYJISILIMOHHOV  37eKTpoHeiipomuorpadum  (AHMI), uto
MO3BOJISIET OLIEHUTh (QYHKIMOHAJIbHOE COCTOSIHME MBbIIIEUHBIX
TKaHeli, HepBOB M HEPBHO- MbIIIEUYHON TIiepemaun (ecam He
TIPOBOAMIIOCH ocaenuue 12 mecsues) [2, 6,16].

VpoBeHb YyOeOUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTH PeKOMEeHAAIUN — 5)

KommeHTapum: cmumynsyuonHas SHMI no3gonsiem onpedenumo
cdasneHue cpeduHHO20 Hepsa Oaxce 00 NOSIBJIEHUS CUMNMOMO8 U
do/HAa Npo8oduMubCsl, HauuHas ¢ 8o3pacma 4-5 nem excez00Ho.

PekoMeHIOBaHO IIpOBeJeHMe TOHAJIbHON ayauoOMeTpum BCEM
nanuentam ¢ MIIC VI ¢ menbio BbISIBJIEHUS TYTOYXOCTU (eCiau He
TpoBoOAMIach rocieguue 12 mecsues) [2, 6,16].

VpoBeHb YyOeOUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTU pPEeKOMeHAanuu — 5)

KoMMeHTapum: myzoyxocms pasHoli cmeneHu 6ulparceHHOCMU
xapakmepHa 011 daHHo20 3abonesaHus. OHa Moxcem KOHOYKMuUBHOU
UIU HeUpoCeHCOpPHOU uau HOCUMb CMeuwlaHHwlll xapakmep. PaHHee
8blSIBJIEHUE MY20yX0CMU NO0360J51Iem  YAyHWUMb KA4ecmeo MU3HU
nayueHmos, obecneuums um Jyquiee ooujeHue u o0yueHue.

PekoMeHI0OBaHO IIpOBefeHNMe UCcIeqoBaHMsl QYHKIMYM BHEIITHETO
noixanus (®BJI) Bcem mammeHtam ¢ MIIC VI pgnag  oueHKu
3 PeKTUBHOCTM ITPOBOAMMOI Tepaluy, KOHTPOJS 32 COCTOSIHUEM



OpOHXO0-JIETOUHOI CUCTeMBbI (ecau He MPOBOAMUIOCH MociefHue 12
MecsLes) [2, 6,16].

VpoBeHb YOeOUTENbHOCTM [doKas3aTeabCcTB C  (YpOBeHb
IOCTOBEPHOCTY PeKOMeHAauumn — 5)

PekoMeHI0OBaHO TIpOBefeHMe MCCIedOoBaHUs peHTreHorpabumn
ITPYOHONM KIeTKUM BceMm TauueHtam ¢ MIIC VI npu Hanuuum
ayCKYy/JIbTaTUBHBIMX M3MEHEHMI B JIETKUX (eCay He MPOBOAMUIACH
nociegHue 12 mecsues) [2, 6,16].

VpoBeHb YyOeOUTENBHOCTM HoKasaTelbCcTB C  (YypOBeHb
JIOCTOBEPHOCTHU PEKOMeHAanuu — 5)

PexoMeHI0BaHO IpoBefeHne KapauopecrmpaToOpHOTo
MOHMTOpMHra BceM manueHtaMm ¢ MIIC VI pgnag guarHoCTUKu
OOCTPYKTMBHOTO aIlHO3 CHa (eIM He IPOBOOWIICS IMociaemHue 12
Mmecsies) [2, 6,16,27].

VpoBeHb YyOeOUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTU PEeKOMeHAanuu — 5)

PexomeHgoBaHO 1nipoBeneHue perucrpauun IKI, Ix0-KT,
XOJITEPOBCKOE MOHUTOPUPOBAHME CEPIEUYHOTO PUTMA U CYTOUYHOE
MOHUTOPUPOBAHNE apTEPUAJIBHOTO OAaBJ€HMSI BCEM ITallMeHTaM C
MIIC VI pgjs1 OLleHKM COCTOSIHMSI cepAalia (eciu He IPOBOAMUIIOCH
npenuecTsywimue 12 mecsues) [2, 6,16,26].

VpoBeHb YOeOUTENIbHOCTM [doKas3aTeabcTB C  (YpOBeHb
OOCTOBEPHOCTY peKOMeHAauumn — 5)

KomMmeHTapum: pezysipHoe nposedeHue pezucmpauuu IKI, Oxo-KI,
X0J1MepoB8CcK020 MOHUMOPUPOBAHUSL CepdeyH020 pumma, CymouHOe
MOHUMOpUpoB8aHue apmepuaibHo20 oasneHust Heobx00uMo
nayueHmam ¢ OaHHOU namosozueti, mak Kak ¢ paHHez2o 803pacma y
HUX ommeuarmcs cepoeuHo-cocyoucmsle HapyuleHusl.

Pexomenpayercss Bcem mnaumeHtam ¢ MIIC VI mnposeneHne
MarHUTHO-pe30HaHCHOM Tomorpaduu (MPT) romoBHOoro mosra u
LIeIHOTO OTZAe/ia MTO3BOHOYHMKA C LIe/IbI0 BBISIBJI€HUSI KOMIIPeCCUm
CIIMHHOTO Mo3ra ¥ rugpoliebannu (eciM He TMPOBOAUIOCH B
rociegHue 24 mecsues) [2, 6,16].

VpoBeHb YyOeOUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
JIOCTOBEPHOCTHU PEKOMeHAanuu — 5)



KoMmmenTapumn: HecmabunsHocms amJaHmoakcuaibHO20
coujieHeHUs1 Moxcem Oblmb 8bls1687leHa Npu peHmezeHozpaguu wetiHozo
omoena N0380HOUHUKA C (PYHKYUOHANbHBIMU Npobdamu, 00HAKO OJs
noomeepxdeHuss  KoMnpeccuu  CNUHHO20  Mo032a  8cjaedcmeue
ymoseHuss e2o 000J104eK U GopMupyouiuxcss aHoManuii N0360HKO8
mpebyemcs nposedeHue MPT.

e Pekomenpayercsa mauyentam ¢ MIIC VI koHcyiabTanyvsi Bpaya-
odTasbMoJIOTa M MPOBEIEHMEe MUCCAeIOBaHMS TIepeIHero cerMeHTa
I71a3a METOLOM OOKOBOTO OCBEIIeHMSI, M3MepeHNe BHYTPUITIa3HOTO
IaBjieHusT (TOHOMETPUSI U JpyTrue TeCTbl, HeOoOXOayuMble MJIsI
IVArHOCTUKU IJIayKOMBbI) ¥ OILl€HKa COCTOSIHMS TIJIa3HOrO [Ha
(odpTanbMoOCKONMSI) C Lebl0 BbISIBIEHUSI TJIAYyKOMbI, M3MeHEeHMUSI
IIPO3PAYHOCTU IJIA3HBIX Cpel M COCTOSIHMSI CeTYaTKu (e He
rpoBoawics nmociaeguue 12 mec.) [2, 6,16].

VpoBeHb YOegUTENbHOCTM JAOKa3aTeabcTB C (YpoBeHb
IOCTOBEPHOCTHU PEeKOMeHAanuu — 5)

KommeHnTapuu: y nayueimos ¢ MIIC VI  mozym 8bi16/19mb
nomymHeHue poz208uybl. Y HEKOMOpwvlX NauueHmos paseusaemcs
2/1ayKoma, nuemeHmuas oucmpogus cemuamku. Pedxo - omek ducka
3pumenbHO20 Hepaa.

HuddepeniiyanbHasi AMarHOCTMKA TPOBOANUTCS C APYTUMU TUIAMU
MIIC, anbga-MaHHO3UI030M, MO3JHUMU dbopmamu
TaHIJIMO3U030B, MYKOJIUIUA030M, HeVH(bEeKIVOHHBIMU
noaMapTpuTamu, snndusapHbiMu auciiasusamu [1,2, 6,16].

2.5. IHbBI€e AyarHoCTUYECKMe VCC/IeJOBaHuUSsI

e Pexomenayetrcst Bcem manyeHraMm ¢ MIIC VI nposemeHue 6-tu
MMHYTHOTI'O TeCTa C X0[b0O0t JJj1s1 OLIleHKM BhIHOCIMBOCTY (KOHTPOJIb
spPexTuBHocT D3T) (ecau He TMPOBOAMIICS TOCAedHME 6 Mec.)
(IIpunoxenue I'4) [2, 19, 22].

VpoBeHb YOEeOUTEJIbHOCTM [OKa3aTeJIbCTB A (YPOBEHb
JOCTOBEPHOCTU peKoMeHaauuu — 1)



3. Jleuenue

Jleuenue MIIC tun VI BKIOUaeT Kak IaTOreHeTM4YeCcKoe jedeHue -
HasHaueHne @3T, Tak M TIIpoBedeHME CUMIITOMATUYECKOM
Tepanun. Begenme maumeHtoB ¢ MIIC tunm VI npepmnonaraer
MYJIbTUAVUCIUTIIMHAPHBINA TMOAXOA, C 00s13aTelbHbIM y4yacTUeM
HEeBPOJIOTOB, reHEeTUKOB, KapayMoJIoroB, ITyJIbMOHOJIOTOB,
racTpO3HTEPOJIOroB,  (U3MOTEeparieBTOB M  Bpaueil  Ipyrux
CrelmaabHOCTEeM, MMEIOIUX OIIbIT B JIEUEHUM ITOTO0 PemKoro
3a00ieBaHMsI.

3.1 IlIaToreHerTuueckoe JiedueHue

e PeKkOMeHIOBAHO IpoBegeHre (pepMeHTHOM 3aMeCTUTEIbHOM
tepanuu (P@3T) mauyeHTaM C YCTaHOBJIEeHHbIM auarHo3om MIIC VI
C 1enbl0  3aMeljieHus  MpPOTpecCUpoBaHMs  3abojeBaHMsI,
YMeHbIIeHMSI pa3MepoB TMe4YeHU U CeJle3eHKU, VIIy4dIllleHUs
byHKLIMM cepAlla, CHYDKeHUST YPOBHS 3KCKpeTupyembix AT [2, 18-
22].

VpoBeHb YOEOUTEIbHOCTM [O0Ka3aTeJIbCTB A (YPOBEHb
JOCTOBEPHOCTU peKoMeHaauumu — 1)

KommenTtapumu: @3T nposodumcs npenapamom 2ancyisgpasza (koo
ATX A16AB08) npenapam egodumcs 8 dose 1mez/kz 00uH pa3 8 Hedeto
8 8ude BHymMpueeHHoU uHgy3uu 8 meueHue 4 u 8 ycao8usix neuebH020
yupexcdenus. Ilpenapam neped ungy3ueli Heobxo0umo passeecmu 8
pacmeope Hampus xaopuda 9 me/ma (0,9%). Obwiuti 06sem uHdy3uu
onpeoesnsiemcsi HA 0CHOBAHUU UHOUBUAYaNbHO20 8eca nayueHma. OH
cocmasensgem 100 mn uHgpy3uonHozo pacmeopa Hampus xaopuoda 9 mz/
ma (0,9%), ecnu sec nayueHma merviue uau pased 20 ke uau 250 mn,
eciu eec nayueHma 6onsuie 20 k2. 2,5% pacmeopa 88odssim 8 meueHue
nepeozo uaca, ocmanvHoli 00Bém (npumepHo 97,5%) 6 meueHue
nocnedywuux 3 u. @3T 8 eude 8HympuseHHslx UHGY3Uli nposodam
exceHedesibHO NOHCUIHEHHO.

H3-3a pucka 803HUKHOBEHUsl a/llep2uuecKux peakyuili 8 omeem Ha
UHy3uro, nayueHmam HAa3Hauanmcs AHMUUCMAMUHHBbLE
npenapamsl 8 COUYEMAHUU HAPONOHUNAWUMU HENnocpedcmeeHHO
neped uH@ysueti. IIpu 603HUKHOBEHULl HextelamenvHoll peakyuu



UHDY3UI0 HYHCHO 0CIAHO8UMb, 00 paspeuleHus CUMNIMOMO8 U 3amem
npoodonXuUmMs UHQY3U CO CKOPOCMbI0 HA NOJOBUHY MeHblue moii ¢
Komopoti oHa nPo8oodUNACs.

3. 2 CuMIITOMaTH4YeCKoOe JIieueHue

e PekxoMeHI0BaHO MpOBeJleHe MeOMKAaMEeHTO3HOM MpeMeauKalun
(RO6A aHTUTrMCTAaMMHHBIMU CPeICTBAMU WU/WIM aHTUIIMPETUKAMMN)
TIpY TIOSIBJIEHMM TTI0O0YHBIX a/VIEPIUUecKuX peakiinii mpu MHQy3un.
[2,23, 31].

VpoBeHb YyOeOUTENBHOCTM [HoKa3aTelbCcTB C (YypOBeHb
IOCTOBEPHOCTH peKOMEeHIAIuN — 5)

KommenTapuu: Y nayuernmos ¢ MIIC, nonyuarwux @3T, kak u npu
8/8 8eedeHuu 106020 Opy2020 0e1K0B020 npenapama, Mozym
paseumoscsi nobouHble peakyuu (nuxopadka, 03H0O, peoma,
KpanueHuya, msienvle  peakyull  2unepuyscmeumenbHocmu
aniepeuieckozo muna), npoucxoosiujee uiu 80 8pems uH@ysuu uiu 8
meueHue OHs nposedeHust uH@y3uu. IIpu nosieneHUU nNOOOUHBIX
peakyuti 80 epemss  /nociue uHgysuu pekomeHdyemcs
coomeemcmaywujee JieueHue, npu Komopom Heooxo0umo cnedosambo
COBPEMEHHbIM CMaHoapmam OKa3aHusi MeOUYUHCKOLU nomouju
(npomusop8omHovle npenapamsl, AHMUSUCMAMUHHbIE Cpedcmaa,
aHmunupemuxu, 2l0KOKOpmMuKoCmepouoHsle npenapamsat).

JleueHue XxpoHuueckux 3abonesaHuti (nogedeHueckux HapyuieHutl,
opmansmonozuueckux HapyuieHuii, opmoneduueckoli hamosozuu,
cydopoxHozo  cuvopoma, Al, cepdeuHoli HedocmamouyHOCMu,
peuudusupyowux omumos, uadcmslX pecnupamopHslx 3a6onesaHuti u
op.) y nauuermos ¢ MIIC VI pekomeHO08aHO npo8odums ¢ yuemom
delicmsyoujux KJAUHUYeCKUX pekomeHoayuil, NpuHUMas 80 8HUMAHue
pe3ysibmamsl KOMNJEKCHOU OUEeHKU CO CMOPOHbl 8CeX 0p2amos U
cucmem u nepCcoHAaIU3UPOBAHHbLE UelU nayueHma.

Jleuenue noesedenuecKUX HapywleHuli Nnposooumcs HespoI020M,
00bIUHO UCNOJIL3YIOMCS cedamusHble cpedcmed, MmpaHKeuIu3amopol,
Koppekmopwsl ~ nosedeHus.  Bweibop  npenapama,  do3uposka,
d1umenvHOCMb Kypca onpedensromcs uHousudyanvHo. Hauunarom
npuem OaMHblX npenapamos Nod MUAMeNbHbIM  8PaueOHbIM
KOHMPOJIeM 8 YCN08USIX KPY2sl0CyMOUH020 / OHE8H020 cmayuoHapa.



IIpu ogmansmonozuueckux HApyuweHusix npoeooumcsi JieueHue no
nokasavusimMm, nodbop mepanuu OCYWecmensemcs Ha OCHOB8AHUU
pekomeHdayuli no eueHuro coomeemcmayrujux H030a02utl.

Opmoneduueckass KOppeKuusi HAapyuleHusi OCAHKU, KOHMpaxkmyp
Cycmasoe C UChO0Jb308AHUEM Hexupypeuueckux memodos exjaiouaem
gusuonpouedypsl U JeuebHyr  (QU3KyJIBMYpPY,  UCNOJIL3YIOM
opmoneduueckue ycmpoiicmea. Ilo nokasaHusM ocyulecmesiom
Xupypauueckoe JieueHue cCUuHOpoMa KapnaibHozo KaHand, nposooumcs
aHJonpome3uposaHue ma3o0edpeHHo20 WU KOJIEeHH020 Cycmasd,
Koppuzupyrujue ocmeomomuu s UCnNpasJieHust 0Cu KOHeuHocmeli.

Peyudusupyrouwjue omumosl, uacmele pecnupamopHbie 3a001e6aHusl
8EPXHUX OblXxamenbHbIX nymeti mpebyiom nposedeHust
cumnmomamuueckotl, aHmubakmepuanvHoli mepanuu [2, 6].

V nayuenmos ¢ MIIC npu Hanuuuu 3snuienmuyeckux npucmynos
pPEKOMeHO08AHO UCNO0JIb308AHUE NPenapamos U cxem JiedeHus, Hd
OCHOBAHUU peKOMEeHOAyULi no JieueHuo INUaencui.

PexomeHndosano yuacmue MYaAbMudUCYuUnNIUHApHOU KOMAHObl 6
gedeHuu cepdeutoii Hedocmamounocmu y nayueHmos ¢ MIIC VI.

Ilpu neueHuu apmepuanvHou 2unepmoHuu y nayueimos ¢ MIIC VI
PEKOMEHO08AHO HA3HAYEHUEe aHmuzunepmeH3usHoll mepanuu 8
coomeemcmeuu ¢ KJAUHUYeCKUMU peKomeHdauusmu «ApmepuanvHas
2UNepmMoOHUSL Y 83POCIIbIX».

ITonoxumensHozo agekma papmakomepanuu XpoHu4eckoii 6oau y
nauyuerimos8 ¢ MIIC moxHO 006umscsa hpu yuéme NpPUHUMAEMbIX
nauueHmom npenapamos u pezyispHom MOHUMopuHze 6e30nacHocmu
neuenusi. Ilpu neueHuu 06onesozo cuHdpoma y hauueHma ciaedyem
LCNO/Ib308AMb HAUMEHEe UHBA3UBHbIL cnocob. MHozue npenapambol,
pekomeHO08aHHbvle 011 mepanuu 0071e8020 CUHOPOMA 8 3apyOex HbIX
KJIUHUYECKUX PeKoMeHOauusX, NPUMEHSIIOMCS «8He NOKA3AHUll» U
Mo2ym Oblmb HA3HA4YeHbl NO peuwleHur epauedHoli komuccuu [2, 23,
22].

PekomenpyeTcs nanuentam ¢ MIIC VI KoHcy/IbTaliUMm ClIeayommnx
CrelMaanucToB He pexke 1 pa3a B 3 Mecslia WM Yallle Ipu HaJIudumn
IIOKAa3aHMil: BpauoOM-TeparieBTOM, BpPavyOM-OTOJIAPMHIOJIOIOM,
BpPauoM-HeBpOJIOrom [2,16,29].

VpoBeHb YyOeaUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTHU PEKOMeHAauu — 5)



e Pexomenpayetcs nainyentam ¢ MIIC VI koHCy/ibTalMu Clieqyommx
CIIeLMaJICTOB He pexxe 1 pasa B 6 MecsleB MK vallle [Py HAJIUIUU
TOKa3aHu: BpauoM-KapAMOa0rom, Bpauom-oprorenom. [2,16,29].

VpoBeHb YyO0eOuUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

e Pekomenpayercs mnamnueHtam ¢ MIIC VI koHCy/abTauus BpauyoM-
XUPYpProm (IIpy HaJIUIMU TTAaTOJIOTUM, TPeOyIoleit XMpypruueckoro
BMelllaTenbCTBa) [2,16,29].

VpoBeHb YOeOUTEIbHOCTM [dOKasaTeabCcTB C  (YpOoBeHb
JIOCTOBEPHOCTHU PEKOMeHAanuu — 5)

e Pexomenayetcst namueHtam ¢ MIIC VI KoHcy/ibTamuss BpauoM-
IIyIbMOHOJIOTOM  (TIpYM  HaJIMUYMUM  TATOJIOTUM CO  CTOPOHBI
IbIXaTeIbHOM CUCTEMBI) [2,16,29].

VpoBeHb YOeOUTEIbHOCTM [dOKasaTeabCcTB C  (YpoBeHb
IOCTOBEPHOCTHU PEKOMEeHAanuu — 5)

3. 3 Xupypruueckoe jieueHye

Xupyprudeckoe sedyenne nanueHtos ¢ MIIC VI cienyeTt rnmpoBOauTh
IIPU YYaCTUN MYJABTUANCHIUIIIMHAPHON KOMaHIbl B COOTBETCTBUM C
IeiCTBYIOIIMMU KIVMHUYECKUMM PeKOMeHJalsIMN.

e PekomeHayeTcs TalieHTaM C COXPAaHHBIM MWHTEJIEKTOM U
HapylieHMeM QYHKUMM KUCTel MM C HapylleHVeM HepBHOIA
MIPOBOAVIMOCTHU o pe3ynbTaTam CTUMYJISILIMOHOI
a/ieKTpoHelipoMuorpaduyu omnepauuss AeKOMIIpeccuur HepBHBIX
CTBOJIOB, KOTOpasi MPUBOAUT K OBICTPOMY CTOMKOMY Y/Iy4II€HUIO
dbynkuum [2, 16, 25, 26, 32].

VpoBeHb yoemuTeIbHOCTM perkomeHmauuu C (YypoBeHb
JOCTOBEPHOCTHU 0KAa3aTe/lAbCTB 4)

KoMMmeHTapum: uacmoma peyudusos KapnaabHoz0 MOHHENIbHOZ20
CuUHOpoma y nauueHmos ¢ pasnuuHsimu munamu MIIC Heu3secmHa.
ITockobKy n0o8MopHas Komnpeccusi MeduaHHoz20 Hepea eciedcmeue
pyouesaHuss uau OmMJOMCEHUS 2JIUKO3AMUHO2IUKAHO8 B03MOMCHA,
Heob6xodumo npodonxcams Habo0eHuUe.

e PekomeHpayeTcs naiuenTam ¢ MIIC VI tuma npu coobiaroiieiics
ruapoiiedanuy ¢ MPOrpecCUpyrMM yBeJIMUeHNeM >XelTyd0uyKoB



no pgaHHbiIM MPT wu/unm NOATBEPXKIEHHBIM  ITOBbBILIEHMEM
IaBjieHMsl 1epebpo-CIMHaAAbHOM XKugkocTu Oomee 250-300 cm
BOIHOTO CTOJI0A BEHTPUKY/IO-TIepUTOHEAIbHOE IIYHTUPOBaHMe [2,
16, 33].

VpoBeHb yOeauTeIbHOCTM pekomeHmauuu C (YypoBeHb
JOCTOBEPHOCTHU 0KAa3aTe/l1bCTB 4)

PekoMeHIOBaHO MpOBeleHMEe XUPYPrMUEeCKOro BMeIIlaTeIbCTBa
IJISI TIAIMeHTOB C JMarHOCTMPOBAHHBIM CTEHO30M IIIEITHOTO OTHesa
- JeKoMImpeccusi II03BOHOYHOIO KaHaja C MMIUIaHTaLuen
CTaGMIM3UPYIOIIEl CUCTEMBI, UTO MMeeT pellaoliee 3HauYeHMe B
ycTpaHeHUM cTeHo3a [2, 10,16,24,25,29].

VpoBeHb YOegUTENBHOCTM HoKasaTelbCcTB C  (YypOoBeHb
IOCTOBEPHOCTU PeKOMeHaanuu — 4)

KoMmMmeHTapum: cdaejieHue CNUHHO20 Mo032a  hpugooum K
HeoOpamuMbIM He8POJI02UUEeCKUM HApyuleHusM, onepayui caedyem
paccmampusams  daxce 'y  hayueHmos 0e3  He8poJl02UuuecKoll
CUMNMOMAMUKU, €eCIU CazummansHolll duamemp NO380HOUHO20
KaHana cyxweH oonee uem Ha 50%. Xupypzuueckoe 8mewlamensCcmeo
JO/IKHO ~ BLINONIHAMBCA ~ pPAHbUWE — pA38UMUST  HEBPOJI02UUECKUX
nposiéeHuUll.

PeromeHayeTcst NpoBeieHNe XUPYyPTIU4YecKoi 3aMeHbl
Ta300eJpeHHOTO0 WM KOJIEHHOTO CYyCTaBa, KOPPUTHUpYIOIMe
OCTEOTOMMM KOCTeM KOHEUHOCTENM IIPM BbIpAa’)KEHHOM HapyIleHUU
byHKLIMM  KOHEYHOCTH o0OyCaoB/leHHOM gedopmalinein  uan
apTpo30M, IIpU OTCYTCTBUM 3¢ deKkTa OT KOHCepBATUBHON Teparnumn
(BbIOOpP o0ObeMa OIepaTMBHOIO BMeIIAaTeabCTBA 3aBUCUT OT
cTerneHu ropaxenus) [2, 10,16,25,26,30, 34].

VpoBeHb YyOeOMTEIbHOCTM AoKasaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTU PEeKOMeHAanuu — 5)



4. PeaOunuranms

Cneunduueckoii peabunuranum mnauyeHtam ¢ MIIC VI He
TpebyeTcsl. B Kpyr peabMINTAIIMOHHBIX MEPOIPUSITUIA TTallieHTaM
¢ MIIC VI moryT 6bITh BK/IIOUEHBI 3aHSITUSI C TICUXOJIOTOM, OTIBIX B
CrielMaanu3upoBaHHbIX  CAaHATOPUSIX, a Takxke COLMaJbHAsI
ajmanTanys ¢ yuyacTUeM CIelMaliCTOB U COIMaIbHbIX PAOOTHUKOB,
Kypchl Maccaxka. Crmemuduyeckyue MeTOAbl peaduIuTalum IIpu
HaJIMYMM OCJIO)KHEHMI YKa3aHbl B COOTBETCTBYIOIIMX pa3esiax.



5. IIpodpuaaxkruka

¢ PekoMeHAyeTCS I10C/Ie YCTAHOBJIEHNS AMarHo3a nanueHTy UiIn ero
obuMaTbHBIM NPEACTaBUTENSIM, KOHCY/IbTALlMSI Bpaya-TeHeTuKa C
Llelbl0  pa3bsCHEHUIi TeHeTMUeCKOro puUcKa, 00CyXKIeHUs
BO3MOXKHOCTeN IIpeHaTaJbHO " IIpeVMIUIaHTaLIOHHOI]
IVAarHOCTUKY [2,6,14].

VpoBeHb YyOegUTENBHOCTM JoKasaTeldbcTB C  (YypOBeHb
OOCTOBEPHOCTY PeKOMeHAauumn — 5)

5.1 IIpenaTanbuasg auaraocrtuka MIIC VI

e PexomeHpayercsi B ceMbsix, rme ectb mnamueHt ¢ MIIC VI c

YCTAHOBJIEHHBIMM MYTalVsSIMM, 00CyIUTH BO3MOSKHOCTb
IIPOBEeIEeHUST IIpeMMILIaHTALVIOHHO " IIpeHaTaIbHO
IMArHOCTUKMU. leHeTUK peKOMEeHIyeT POIUTENISIM
COOTBETCTBYIOIIE OMarHoCTUYecKue nabopaTopun "

MeOULIMHCKME LeHTpbl. IlpeHaTasbHass OMArHOCTMKA BO3MOXKHA
MeTomaMu IIpSIMon mian KocseHHon JIHK-guarHocTukn njs cemein
C U3BECTHBIM reHOTUIIOM [2,6,14].

VpoBeHb YyOegUTENBHOCTM [JoKasaTeldbcTB C  (YypOBeHb
OOCTOBEPHOCTY PeKOMeHAauumn — 5)

3abosieBaHMe MMeeT MYJIbTUCUCTEMHYIO IIPUPOAY U HeoOpaTUMBbIe,
Tporpeccupyloiye KinHudeckue MmposiBieHys, YTO 00yC/IOBAMBAET
HeoOXOIVIMOCTb HAOJIONEHMSI He TOJbKO Y3KMMM CHeluaaucTaMu
(BpauaMm-0OTOPMHOJIAPMHTOJIOTaMMu, BpayaMU-XUPypraMu,
BpayaMu-oQTaJIbMOJIOTaMl, BpauyaMM-KapAuoaoraMiu, BpadyaMu-
MTyJIbMOHOJIOTaMH, BpayaMM-HeBpOJIOTaMH, BpayaMu-
CTOMAaTOJIOraMM), HO " Bpauamiu-Qpu3moTepaneBTamMu,
MeOUIIVMHCKMMM JIOTOIlelaMM, MEOUIIMHCKUMM TICUXOJIOTaMU U
pabOTHMKAMM NaIMATUBHBIX CITYKO.

[Tarmentsr ¢ MIIC VI »Oo/KHBI MOCTOSIHHO HaXOOUTHCS IO,
Habmogennem; 1 pa3 B 6-12 mec. (B COOTBETCTBUU C TSIKECTHIO
COCTOSTHMS) IIOKa3aHo KOMIIJIEKCHOEe 06cIeJoBaHMe B
MHOTOIIPOPMIbHBIX CTalMOHapax. [IJUTeIbHOCTb HaXOXKIeHUS B
CcTalMoHape / THeBHOM CTauyoHape 21-28 nHeii.



Hab6niogeHe maieHTOB [0 MeCTy >XUTeJbCTBa (B amMOylIaTOPHO-
TTOJIUK/ITHUYECKUX YCIIOBUSIX) IOJDKHO OCYIIEeCTBJISIThCS
TIOCTOSIHHO. JTabopaTopHbIe ¥ MHCTPYMEHTAIbHbIE 00C/IeOBAHMS U
pekoMeHJyeMasi 4YacTOTa WX T[pOBeNeHUs T[pencraBjieHa B
[Ipunoxxkenun I'3.

6. Opranmsauus oka3aHus MeOUIIMHCKOM ITOMOIIM
IToka3zaHus A1 MJIAHOBOM TOCIIUTANIMN3aL N

IIpoBeJieHe IVarHOCTUKUA " JIeueHus, Tpeobylome
KPYIJIOCYTOUHOT'O MeIUIIMHCKOTO Hab/MogeH S ;

COCTOsIHME, Tpebylolllee aKTUBHOTO JIeUeHUSI U KPYIJIOCYTOYHOTO
MeOUIIMHCKOTO  HaOmiogeHus  (ITpbDKeceueHyue, OMepaTUBHOE
jleyeHye  TOpakKeHUs  CYCTaBOB, II03BOHOYHMKA, CKOJIMO3,
aJeHOIKTOMMS, TOH3UJUISKTOMMS, Hepoxupyprmueckasi
IeKoMIIpeccuss CHMHApPOMA  3aIlsICTHOrO KaHajla, YCTaHOBKa
TPAHCTMMIIAHMYECKOTO  JpeHaxka  IIpu  CpegHeM  OTUTe,
xupypruueckas koppekuus natonaoruu CCC u npyrue);

COCTOSIHME, TpeOylolllee IIPOBEIEHMsS] BbICOKOTEXHOJOTMUHBIX
MEeTO/IOB jieueHus (B TOM uucie KOHTPoJb spdekTuBHOCTU TT'CK);
OTCYTCTBME BO3MOXHOCTU obecrieueHuss ®3T B amMOy/naTOPHBIX U
CTalMOHapOo3aMellallInX YCIOBUSAX;

HEeOOXOIVMOCTb IIPOBEIEHMSI Pas/JIMUYHBIX BUIOB IKCIEPTU3 WU
ob6ceqoBaHMS B MEIUIIMHCKOM OpraHM3aIiuy IMpY HEBO3MOKHOCTU
MpoBelleHUsT UX B aMOyJaTOPHBIX YCJIOBUSIX, TpeOyIOIInX
OMHAMMUYEeCKoro HabmogeHus (B TOM uuciae odopMiieHue
3aKk/I0ueHns heaepasibHOTO KOHCUINYMA).

[Toka3zaHus OJisl SKCTPEHHOM rOCIIUTAIN3 AL

oCTphbIe 3a00/1eBaHMSI;

000CTpeHMsI XpOHUYECKMX OoJie3Heik;

OTpaBJIeHMSI M TpaBMbl, COCTOSIHMSI, TpeOyoIliye MHTeHCUBHO
Tepaniuy U TIepeBOfla B peaHMMALMOHHbIE OTHOENeHUsI WIn
OTHeJeHUs]T MHTEHCHBHOV Tepanmuyu (B TOM YMCIe TOOOUYHBIE
peaxkiuy, MPOUCXOIsIIe BO Mpoliecce MHPY3UM UIU B TeueHUe
nHs 1ipoBeneHusi uHy3um O3T, LepBUKAIbHBI CTEHO3 C
KOMIIpeCcCHeil CIIMHHOTO MO3Ta M Opyrue yrposkarwllue >XU3HU
OCTpbIe COCTOSIHMSI), & TaKKe KPYIJIOCYTOYHOTO MeAUIIMHCKOTrO
HaOJII0IeHUM U TIPOBeleHNs CIIelalbHbIX BUIOB 00CIeIOBaHMS U
JIe4eHusl.

IToka3aHus K BBIINIVCKe MallMeHTa 13 CTalMOHapa.



OTCYTCTBME YIPO3bI KU3HM MALIIEHTa;
OTCYTCTBME  yIrpO3bl  Pa3BUTUSI  OCJIOKHEHUH, TpeOyoImux
HEOT/IOKHOTO JIEUeHUS

CTAOMIM3AIMS COCTOSSHMSI M OCHOBHBIX KJIMHUKO-I1a60paTOPHBIX
IoKasareyjeii  IaTOJOTMYeCcKOoro Impoiecca II0  OCHOBHOMY
3a00J1eBaHUIO;

OTCYTCTBME HEOOXOAMMOCTM B IIOCTOSHHOM BpauyeOHOM U
KPYIJIOCYTOYHOM MEAVLIMHCKOM HaOIIogeHuy I10 OCHOBHOMY
3a00J1eBaHUIO;

HeoOXOOMMOCTY IIepeBoja IalMeHTa B APYIYI0 MeOUIIMHCKYIO
OpTaHM3aIMI0 WM YUPEXKIAeHMe COLMaTbHOIO 00ecrieueHnst



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

[Ipy mpoBemeHMM HapKo3a M MHTYyOALMM HEOOXOOMMO IIOMHUTbL O
BbICOKOM pUCKe KOMIIpeCCMM CIIMHHOTO MO3ra BCJIeACTBUE
HEeCTaOMILHOCTM aTIAaHTOAKCMAJIbHOTO cycTaBa. KopoTkasti 1ies,
OrpaHMYeHMe TOABUXHOCTU HUKHEN 4YearoCTH, YBeJIMUYeHMEe SI3bIKa,
BbIpaskeHHasl rumepTpodusi ageHOUAOB M MMHAAJIMH CO30AI0T
Mpo6seMbl IIPU  IMPOBENEHMM aAHEeCTEe3MOJOTMUYECKOrO I0Cooms,
[I03TOMY I[IpeAriouTeHue cjlefyeTr OTAaBaTh MECTHOMY WU
perMoHajbHOMYy  00e36onuBaHMpO. [lalMeHT  IpeaBapUTEIbHO
KOHCYJIBTUPYETCSI BpPauyOM-KapAMOJIOroM, OTOPMHOJIAPUHIOJIOTOM,
aHeCcTe3noJoroM, HeBporaTosorom. O6s3aTeibHO  IpOBeHeHMe
TOJTHOTO KapAMoJI0TU4eckoro oocienoBaHms, oaucoMmHorpadbum (s
BBISIBJIEHUS CTeIeHun IbIXaTeIbHbIX HapylIeHuin), pu
HEOOXOOMMOCTM - SHJIOCKOIMM HOCOIJIOTKM U KOMIIbIOTEPHOI
Tomorpadun jnerkux. OrnepaTMBHOE BMeIIATeIbCTBO C aHecTe3ueil
HeoOXOOMMO IIPOBOAUTL B KPYMHBIX MEOUIIMHCKUX II€HTpax,
MMeIOIIMX OTAe/eHMe peaHMMalun U MHTeHCuBHOM Tepanuu (OPUT),
TaK KaK MHTYOAIMs U ITOCAeayIonast SKCTyoausl y TaKuX IalyeHTOB
MOXEeT BbI3BaTh 3aTpyaHeHus [2,14,19].



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

Kputepuu kauyectsa

OueHka
BbINONTHEHUS

npeawecTeylowme 6 mecsaues

1. BbinonHeHO onpeaeneHve ypoBHSA M cnektpa Al moum (npwm
NOCTaHOBKE  AuarHosa W ec/in He  MpoBOAMIIOCH

Na/Het

MONeKynapHO-reHeTnyeckoe uccnegosaHne reHa ARSB
NOCTaHOBKE AMarHo3a)

2. BbinoNHEHO onpeAesnieHne aKTMBHOCTU apuicyfbdaTtassbl

Na/Het

rancynbdason B Buae B/B MHPY3nmM exeHeaenbHO

3. BbINnoNHEHO Ha3HayeHMe EepMEeHTHOM 3aMecTUTENIbHOM Tepanuu

Na/Het

He MpPOBOAMNOCH NpeALllecTByolWme 12 MecaleB)

4. BbinonHeHbl IKI, 9x0-KI, xonTepoBckoe MOHUTOpMpoBaHune IKI
W CYyTOYHOE MOHWTOPUPOBAHME apTepuanbHOro AasreHuns (ecnu

Na/HeTt

nocnegHue 12 mecsues)

5. BbinonHeHo onpegeneHne pa3MepoB MeYEHU WU Cerie3eHKU
AAHHbIM YNbTPa3BYKOBOI0 MCCNeAoBaHus (ecnm He NpoBOANNOCH

Oa/HeT

npoBoAwaack nocnegHue 12 mecaues)

6. BbinonHeHa peHTreHorpadusa opraHoB rpyAHON KNeTku (ecnu He

Na/Het

7. BbinonHeHa MarHUMTHO-pe3oHaHCHas TOMOFpaCbVIFI

MecsiLeB)

oTAena No3BOHOYHMKA (ecnu He NpoOBOAMNIOCH B nocnegHue 24

Na/HeTt

NpoOBOAWIIOCE B NoCneaHne 24 MecsiLeB)

8. BbimonHeHa  KoMMbloTepHass  ToMorpadusi MAM  MarHWTHO-
pe3oHaHcHass ToMorpadwvs  rofioBHOro Mosra  (ecnu

LNa/Het

nocnegHue 12 mecsues)

9. BbinonHeHo nposegeHune CTUMYJISILUMOHHOWM
anekTpoHenpomuorpacdpum (3HMI) (ecnn He nNpoBOAMIIOCH

Na/Het

10. He NpoBOAMNOCH NocneaHne 12 MecsiLeB)

BbinonHeHo onpegeneHne dyHKUMW BHELWIHEro AblxaHus (ecnu

DNa/HeTt

11 npoBoAMNACA nocneaHue 12 mecsues)

BbinonHeH KapaANopecnuMpaTopHbIN  MOHUTOPUHI  (ecnu

DNa/HeTt

12.

MecsueB)

BbiNosHeHa peHTreHorpadus WenHoro, rpyAHoro U NOSICHUYHOIO
oTAena MO3BOHOYHMKA, @ TaKXe peHTreHorpacduy BEepXHUX U
HWXXHUX KOHEYHOCTel (ecnM He npoBoaunachk nocrnegHue 12

DNa/HeTt

13. nocnegHue 12 mecsues)

BbinonHeHa ToHasnbHas ayauoMeTpus (ecnvM He npoBoAunach

Na/Het

14.

nocnegHue 12 mec.)

BbinonHeHa KOHCynbTaums BpayoM-odTasnibMOOroM
nccneaoBaHus nepefHero cerMeHTa rnasa MeToAoM 60KOBOro
OCBEeLUEeHUs, M3MepeHne BHYTPUIIA3HOro AaBfieHWS M OueHKa
COCTOSIHWS N1a3HOr0 AHa C LUeNblo BbISIBIEHUS 1aYKOMbl,
W3MEHEeHMS MPO3PaYHOCTU MNa3HbIX Cpel U COCTOSAHUS CeTYaTKM
(npn  HanuuuuM naTonormu 3peHuns) (ecnn He nposoAMACS

[Na/Het

BbinonHeHa KOHCYNnbTauus BpPayOM-reHETUKOM

ceMbe

15. YCTaHOBNEHUN ANArHo3a U Npu nJaaHNpoBaHUn 6ep6MEHHOCTVI B

Na/Het

16 BbiNnoNIHEHa KOHCYIbTauMsa Bpa4yoM-TepanesToM

Na/Het




17.

BbINMonHEHa KOHCY/bTauMsi BPayoM-KapAMosoroM Mpu Hanavymm
naToNormMn cepaeyHoO-cocyancTon cnuctemol (ecnm He NpoBoAMICA
nocnegHue 6 mMec.)

Na/Het

18.

BbiMONIHEHa  KOHCy/ibTauuMs  BpavyoM-OTOMIapUHrosioroM  (Mpu
HaJIMYMK MAToONOrMM CO CTOPOHbI JIOP-OpraHoB W/WnAn BEPXHUX
AblXaTesnbHbIX NyTen) (ecnn He NpoBoAWSICS NocnenHue 3 Mec.)

Na/Het

19.

BbINO/HEHA KOHCyNbTauMsa BpayoM-HEBPOSIOrOM MpU  Hann4mum
NaToNOrMKN CO CTOPOHbI LLEHTPasIbHOM HEPBHOM CUCTEMBbI (€CNTU He
NpoBOAW/ICA NocneaHue 3 Mec.)

Na/HeTt

20.

BbiNosIHEHA KOHCY/NbTauuMs Bpa4vyoOM-OpTOMNEAOM MNpuU  HannMyum
NnaTosiorMmn Co CTOPOHbI OMOPHO-ABUraTeNbHOro annaparta (ecnu
He npoBoAwWNCsa nocnegHue 6 mec.)

Na/HeTt

21.

BbiMO/HEHA KOHCY/NbTauusi BpavyoM-XMpyproM (Mpuv  HaaMyuu
natonoruun, Tpebyowein XMpypruyeckoro BMelaTebCTBa)

Na/HeTt

22.

BbiMoNiHEHa  KOHCy/nbTauus  BpayoM-mnysbMOHOSIOrOM  (npwu
HasIM4MKM NaToNOrMM CO CTOPOHbI AblXaTeNIbHOW CUCTEMBI)

LNa/HeTt

23.

BbINosHEH 6-TU MUHYTHbBIN TeCT ¢ Xoabbon (ecnn He NpoBoAMNCS
nocnegHue 6 mec.)

Na/Het

24.

BbinonHeH 6uoxmMuyeckuii  aHanu3  kKpoBu  (onpepeneHve
aKTUBHOCTH anaHnHaMuHoTpaHcdepasbl (ANT),
acnapTaTaMmMHoTpaHcdepasbl (ACT) B KpoBM, YPOBHS
CcBO60OAHOIrO W CBSI3@aHHOro 6uavpybuHa B KpOBM , YPOBHS
X0fiecTeprMHa B KPOBMW, YPOBHS TPUTAULEPWAOB B KpoBM) (ecnu
He NpoBOAMACA B NpealecTByowmne 6 Mecsues)

Oa/HeT

25.

BbinonHeH o06wmin (KIMHMYECKMA) aHanu3a KpoBu (ecnn He
NpoBOAMICA B NpeALlecTBylowme 2 Mecaues)

Oa/HeT

26.

BbinosiHeH 06wuii aHanmsa Mounm (ecnm He NpoBOAMIICA B
npealwecTsytowme 3 Mecaua)

Na/Het

27.

MpoBeAEeHO XWPYPruyeckoro BMeLlaTenbCTBa AN MaUMEHTOB C
AVArHOCTUPOBAHHbLIM CTEHO30M LUEMHOMO OTAENA - AEKOMMPECcCHm
CMMHHOIO MO3ra

Na/Het
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IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

HacTosiiue pekoMeHOaluyu MOpedHasHaueHbl [JisI MpUMEHeHUs
MEeIULIMHCKMMM OpraHmu3anusiMu U yupexaeHusMu denepaabHbIX,
TEePPUTOPUAJIBHBIX M MYHUIIMIIAJAbHBIX OpPraHOB  yIIpPaBJIeHMUSI
3[4paBOOXpaHEHMEM, CUCTEM 00s3aTeIbHOr0 U JTOOPOBOJBHOTO
MeIUIIMHCKOIO CTpaxoBaHMsI, IPyTUMM MeIUIIMHCKUMU
OpraHmM3alusIMM  pas3IMUYHbIX OpPTraHM3alMOHHO-TIPAaBOBBIX (opM
IesITeIbHOCTY, HallpaBJeHHO Ha OKa3aHue MeAULIMHCKOI ITOMOIIMN.

Hacrosmiye peKoMeHIaIMM YCTaHABAMBAIOT BUAbI, 00beM U
MHIMKATOPbI KaueCcTBa MeAUIIMHCKONM oMoy nauyeHtam npu MIIC
VI u 6p1mu paccmoTpenbl 1-2 uioHg 2018 roma B pamkax HayuHo-
MIpaKTMUUecKoro KoHrpecca «OpdaHHble 601e3HM» B MOCKBe.

Knuuuyeckue pekoMeHIaIumn CO3/TaHbI Ha OCHOBaHUM
cucTeMaTuueckoro o63opa JsmTepaTypbl 1992-2018 rr. Medline
(Pubmed version), Embase (Dialog version) u Cochrane Library
databases, ¢ Mcnonb3oBaHMEM CO3JaHHBIX MPOTOKOMOB Giugliani R,
Harmatz P, Wraith JE., Management guidelines for
mucopolysaccharidosis VI., Pediatrics. 2007 Aug;120(2):405-18;
R.Giugliani; A.Federhen; M.V.M.Rojas Mucopolysaccharidosis I, II, and
VI: brief review and guidelines for treatment, Genet. Mol. Biol. vol.33
no.4 Nov 12, 2010; Harmatz P, Shediac R; Front Biosci (Landmark
Ed). Mucopolysaccharidosis VI: pathophysiology, diagnosis and
treatment, 2017 Jan 1; 22:385-406 u [OpyrMx COBpPeMEHHbIX
MEXIYHAPOOHBIX KIMHUMUYECKMUX PpPEeKOMEHIAlMii II0 OMarHoCTUKe,
JIEUEHMIO U BeIeHUIO MTAallMeHTOB C MeTaboIMUeCKMMM O0Ie3HIMMA.

MIIC oTHOCSTCSI K peaKuM HacaelCTBEHHbIM 3ab00jeBaHMUSIM, UTO
MCKJIIOUaeT BO3MOXHOCTh IPOBeIeHMS] OONbIINX KOTOPTHBIX U
PaHAOMU3MPOBAHHBIX KOHTPOJIMPOBAHHBIX WUCCAENOBAHUI U IS
CO3aHMS MPOTOKOJIOB AMArHOCTUKYU U Tepanuu UCIIONb3YIOTCS JIUIIb
TeMaTu4eckure MCCIedoBaHUsS SKCIIepPTOB, OIMYyOJMKOBaHHbIE B
rocjegHue aABa OeCATUIeTus.

OueHka KaueCTBa [OKasaTeJIbCTB UM  CUJIbl  peKOMeHIalui
IIpYMMEHEeHUs  MEeOUIMHCKUX  TEeXHOJOrMi  MpoBOAMIACh B
COOTBETCTBMM € YHUUIIMPOBAHHONM IIKa/JOl, TMPUBEOEHHON B



Tabmuiax 1-3.

LleJIeBa}I AYAUTOPUA TAHHDBIX KIMHUYECKUX peKOMeH,Z[ELIMﬁ:
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. Bpaunu o61ueit Bpaue6HOI ITPaKTUKM (CeMeliHble Bpaul);

. Bpaun- nmeguatpsi;

. Bpauu-rteparieBTsi;

. Bpa‘:[I/I-I‘eHeTI/IKI/I ;

. Bpaun-ynabopaTopHble reHETUKM;

. Bpauu-kapauoisnoru;

. Bpauu- HeBposory;
. Bpauu- peHrtrenosnoru,
. Bpauu pyHKIMOHA/IBHOM IMarHOCTUKM;

. Bpaun-oToprHO/IapUHTOJIOTH;
11.
12.
13.

MeauiiHCKe TICUXOJIOTH;
CTtymeHTbl MeOUIIMHCKUX BY30B;
O6yuaroiyecs B OpAMHATYype U MHTEpPHATYype.

Ta6mmua 1. IlIkana olleHKM YpPOBHEN JTOCTOBEPHOCTU A0KA3aTEIbCTB
(YO D) oyt MeTogoB OIMAarHOCTUKY (IMAarHOCTUYECKMX BMeIIaTe/IbCTB).

yaa PacwundcdpoBka

1 CucrtemaTtnyeckme 0630pbl MCCNEAOBaHUA C KOHTPONEM pedepeHCHbIM MEeToAOM WIn
cuctemaTmyeckuii  063op  paHAOMU3MPOBAHHBIX — KJMHWUYECKMX  UCCNefoBaHWM  C
npuMeHeHWeM MeTa-aHanm3a

2 OTaenbHble UCCNefoBaHUMs C KOHTpPoSieM pedepeHCHbIM MEeTOAOM WAW  OTAefbHble
paHAOMM3MPOBaHHbIE  KJIMHMYECKME WUCCNefoBaHus W cuctemMaTudeckne  0630pbl
nccnenoBaHuii nboro amsaliHa, 3a UCK/IUYEHWEM paHAOMU3UPOBAHHbLIX KIMHUYECKUX
nccnenoBaHui, ¢ NpUMeEHeHWEM MeTa-aHanmsa

3 WccnepoBaHus 6e3  nocnefoBaTeslbHOro  KOHTPons  pedepeHCHbIM  MeToAOM  Unau
uccnenoBaHuss € pedepeHCHbIM  MeTOAOM, He  SBASWMMCA  He3aBUCUMMbIM - OT
nccneayemMoro MeToAa WM HepaHAOMU3MPOBAHHbIE CPaBHUTENbHbIE WCCNEAOBaHUs, B
TOM YMC/Ie KOFOPTHbIE UCCNeA0BaHMUs

4 HecpaBHWTENbHbIE UCCNEAOBaHMWS, ONMCaHNE KITIMHUYECKOrO CiyYast

5 NMeeTca nuwwb 060CHOBaHWE MeXaHM3Ma AeNCTBUS UM MHEHME SKCNepTOB

Tao6nauma 2. Illkana olleHKM YPOBHEN JOCTOBEPHOCTY J0KAa3aTeIbCTB
(YOO) nns MeTomoB IPOMWIAKTUKM, JIEUEHMS M peadbuauTaumn
(mpodunakTUueCcKux, Je4e6HbIX, peaduIUTALMOHHbIX BMEIIaTeIbCTB)

yaa PacwuundpoBka

1 CucrtemaTtuyeckuii 063op PKWM ¢ npumMeHeHnem meTa-aHanusa

2 OtpenbHble PKW u cucrtematmyeckme o0630pbl mMccnepoBaHuid nwboro ausanHa, 3a
ucknroyeHmem PKU, ¢ npumeHeHneMm meTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UCCEA0BAHNSA, B T.4. KOFOPTHbIE UCCNIeA0BaHUS

4 HecpaBHWTenNbHbIE UCCNEeA0BaHUSA, ONUCaHNE KIIMHMYECKOro ciay4das Wanm Cepun cryyaes,
nccneaoBaHns «Cnyvyam-KOHTpPOsb»

5 NmeeTca nuwb 060CHOBaHWE MexaHuM3Ma AeNcTBUA BMewaTenbCTBa (AOKAMHUYECKME
nccneaoBaHus) MW MHEHUE SKCMepToB




Ta6mmumuma 3. Illkana OLIEHKM  YpOBHeN  yOoemuTenbHOCTU
pexomengauuii (YYP) mist meTomoB INpOUIAKTUKM, OUMArHOCTUKM,
JeueHMUsT U peabunutauymyu (IPpOPUIAKTUUECKUX, TUATHOCTUUECKUX,
JIeueOHBIX, peadM/INTAIMIOHHBIX BMEIIATe/IbCTB)

YYP Pacwudposka

A CunbHasi pekoMeHpauusi (BCe paccMaTpuBaeMble KpuTepun 3dhdeKTUBHOCTU
(Mcxopbl)  SIBAAIOTCS  BaXKHbIMW, BCE WCCNEAOBaHUS  MMET BbICOKOE UK
yAOBNETBOPUTENIbHOE METOA0/I0MMYECcKoe KayecTBO, UX BblBOAbI MO MHTEPECYIOLLMM
Ncxoaam SIBASIOTCSA COrnacoBaHHbIMM)

B YcnoBHaa pekoMmeHaaumsa (He Bce paccMaTpuBaeMble Kputepun 3bdEeKTUBHOCTU
(ncxopbl) ABNSOTCS  BaXHbIMW, He BCe UWCCNeAOBaHWS WMMEKT BbICOKOE WU
YAOBNETBOPUTENBHOE  METOAO0NOMMYecKkoe KayecTBO W/UAM  UX  BbIBOAbI MO
MHTEPECYOLWNM UCX0AaM He SBSIOTCSA COrlacoBaHHbIMM)

C Cnabas pekoMeHaaums (OTCYTCTBME A0Ka3aTeNbCTB Haanexalwero kayecrsa (Bce
paccMmaTpuBaemble kputepun 3pdeKTUBHOCTU (MCXOAbI) SIBASIIOTCS HEBAaXHbLIMW, BCE
UCCnenoBaHMs MMET HU3KOe MEeTOA0SI0ONMYecKoe KayecTBO M MX BbiBOAbl MO
MHTEPECYIOLUMM UCXOZaM He SIBASIIOTCS COrflacoBaHHbIMM)

IMopssmOK OOHOBJIEHUS KIMHUUYECKUX PEKOMEeHJaI M.

MexaHn3M OOHOBJIEHUS KJIMHUYECKUX peKoMeHaLun
IpenycMaTpMBaeT MX CUCTEMaTUYECKYI0 aKTyaIM3alMil0 — He pexe
yeM OJMH pa3 B TPU Iofa, a TaKKe IPU MOSBJIE€HUM HOBBIX JAaHHBIX C
MO3ULMM [10KA3aTe/IbHOM MeOUIMHBI I10 BOIPOCAaM OUATrHOCTUKMU,
JleueHus, PpOOUIAKTUKMA u peabuaMTaLN KOHKPETHbIX
3a00jieBaHMii, HaJIM4YMM OOOCHOBAHHBIX IOIIOJHEHMII/3aMeuaHmnii K
paHee yTBepXKIOEHHBIM KP, HO He yaie 1 pasa B 6 MecCs11€eB.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

1. Tlpukas MuHucTepcTBa 3apaBooxpaHeHusi PO "O6 yTBepkaeHUN
IMlopsimka OKasaHMS  MEIMIMHCKON  TOMOIIM  OOJbHBIM  C
BPOKIEHHBIMM U (MJIM) HACAeICTBEHHbIMM 3aboneBaHusIMU" OT 15
HOs16pst 2012 1. N 917H).

2. Ilpukaz MwunsgpaBa Poccum ot 09.11.2012 N 791 «006
yTBepxkaeHun CraHmapra CIenUaJIM3UMPOBAHHON MEeIUIIMHCKOM
TIOMOILY OeTSIM ITpyu MyKoronucaxapumo3se Il Tuma»



IIpunoxeuue b. AIropmMTmMbI
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ITpunoskenue B. Undopmanmsa nisa
IanyieHTOB

Cunapom Maporo-JIamu

Cunpgpom Mapoto-Jlamu uan mykononucaxapugos VI (MIIC VI) -
ogHA M3 caMbIX peakux ¢opm Mykomnonucaxapumos3on (MIIC).
BriepBbie 3a60/eBaHMe onucanyu B 1963 romy nBa ¢hpaHIly3CKUX Bpada
Maporo u Jlamu, OHM CUMTaIM, UYTO 3TO BaApPUAHT [OPYroro
MyKormnonucaxapugosa (cuaapoma I'ypinep (MIIC I) ¢ coxpaHHBIM
MHTEeJIJIEKTOM). B cBoeit cTaTbe aBTOpPHI OMMCaIM Haubojee TSKeTyIo
dopmy MIIC VI, 1mosske BBISICHUJIOCh, UTO 3TO 3a00jieBaHME OUEHb
MHOTOJIMKOEe ¥ CYIIeCTBYIOT pasHble, B TOM uucjie Oosee JieTkue,
dopmbl 60e3uu. MIIC VI — oueHb penkoe 3aboieBaHMe, MOXKHO Jaxke
CKa3aTh, yabTpapenkoe. I1o ojeHKam CrienuanucToB, OHO BCTpPeYaeTcs
Bcero yimib y ogHoro u3 200 000 HOBOPOXKI€HHBIX.

3a mpoieiye roabl ObUI CO3/IaH CIIeMaTbHbIN MIperapaT, KOTOPbIi
IO3BOJISIET 3aMeJINTh IIporpeccupoBaHyue 0O0Je3HM, CMSITUUTh
HEKOTOpble U3 ee IposiBiaeHuil. OmHaKo, HapSOy C HpUMeHeHMeM
3TOTO IIperiapara, HeoOXOAMMO He 3a0bIBaThb O CUMIITOMATUYECKOA
Tepanuu, GusnoTepanun, peabuaMUTaLMM, a IIaBHOEe — ITO3UTUBHOM
OTHOIIEHNM K KM3HU MAIMEHTa U YIEHOB ero CEMbI.

IIaTorenes

[Tpu Bcex MyKOITOIMCcaxapug03ax HapylmaeTcss oOMeH (pacuieryieHIe)
rauKo3amMuHOIIMKaHOB (I'AI) — 0COOBIX CTPYKTYPHBIX KOMIIOHEHTOB
COeIVMHUTEIbHOM TKAHMN.

I'AT’ — 5TO MJIMHHBIE 1IEIIOYKM MOJIEKYJI caxapa, KOTOpble COeqNHSIIOTCS
c OenkaMM ¥ CIyKaT BaXXHbBIM CTPOMTEJIbHBIM MaTepuaaoM [IJist
KOCTei, Xpsiiei, KOXHU, CYXOXWJIUI, KJIAalaHOB Cephlia M MHOTUX
npyrux tkaHei. I'Al' comepskaTcs B BSI3KO CMHOBUAIBLHON KUIKOCTH,
KOTOpasi YBJIAXHSET CYCTaBbl, BXOIOSIT B COCTaB KJIAllaHOB CepAla,
CYyCTaBOB U CYXOXWIU. B HOpMe MpOUCXOOUT IMOCTOSTHHBIN IPOLLece
obpa3oBaHus «HOBBIX» AT’ 1 pacieruieHne «CTapbix». JJisl mpoliecca
pacmerieHust u repepaborku TI'AI' Heobxomuma Trpymia OCOOBIX
6enkoB-(pepMeHTOB. [IJIsI TOro, uToObl pacimenuTb AT, ¢epMeHTbI
paboTalT Mo ouyepenu, APYT 3a APYTOM, U PaCIIEIUISIOT IJIUMHHYIO
mosekyiy I'AT' Ha yacTu.



V Bcex mauyeHToB ¢ MIIC  orTcyTcTByeT  (QepMeHT (0COOBIN mAjisi
Kakgoro Ttuma MIIC), KOTOpbIii HeOoOXoauM MJis paciierieHusl,
onpenenenHoro I'Al. YV naumentoB ¢ MIIC VI Tuma OTCyTCTByeT
dbepMmeHT, Ha3bIBaeMbIii apuicyiabdarasa B, KOTOphIii HeOOX0aUM 1S
pacuierienusi TAI' -  nmepmaraHcyinbdarta. HepaciienieHHbI
nepMaTaHCy/lbdaT HaKallJIMBAaeTCs B KjeTKaxX, Hapyuias ux pabory.
IepmaTaHcynbdaT HaXOOUTCSI, IJIAaBHBIM 00pasoM, B KOCTSIX U
COEIVIHUTEJIbHOM TKaHU U ero HaKOIUJIeHUe, IIpeXXe BCero, Bbi3bIBaeT
MHOXeCTBO IIP06JieM, CBSI3aHHBIX CO CKEJIETOM.

MIIC VI Tuma OTHOCUTCS K JIM30COMHBIM OO/JI€3HSIM HaKoIJIeHMs. B
JI30COMax (OpraHe/uibl KJIeTKM) MPOUCXOOUT paclieryieHe KPYyIHbIX
MOJIEKYJT (MakpOMOJIeKYII), TaKUX, Kak SKUPBI, 6eKu,
IJIMKO3aMMHOIVIMKAHbI, IJMKOreH. IIpm pasHbeIX ¢opmax O0je3Hn
HaApYyILIATCS pasHble CTagus paciieryieHus 3TUX MaKpOMOJIeKYII.

HacnepnoBanmue cuHapoma Maporo-Jlamu

Cungpom Mapoto-JlaMmu — OTHOCUTCS K  HaleICTBEHHBIM
3a60/IeBaHMSIM UM HaCAeOyeTCsl 110 ayTOCOMHO-PelLieCCMBHOMY THUITY.
OTO 3HAUMT, UTO OOJIE3Hb MPOSBJSIETCS TOJIHLKO B TOM C/Iydae, eciu
06a poauTens SIBJASIIOTCSI HOCUTeNSIMU O0JIe3HU U, XOTSI CaMy OHU He
6051€e10T, IepenaioT pebeHKy Ba MOPaskeHHbIX TeHa (OOMH OT KaxkKAa0ro
U3 poauTeseit). BoabIIMHCTBO cemeit, rme ecTb pebeHOK C ITUM
3a00/ieBaHMEM, HE CTAJKMBAJINMCh paHbIIE C IOAOOHOI ITPOOIeMOIi.
Puck moBTOpHOrO poskaeHus: pedberka ¢ MIIC VI B ceMbe, rfie yxke eCTb
nety ¢ MIIC VI, coctaBnsieT 25% Ha Kaxkayt0 6epeMeHHOCTb.

Bce cembu c¢ MIIC VI pomkHbl 006s13aTe€IbHO IIPOMTU MEIUKO-
reHeTMYeCckoe KOHCY/JIbTMPOBAHME U ITOJIYYUTh ITOTHYI0 MHGOPMALIO
OT Bpaya-TeHEeTMKa O PUCKe MOBTOPHOIO MPOSIBJIEHMS JTAaHHOTO
3ab60/ieBaHMS B Ce€Mbe, OOCYIMUTb CO CIIELMAJNCTOM BCE BOIIPOCHI,
CBSI3aHHBIE C HacjaemoBaHMeM 3aboseBaHyus. B Poccuym Memuko-
reHeTHYeCcKe KOHCY/IbTalMy Pab0Tal0T B KaXXI0M perroHe.

Kaxk YCTaHaB/INBAIOT JAUArHos?

Bpauy Ha OCHOBaHMM KJIMHUYECKUX CUMIITOMOB MOTYT 3alOg03PUTh
6onme3Hb.  3aTeM  IIPOBOISITCS  JiabopaTOpHbIe  TeCTbl U
MHCTPYMEHTAIbHOE MccIemoBaHue. IT0CKoabKy pasHble Tuibl MIIC
OUeHb ITOXOXKM IO CBOMM KJIMHUYECKUM ITPOSIBIEHUSIM, HEO0OX0AIMO
MTOATBEPIUTH IMATHO3 C ITOMOIIIBIO JIAGOPATOPHBIX METO/IOB.



[TogTBepxkmatomasi nuarHoctnka MIIC 3akitodaeTcs B OnpeneareHun
ypoBHSs aKckpeliuy Al B Moue U U3MepeHUM aKTUBHOCTU (epMeHTOB
B KJIETKaX KPOBMU, ISITHAX BBICYLIEHHOM KPOBU UM KYJIbType KOKHbIX
dubpodmacros. [asg MIIC VI mpoBomsdT ompeneneHne aKTMBHOCTU
apwicynbdartasbl B. B manbHeiiniem pekoMmeHayeTcs rpoBegeHne JTHK
OMArHOCTUKY (eC/IM aKTUBHOCTDb (pepMeHTa Obljia CHUKEHA).

[IpoBemenue abOpaTOPHON AMATHOCTUKM [JIsI TOATBEPKAEHUS
IMarHo3a KpajiHe HeoOXOOMMO, TaK KakK OT 3TOrO 3aBUCUT BbIOOP
JledeHus, IIPOTHO3 TedyeHMs] 3a00jeBaHMS M OIpeIeleHue Tuia
Hac/iefoBaHMs 60/Ie3H.

KinuHanueckmne nposiBjiieHust cMHaApoma MapoTto-JIamu

Cungpom Maporo-Jlamu - mporpeccupyioliee MyJIbTUCUCTEMHOE
3a00/1€eBaHMe U Y MalMieHTa ObIBAIOT ITOPasKeHbI HE TOJbKO CKeJIeT U
CYCTaBbl, CTPAAAIOT TaKKe HepBHas CUCTeMa, OpraHbl 3peHus1, CIyxa,
CepIeYHO-COCYIMUCTAsT U OPOHXO-JIETOYHAS CMCTEMBI.

CrerieHb BBIPA)KEHHOCTU KIMHUUYECKUX MPOSIBJIEHUN MPU CUHOPOME
Mapoto-Jlamu pasauuHa. M3BecTHbI U KpaiiHe TspKelable (OpMbI
3a060/ieBaHMsI, KOTOpbIe IIPOSIBJSIOTCS y)Ke B paHHeM [IeTCTBe, U
IOBOJIBHO JieTkue, MsATKue (GopMbl 60/ie3HU. B HEKOTOPBIX CIydasix
Ha/inuue cuHapoma MapoTo-Jlamu He BiIMSIET Ha IPOLO/IKUTEIbHOCTD
KM3HM TallMeHTa, HO KauecTBO XM3HM, 6e3yCI0BHO, CTpamaeT Ipu
Bcex (popmax 60JIe3HM.

OcHoOBHag 3ajauya Bpaueii, OJM3KMX ¥ CaMOTIo HalyeHTa ¢ CMHIPOMOM
Mapoto-Jlamu - chOenaTb KM3Hb MaKCUMMaJbHO KOMMOPTHOIA,
CHU3UTb PUCK TSKEIbIX OCIOKHEHMI, 3aMelJIUTh ITPOrpeccupoBaHmue
00J/1e3HM, CMSTYUTh OCHOBHBIE CMMIITOMBI 3200/1€BaHMSI.

Ianee mpuBegeHbl OCHOBHbIE ITPOOJIEMBI, C KOTOPBIMM CTAJIKMBAIOTCSI
MalMeHThl C CMHAPOMOM MapoTo-J/Iamu, HO 3TO He 03HaYaeT, UYTO OHU
006s13aTeIbHO OYOyT Y KaKOOro mamueHTa. 3aboysieBaHMe IIPOTEKaeT
OUYeHb IT0-Pa3HOMY, Iake B OHOI CeMbe.

PanHee pa3BuTue, poct

[TocTaBuTh aMarHos cuHapoma MapoTo-JIamMu HOBOPOKIEHHOMY
IMPAaKTUYECKM HEBO3MOXHO, TaK KaK HalllM IalMeHTbl POXIAITCSI B
CpOK, C HOPMAa/JIbHBIMM POCTO-BECOBBIMM IIOKasaTejsiMu.  PocCT
3aMelJIsIeTCs, KOra MaUIbIlIM AOCTUTAXOT BO3pacTa TPeX-IISITU JIeT.
[TauieHTHI C TsDKeNoit (GopMoit 3abosieBaHMSI OOBIYHO MpeKpallaoT
pacT B BO3pacTe BOCbMM JIeET — MX POCT He IipeBbiliaeT 110 cm.



I pyrue manyeHThl MPOAOIKAIOT PACTY IO IMOAPOCTKOBOTO BO3pacTa U
nocturaioT 152 — 160 cm. TIpu nerkoit popme pocT y MalMeHTOB, Kak
MIPaBUJI0, HIDKE YeM Y 3J0POBBIX CBEPCTHMKOB, HO ObIBAeT U ITOUTHU
HOPMaJIbHBIM.

BHenrHme oco0eHHOCTU

BHemrHuii Bup, MalyMeHTOB C Tsbkesaoi ¢opmoit cuHapoma MapoTo-
JlaMu HeoObIYEH — OHM OOJIbIlIe TTIOXOKM APYT Ha Apyra, ueM Ha CBOUX
ponuTeseii U 30POBBIX OpaTheB U cecTep. Mi3MeHeHMS B CTPOEHUM UX
aul,  0003HAYAIOT  CHENUMaJbHBIM  TEPMUHOM  «TaprOMIM3M»
(orpyb6sieHue uepT): KpyIHas rojioBa, KOPOTKas Iiesi, Kpyrjaoe JuIIO,
IIMPOKUI HOC C IIMPOKOI U TVIOCKO TTepeHOCULIEIA.

[Ipy JIeTKOil ¥ TIPOMEKYTOUHOI ¢opMe 3a00jieBaHMsI BHEIIHMeE
OCOGEHHOCTM Y MalMeHTa CTOJb HEe3HAUMTENbHbI, UTO WX BUIST
TOJILKO BpauM, a OJM3KMe ¥ 3HAKOMbIE He 3aMeualoT HHUYero
HEOOBIYHOTO.

Y nanuentoB ¢ MIIC VI koxka TosicTag M KeCTKas, 4YTO 3aTpyOgHSeT
3a60p KPOBU U UCIIOJIb30BaHME BHYTPUBEHHBIX KATETEPOB.

CKEJIeT, OIIOPHO-ABUTATEC/IbHAA M KOCTHO-CYCTaBHas CUCTEMa

V mammenToB ¢ MIIC VI Tuma, Kak ¥ Ipu Bcex Apyrux dopmax
MYKOIIO/IMCaXapyuI030B, CYIIeCTBYIOT ITPobeMbl ¢ GOpMUPOBAaHMEM U
pocToM KocTen. IlopakeHMe MHOTMX KOCTel C M3MEHeHUeM MUX
dbopMbl HA3BIBAIOT MHOXKECTBEHHBIM AM30CTO30M.  IIpm TsKesoii
dbopme cuuapoma Maporo-JlaMy M3MeHSIETCSI CTPOeHMe MO3BOHKOB.
OnuH MM IBa MO3BOHKA B cepelyHe CIMHBbI ObIBAIOT MeHbIlle, YeM
OCTajJibHbIe, U CjIerka cABUHYTHI. Takoe cMellleHNe TTO3BOHKOB IOPOii
CTAHOBUTCS IPUUMHONI Pas3sBUTUSI MCKPUBJIEHMSI IT03BOHOUYHMKA
(xndo3 uau rop6). OO6BIYHO MTPU JaHHOM 3a007eBaHUM UCKPUBJIEHME
TI03BOHOYHMKA JTIOBOJIHO JIETKOE M He HYyXXmaeTcsl B JieueHun. Ecin
MCKpPMBJIEHME TI03BOHOUYHMKA WM CKOJMO3 IPOrPeccupyrT, TO
TpebyeTcsl MeAUIIMHCKAS TTOMOIIb.

Camble cepbe3Hble, OIACHbIE U >KM3HEYrpoXKalollye IMpob6eMbl
cBSI3aHbl C Jedopmanyeir M OCOOEHHOCTSIMU CTPOEHMST IIeHOTO
otmena. Eciau ciMHHOI MO3T 6yAeT caaB/ieH MM MOBpeXAeH (ieiiHas
MMeJionaTus), HapyllaeTcs MHHepBalMs BCeX 4YacTeil Tela, 4YTO
NpuBedeT K caabocTyu (BSIIbIN I1ape3) MBI, HapyIIeHUSIM I[pu
X0Ibbe, MHOTAA Jaske K 3aTPYTHEHUSIM C TbIXaHMEeM.



TyromogBuM>KHOCTb ~ CyCTaBOB  XapakTepHa mjs Bcex dopm
MyKomnoiucaxapuao3oB. C rogaMy TYrOIOAB/YKHOCTb CYCTaBOB MOSKET
IIPOTPeCcCUpOBaTh U CTATh IPUUMHOI OOJIN.

M3-3a orpaHuyeHusi TOABMKHOCTM CYCTaBOB U 0OCOOeHHOCTel
CTPOEHMUSI MEeTIKUX KOCTel KUCTU, MaJIblbl PyK CTAHOBSITCS YKECTKUMMU
M UCKPUBJISIIOTCS, POPMMPYS TaK Ha3bIBA€MYI0 «KOTTUCTYIO KUCTb».

M3-3a TYromoABMsKHOCTM KPYIIHBIX CYCTaBOB M OCOOEHHOCTeIA
CTPOEHMS KOCTeN MalMieHThbl XOAST C CJIerka COTHYTbIMU KOJEHSIMU U
6egpamu. Y HEKOTOpbIX IIAalIMEHTOB pasBuBaeTcs X-obpa3Hoe
MCKpUBJIEHNEe HIDKHUX KOHEeUYHOCTel (BajibrycHass medopmaiins).
Bo/bIIMHCTBO Bpadeil cuuTaeT, UTO AaHHas1 OedopMaius HOCUT
MIPUCIIOCOOUTEIbHBIN XapaKTep, IIOMOrasi MalMeHTy pacIipenessTh
BeC, MO3TOMY OIEePaTUBHYIO KOPPEKIMI0O B PAaHHEM BO3pacTe JIyylle
He mpoBoauTb. Kpome TOro, B CBSI3M CO CJIa0OCTbIO CBSI30YHOTO
arirapara M HapylleHUsIM CTPYKTYpPbl KOCTei, orepalus He Bceraa
MIPUBOAUT K OXKUIAeMOMY pe3yibTaTy — medopmalius Bo3BpallaeTcs
CITYyCT$SI KaKOe-TO BpeMsl.

B psime ciyyaeB BO3HMKAeT MOpaskeHMe TOOBOK OelIpeHHbIX KOCTeli
(acenTUYeCKUii HEKPO3), YTO MNPUBOAUT K 0O0JEeBOMY CUHIPOMY U
M3MEHEeHMIO ITOXOAKM I10 TUITY "YTUHOM .

OpraHbl AbIXaHUA

HapyuieHue npixatenbHOM cucTeMbl y nanueHToB ¢ MIIC ¢Bsi3aHO Kak
C 0COGEHHOCTSIMM CTPOEHMSI CKeJeTa, Xpsiieit Tpaxeu u pebep, Tak U C
HakorieHueM T'Al' B MATKMX TKaHSIX (YBEIMUYMUBAKOTCS aJeHOU[bI,
UIN3UCTBIe, BBICTWIAKOLIME  [bIXaTeJlbHble IIYTH, CTAHOBSATCS
PBIXJIBIMM, TUIIEPTPO(PUPOBAHHBIMM, B pe3y/JbTaTe 4Yero IPOCBET
IbIXaTeJIbHbIX ITyTei YMEHbIIIAETCS).

BakHO IOHMMATb, UTO HEJOCTAaTOYHOEe CHaOKeHMe TKaHei
KUCIOPOAOM (TUITOKCHUST) BAMSIET Ha (PYHKIMIO BCEX OPTaHOB, ITO3TOMY
yIIyullleHe ObIXaTeJIbHOM (YHKIMM — OOHA U3 IepBOOUYepPedHbIX
3a/au.

[Ipo6ieMbl C IbIXaHMEM YCYTYOJISIeT M3ME@HEeHHOe CTPOEeHMe TPYIHOA
KJIeTKM: TPyLHAs KJIeTKa «KeCTKasi» ¥ He MOXXeT JIBUTaThCs CBOOOIHO,
He T[I03BOJIIeT JieTkKMM HabpaTh O0bIIOI 00beM BO3AyXa. ITHU
0COOEHHOCTM TIPUBOIST K TOMY, YTO ITaI[ME€HThl XY)Ke ITepeHOCST
MHGEKIINY BePXHUX IbIXaTeJIbHBIX IYTEN U JTIeTKUX.



[TepBbIMM CMMITTOMaMM HapylieHUs: QYHKIIMM BEPXHUX AbIXaTeTbHbIX
ImyTeil MOILYT CIYKUTh HOYHOM  Xpall, IIyMHOEe [bIXaHue,
OOCTPYKTMBHOE HOYHOE alHoe (KpaTKOBpeMeHHbIe, A0 HeCKOJIbKUX
CeKyH[l, 3aJepXXKM [bIXaHMSI BO BpeMsI HOYHOro cHa). Takue
MPOSIBJIEHMSI OO/DKHBI HACTOPAKMBATh, TAK KaK B [ajJbHeIlIeM OHU
MOTYT IIPOrPecCupoBaTh M IPUBECTU K PA3BUTUIO OCIOKHEHUI CO
CTOPOHBI IPYIUX OPraHOB (CcepAlie, TOJIOBHOM MO3T).

[Tauienter ¢ MIIC CKJIOHHBI K pasBUTUIO OTUTOB, PUHUTOB U
BOCHAJIEHUIO JIETKMUX, II09TOMY aHTMOAKTEePUaIbHYIO Teparimio
clemlyeT HauMHATL YK€ Ha PpaHHMX CTaausIxX 3aboeBaHMS.
HecomMHeHHO, HY>KHO KOHCY/JIbTMPOBATHCS CO CIeluaJaucTaMu, a He
3aHMMAaTbCSI CaMOJIeUeHeM.

HecMmoTpst Ha pelKOCTb U TSIKECTb 3a00yieBaHMUsI, CleayeT MOMHUTD,
YTO BaKLMHMPOBATh IMauyeHToB ¢ MIIC o00s13aTebHO, TaK Kak
IIPUMBUBKY TIOMOTAalOT MpPeJoTBPATUTL pa3BuUTHUe 3a00/eBaHUIA,
ropakarwumux Jierkue. B TOM uucie BakHO He IIPOMYCTUTH
BaKILMHAIMIO ITPOTUB MTHEBMOKOKKOBOJ MH(MEKIIMNA.

PoToBast 0JIOCTh ¥ 3YObI

YV mnauueHToB ¢ MIIC VI 3y6bl MOKPBITHI XPYIKOV 3Majiblo, UTO
MIPUBOAUT K OBICTPOMY pa3BUTUIO Kapueca.

Cep,Z[e‘IHO-COCYJIMCTaH cucremMa

[TaTonorust ceppeuHo-cocygucroin cucremsnl (CCC) y mauueHTOB C
MIIC nmposiBisieTcss B BUAe: YTOJNILEHME CTEHOK CepAlia, M3MeHeHMUsI
CO CTOpPOHBI KJIallaHHOTO arnrapara (YIUIOTHeHMe CTBOPOK M XOp[,
KJIalaHoOB), pa3BUTUSL  CEpPAEYHON  HeAOCTAaTOYHOCTH, KaK C
COXpaHEeHHO, TaK ¥ CO CHMKEHHOM COKPaTUTEeIbHOI CIIOCOOHOCTDHIO
MMOKapza.

OYHKIMS KIAllaHOB, HECMOTPS Ha MX YTOJIEeHME B pe3ylbTaTe
orTinoxkeHus1 T'Al, MOKeT HEKOTOpoe BpeMsI He HapyllaTrbcsi. B
MOC/IenyIomeM MOSBIISeTCS ILIYMbl, XapaKTepHble OJII MUTPAJIbHON
(CUCTONMYECKMIT) ¥ aOPTAJIbHOM (AMaCTONNYECKNIT) HeIOCTaTOYHOCTMH,
pa3BuUBawOUMeCs] B pe3ylbTaTe HEeCOCTOATEJIbHOCTM KJalaHOB. B
IanbHenemM YKOpOUYeHMe XOpZ, " db1bpO3 J1eBOTO
APTPUOBEHTPUKYISIPHOTO KOJbIIA IIPUBOOIT K CTEHO3UMPOBAHUIO
MUTPAJILHOTO OTBepCcTUsA. HegoCTaTOUYHOCTh TPUKYCIIUAAIBHOTO U
IyJIbMOHAJIbHOTO KJlaraHa 0OBIYHO KJIMHUYECKU He
OIVArHOCTUPYIOTCS.



Kpome ToOro, cepmeuHassi HegOCTAaTOYHOCTb MO’KET pas3sBUBATHCSA C
[opaskeHuem IIpaBbIX OTHOEJNIOB Cephla, IO TUIY XPOHMUYECKOTrO
JIETOYHOTO Cepfia, B pesyabTaTe aedopMauyuy TPyOHON KIETKU,
TOpakeHus JIeTKMX U3-3a oT/IokeHUs A’ ()keCcTKue jierkue).

BprouniHasi 1mojsocThb

[Tpu curgpome MapoTto-Jlamu rieueHb U cejie3eHKa yBeJInYeHbl 13-3a
HakorvieHus T'Al' (remarocruieHOMeranus). YBeluueHue IedyeHu
OOBIYHO He IMPMBOAUT K HAPYIIEHMIO ee (QYHKLINA.

[Ipu MIIC, Kak IpaBUIO, XMBOT yBeJlndeH B 00ObeMe 3a Cyer
reraToCIIEHOMEera/iuyM M CJ1aboCTU TIPSIMbIX MBI, KMBOTA. Takxke
YaCTO BO3HMKAKOT COYETAaHHble WM M30JAUMPOBAHHBIE T'PbDKU
(TryriouyHasi, I1axoBasl, I1aXOBO-MOIIOHOYHOM WU CpegHel JIMHUU
KMBOTA). PellleHne o0 HeOOXOAMMOCTM OIePaTUBHOIO JieUeHMUSsI
IOJDKHO TIPUMHMMATBCS COBMECTHO C Jiedall M BpauoM: II0Ka3aHMEeM K
CPOYHOI OIlepanum CIY>KUT yIleMJIeHMe I'PbIKeBOrO BbINISTYMBAHMSI.

HepsHas cucrema

ITpu MIIC VI MHTeJ/UIeKT He CTpagaeT — JeTU U MOAPOCTKM XOPOIIO U C
YOOBOJILCTBMEM yUaTCs. MHOTME C OT/IMUMEeM 3aKaHUMBAKOT LIKOIY U
BVY3.

[Ipy TsoKeIbIX (popMax MOIYT BO3HMKATh HAPYIIEHUS ILIMPKYISLIVS
CIIMHHOMO3TOBOJ KMIKOCTU. B 3TOM C/lydae IaiMeHThl KaJIyIOTCS Ha
rojioBHble Oo0ym. Heobxommma KOHCY/IbTALIMSI Bpada-Helpoxmpypra
IJIT  pelleHus BOIIpoca O HeOoOXOOMMOCTM OIepaTUMBHOTO WA
MeIMKaMeHTO3HOIO JIeUeHMS TaHHOTO OCIOSKHEHMS.

EcmM BO3HMKAIOT MOMO3pPeHMs Ha ruapouedannio, TO HeoOXOayMOo
MPOBECTY KOMMbIOTepHYIO ToMorpaduio minu MPT. OcMmoTpa r/1a3Horo
IHA OKYJIMCTOM HEIOCTaTOYHO [JIsi IIOCTAaHOBKM JMarHosa, T.K.
rugpouedanus y gereit ¢ MIIC VI MmoskeT IIpoTeKaTh M 6€3 3aCTOMHBIX
U3MEHEeHM Ha IVIa3HOM JHe.

OODHMM M3 4YacTbhIX OCJIOKHEHUI SBISIeTCS CTEeHO3 ITI03BOHOUYHOTIO
KaHasa.

OTO OITaCHOEe OCJIOKHEeHMe, KOTOpoe MOXKeT IIPUBeCTU 3HAYUTEIbHbIM
MOUIeLACTBUSIM, B TOM [BUTATeJbHBIM HapylLIeHUSM, [I03TOMY OYE€Hb
Ba)KHO YTOOBI MMaI[MEeHT HAOII0AA/Cs Y Bpaua-HeBPOJIOra M OpTOIle/Ia-
xupypra. PentreHorpadus meifHOro otaesa Io3BoHOuYHMKa, MPT u
KT MOryT momMmousb B BU3yaJIu3aLuU 3TOrO OCJIOKHEHMS.



KapnanbHbIii CMHAPOM (3aIISICTHBINA CUHAPOM, TYHHEJIbHbBIN CUHAPOM)
— pacmpocTpaHeHHasi Iipobiema y manueHToB ¢ MIIC. HepBssl
IIPOXOOST Yyepes 3arsiCTbe MeXAY 3alsICTHBIMM KOCTSIMU U CBSI3KAMM.
YToniieHne CBSI30K 3a cueT HakorvieHus ['Al' oka3biBaeT gaBjieHue Ha
HepBbl. [IposiBIeHIEM 3TOTO CMHAPOMAa MOTYT ObITh 60JIb I OHEMEHMeE
MaJiblleB PYK U TPYSHOCTU C 3aXBAaTOM IIpeIMETOB, UYTO 3aTPyOHSET
KaXIOJHEBHYIO aKTUBHOCTD IMAL[VIEHTOB.

[T  OMArHOCTUKM M3MEpPSIIOT CKOPOCTh ITPOBeIEeHMsS HepBHOIO
MMITYJIbCa B 00JIaCTM KMUCTHU. DTO IIPOCTas MpoLeaypa, IO3BOISIOIIasI
YCTAHOBUTD HAJIMUMeE WJIM OTCYTCTBME TIOBPEKIEHMSI HEPBOB.

HekoTopble  HapylleHMsT  HEPBHOM  CUCTeMbl (OBUTraTeJIbHbIE
pPacCTpPOIICTBA) SIBJISIIOTCSI BTOPUUYHBIMM M B OOJIBIIEN CTEIeHU
CBSI3aHBI C MOpa)KeHMEeM CKeJieTa.

OpraH 3peHust

Hakoruienne TAT' MpOMCXOOMT BO MHOTMX TKaHSIX, B TOM 4ucie, B
poroBuiie, IO3TOMY MOXKET HAOIIOAATbCS ee MMoMyTHeHMe. OmHUM 13
MIPU3HAKOB M3MEHEHMUS POTOBUIIBI SIBJISIETCSI HEIePeHOCUMOCTh
SIpPKOTO CBeTa, TaK KakK IIOMYTHEHME BbI3bIBAET HEIPaBUIbHOE
TpeJiIoMJIeH) e CBeTa. B 3TOM ciryyae MOTYT ITOMOYb COTHEUHBIE OUKI.
Eciu TMOMYTHEHME POTOBUIIBI TSDKEJIOe, YXYOIIAeTcs 3peHue,
0COGEHHO IPU TYCKJIOM CBETe.

Omnoxkenne T'AI' B ceTuaTke MOXeET TIIPUBECTM K TIIOTepe
nepudepuyeckoro 3peHus] M HUKTIONUU («KYPUHOM CJIEIOTe»).
Pe6GeHOK B 9TOV CUTyalMM ITyTAeTCs ¥ OTKA3bIBAThCSI XOAUTh B TEMHOE
BpeMsl CyTOK. JKejlaTelbHO OCTaBJSITh HOYHMK BKJ/IKOYEHHBIM B
criayibHe ¥ Kopumope. MHorma MOIYT BO3HMKATh IIPOOGIEMBbI CO
3peHueM, BbI3BaHHbIe M3MEHEHMSIMM B CeTyaTKe IJla3a WIn
[JIAyKOMOJ (MOBBILIEHHBIM BHYTPUIJIA3HBIM [aBJieHUEM), IT03TOMY
peryssipHble 0CMOTpPbI 0 TaTbMOJIOTa HEOOXOAMMBI.

C mOMOIIBIO CHeLMaJbHBbIX MCC/IeOBAaHUM CIeLMaauCT OITpeneInT,
M3-3a 4ero yxyamaeTcsa 3peHusd.

OpraH cryxa

[Tpu MYKOIIO/IMcaxapuao3ax TYTOYXOCTh MOXKeT OBITD
HelpoceHCOpHasl (CBSI3aHHAas C HapylleHueM YyBCTBUTEIbHBIX
(BOJIOCKOBBIX) KJIE€TOK B V/JIMTKE), KOHAYKTMBHASA (CBSI3aHHAsl C
HapylleHueM  3BYKONPOBOAMIIMX  IIyTel) WIM  CMellaHHas
(KOMOMHALIMSI OBYX TUIIOB). [Ipn cuugpome Maporto-Jlamnu



TYTOYXOCThb 4allle HOCUT CMeILIaHHbI XapaKTep U Mporpeccupyer C
BO3pacToM. PasnnuaroT 3 cTereHyu TYrOyXOCTU: JIETKYI0, YMEPEHHYI0
U TSOKENYI0. B 3aBUMCMMOCTM OT TUIA U TSDKECTU TMOPaskeHUs CIyxa
MIPUMEHSIIOT pa3/M4YHble METOAbl KOppeKuyuyu. BakHO KakK MOXXHO
paHbllle 3aMeTUTh TMPU3HAKM CHWKEHMSI Cayxa, TakK Kak 0e3
KOPpPEeKLM TYrOyXOCTb IIOMeNIaeT HOPMaJbHOMY pa3BUTUIO U
o0yueHMI0 MaleHToB. PaKTOpOM, YCYTYOIISIONIMM HapylleHue CIyxa,
SIBJISIIOTCSI YacTble MHMEeKIUYU CpefHero yxa (OTUTBHI).

JleueHme, HAOIIOOEeHVE M IIJIAHOBbBIE 00C/IeJOBaHMSI

BpauaMu-skcnepramu M3  pasHbIX CTpaH  ObLIM  CO3JaHbI
peKOMeHJaluMy II0 HaOMIJeHMI0, [OMardHoCTMKe U JIeYeHUIO
nanueHToB ¢ MIIC VI tumna.

Hao6mioneHue, mjiiaHoBbIe 00C/IeOBAHVISL VI T€CThI

st Toro, 4YTOOBI OILIEHMBATh COCTOSIHME TauyeHTa, 3¢hdekT
MpOBOAMMOI (depMeHTHOI Tepanuu, dusMoTepanuu, CyuecTBYIOT
pasinyHble TeCTbl M IIKaJbl. OueHb BaXXHO He OTKa3bIBATbCS OT
MpOBeJleHNs ITUX UCCIeI0BaHMii, IOTOMY YTO OHM IIOMOralT Bpayam
00BbEeKTUBHO OIEHUTb COCTOSIHME TIaljMeHTa, 000CHOBaThb JieueHue,
BBECTU M3MeHeHMs B IIporpaMMbl peabuanTauuy u abmintaiumn.

CaMbIM M3BECTHBIM SBJISIETCSI 6 MMHYTHBIN TecT XoAbObl. CyThb ero
O4YeHb TIIPOCTasi: OLIEHMUTb BBIHOCAMBOCTb TalueHTa. IlanueHTy
MpejaraloT  XOAUTh MO OJUMHHOMY KOPUAOPY B TeueHue 6 MUHYT.
OuieHMBaeTCsl KOJIMUYECTBO MpPOIAeHHbIX MeTpoB. Korma rmpoBoamin
KIMHMUYEeCKMe MCObITaHus mpemnapara masi JjedeHusi MIIC pa3HbIX
TUIIOB, UCCIe0BaTeaN MPOBOAMIM TaKoe TeCTUPOBAHME 0 U IOCIIe
Hauajla (epMeHTHOJ) Tepanuy, CPaBHMUBAIM pe3yJabTaThbl TIPYIIIbI
MalMeHToOB, MOJYy4YaBIIMX IIpernapar, C pe3ylbTaTaMu TeX, KTO
nogydaa T1aneb6o. VMMeHHO TeCcT [doKaszajl, uTo depMeHTHas
3aMeCTUTeJIbHAs Tepanusl yay4dllaeT BbIHOCJIMBOCTb MALlMEHTOB U UX
IBUTaTEJbHYK aKTMBHOCTD.

[T OuMarHOCTUMKM 3a00/ieBaHMSI JIETKUMX UM OPOHXOB HEOOXOAMMO
npoBecTu GyHKIMIO BHeltHero abixaHus (O®BII). ITpu nmomonin OB]]
OIIpeeIsIIoT, KaKoi MaKCMMajIbHbI 00beM BO3ayXa MOKET BIOXHYThb
MalMeHT, HACKOJIbKO OBICTPO ITPOMUCXOAUT Ta3000MeH. IDTU TeCThl
MOTYT BbISIBUTb 3a00/i€eBaHUSI JIETKMUX, OIPEeNeIuUTb CTeIlleHb UX
TIOpaskeHNsT U OLEeHUTh 3PPeKTUBHOCTb JiedeHMsI. TecTbl OOBIYHO
BBITIOJIHSIIOTCSI C MCIIOJIb30BAaHMEM CHEMaJIbHOTO O0OpYmOBaHUS -



cripomeTpa. Bo BpeMs McciaemoBaHMs HY>KHO IO KOMaHJe BIbIXaTh,
3aJlepsKUBaTh BO3AYX, BbIAbIXaTh. MiceieqoBaHue QyHKIMM JIETKUX He
IIpeiCTaB/IsIET ONACHOCTHU JIJIs1 34,0POBbSI.

BoicayiinBaHue (ayCKy/abTallyusl) cep/iia JOIKHO ObITh 00sI3aTeTbHbIM
" peryiasipHbIM UCCIeN0BaHMEM b8 6 ManeHTOB C
MYKOIIo/JMcaxapuao3amm. BakHbIM MeTOOOM M3y4YeHMs cepAla
SIBJISIETCSI  V/IBTPa3BYKOBO — axokapauorpadus (9xo-KI'), oHa
6e3oracHa, 6e360e3HeHHa U BbicOKOMHPopMaTuBHA. CoBpeMeHHbIe
IpUOOPHI  TIO3BOJISIIOT MOJYYUTh OFHO-, OBYX- U TpexXMeEpHOe
1300paxkeHue cepia, orpeaeauTb CKOPOCTb KPOBOTOKA U JaBIeHNE B
pasIMYHbIX OTAeax, ONpeneanTb HallpaBjieHMe U TypOyJIeHTHbI
XapakTep KpoBOTOKAa. OJxO0-KI' pekoOMeHIOyIT TIIPOBOAUTL IIO
IOKa3aHusIM, HO He pexe 1 pasa B rom. ITO ucCIegOBaHUeE
HeoOX0IMMO, UTOObI OOHApYKMUTb JiI0Oble IpoOIeMbl C ceplem
(yBeMueHue pasMepoB, MHIEKC MacCbl JIEBOTO KeayaouKa,
HapylIeHe COKpaTUTeIbHOM QyHKIMUM (dpaKiusi BbIOpoca), a TaKKe
IMAaCTOINMUYeCcKOi (QYHKIMM, OLIEHKA CepAeUHbIX KIalaHOB, IBUKeHMe
MeXCKeTyo0uKOBOM MeperoposKi)

Kpome TOro, msi BbISIBJIEeHUS HapylIeHUS PUTMa U IIPOBOAMMOCTU
cepaiia HeoOXOAMMO MPOBOAUTb XOJTEPOBCKOE MOHUTOpPUPOBaHME
OKT', He pexke 1 pa3a B roj,.

Heob6xoaumo pery/spHO (IBa pasa B rojl) IPOBOAUTDb IIPOBEPKY CJIYXaA,
IO TOro uToObl Ccpa3y ke HauaTb JieueHue, eciau MnoTpebyeTcs, U
MaKCMMaJIbHO COXPaHUTb BO3MOKHOCTb YUUTHCS M 0OIIATHCSI.

MarumuTHasi pe3oHaHCHas1 Tomorpadmst

MPT no3BOHOYHMKA OO/IKHA ITPOBOOMUTCSI €KETOJHO, C OCOOEHHBIM
dboxycom Ha 00IaCTIX, B KOTOPBHIX MOXKET Pa3BMBATHCS KOMITPECCHS
COMHHOIO MO3ra: ILIeNHbIN, TPYSHON, T'PYLOMOSCHUYHBIN OTHebl.
[TauyeHThl ¢ cMHApOMOM MapoTo-JIaMu MO/KHBI HAOMIOOaTbCS Y
Bpaua HEBpPOJOTa ¥ XUPypra-opromnena, uUToObl OHM  MOIJIU
KOHTPOJIMPOBATDb COCTOSIHME IIEMHOTO OTAe/ia IO3BOHOYHMKA. BaskHO
OLIEHMBATb pe3yJabTaThl MCCIEOOBAHUI B OUMHAMMKe, IIO3TOMY BCe
CHUMKM CJIeflyeT XPaHUTb U IIPeNoCTaB/IsITb Bpauam IIPpU KasKkOgoM
clenyrolinemM UCCIeJOBAaHUMN. KomrbroTepHYI0 ToMorpaduio
TMO3BOHOYHMKA AETSIM 4acTO MPOBOMMIT IO, HAPKO30M, B TOM UNCITIe,
repeq rIaHpPyeMbIM OIlepPaTUBHBIM JIEUEeHMEM.

PentreHorpadus



PeHTreH 1IeHOrO U I'PyAO-TMIOSICHUYHOTO OT/Ie/IOB [TIO3BOHOYHMKA B
OBYX TMPOEKUMIX CjIenyeT IMPOBOOUTh Kaxnable 1-3 roma. ITO
MccaegOBaHMe IIPOBECTU TeXHuuecku mpoile, yeM MPT, kpome TOro
peHTreHorpadus gaet 60sblile MHGOPMAIMM O CTPOEHNM TT03BOHKOB,
HO He TT0Ka3bIBaeT CTeleHb CAaBJeHNUs CIIMHHOTO MO3ra.

CumMIiToMaTndyeckoe JieueHue

OCHOBHAs Ieb CMMIITOMATUMUYECKOTO JIEUEHUSI — CKOPPEKTMPOBATh
BbI3BaHHbIE 3a00/IeBaHMEM M3MEHEHMSI.

Ckener un OIIOPpHO-ABUTATEC/IbHAsA CUCTEMa KOCTHO- CyCTaBHasl
cucreMa

BakHO HaiTH 0ajaHC MeXIYy BO3MOKHOCTbIO XKUTb MaKCUMaJbHO
TIOJIHOM >KMU3HBIO ¥ MMHMMM3ALMEN OCIOXKHEHUM, CBSI3aHHBIX C
0COOEHHOCTSIMM CTPOEHMS cKejieTa IauyeHToB. C OgHO CTOPOHBI, He
cleayeT ype3MepHO OTPaHMYMBATDH M OIleKaTh AeTeli, HO HeKOTOphIe
BUIbI (PM3MUECKOI aKTMBHOCTM, TaKue, Kak KyBbIpKaHMe, CTOMKa Ha
rOJIOBE€ ¥ HBIPSIHME [O/KHBI OBITh ITOJTHOCTbIO MCKIIIOUEHBbI M3-3a
HeCTaOMIbHOCTYU IIEeMHOro OTHesa. Paspemiaiorcst jerkue MOACKOKM,
HO MalMeHT He JO/KeH CaMOCTOSITeJIbHO IIphIraTh Ha 00e HOIH,
IIOTOMY UTO CMCTeMa OIOPbI M KOOPAMHALIMN ABUKEeHMI Y Hero c¢jiabo
pasBuTa. PoguTensiM IIKOJbHMKOB HYKHO 00SI3aTE€/IbHO COOOIIMUTD
yunTesnio GU3KyIbTYypbl 00 0COOEHHOCTSIX YUeHMKA.

[TanieHThI ¢ CMHAPOMOM MapoTo-JIaMu [OKHBI BECTU TOIBUKHbIN
06pa3 KM3HM OjIs1 ToamepskaHus (YHKIMOHMPOBAHMS CYCTABOB U
yAyJIIeHus] OOINero COCTOSIHMUSI 3O0POBbSl. Bpau-dusmoreparieBT
MOXXET TIIOCOBETOBAaTh pas3jMuHble KOMOMHALMUM  eXegHEeBHbBIX
YIIPasKHEHUIA.

VIHTeHCUBHAsA Tepanus OJjs YAydlleHUs TOABVMKHOCTU CYCTaBOB U
IO3BOHOYHMKA, @ TakXkKe s YKpeIleHMsl CIIMHHOI M OpIOIIHOIA
MYCKY/IaTypbl peKOMEHI0BaHa BceM IauyeHTaM. YToObl YMEHbIINUTD
MOCIENCTBUSI TUTIEPIOPA03a, HEeOOXOAMMO VYKPeIUISiTh TIPYIHYIO
MYCKYJIaTypy, IIPpU 3TOM MPOBOAUTH Tepamnuio, HAIpaB/JIeHHYI0 Ha
pasBUTHE IMOSICHUUHO-KPECTIIOBOIO OTHeNa. BaxkHO CaeauThb, UYTOOBI
MalyeHT He IepeHarpsrajcsd M He yCTaBaJl 4Ype3MepHO, IMO3TOMY
peKoMeHAyeTCsl TUaTebHO M3YUUTh ero ¢pu3uueckoe COCTOSIHME U
BbIPAab0TaTh MHAMBUAYA/IbHbIE pEKOMEHIAIINNA.

PEKOMEH,U,YETCH 3dHMMATbCAd OOMa, coueTasa aKTMBHbIE U ITaCCMBHbBIE
YIIpa’>KHEHM. Kommjiekc 3aHSITUI JOIKEH BKIKOYATh:



- VIIpa>)KHEHHMA Ha Bpra6OTKy OCaHKM M YYBCTBAa PaBHOBECHUSI;
- VIIPa>)KHEHN Ha PaCTAXXKEHUE,

-BOJIHbIE TIPOLEYpPbl M 3aHSITUS CIIOPTOM B BOMe, OCOOEHHO MJIs
TIOKMJIBIX ITAllMeHTOB. Paccmabagionmii Maccask ¥ MOABOOHbBIN Maccaxk
OKa3bIBAIOT BeChbMa OJIaroIpusTHOE IeiiCTBHE.

OTnenbHOTO BHMMaHUSI TpeOyioT nedopMMpoBaHHbIE CTYIIHU U
KucTu. UTOOBI IOAIEepPKMBATh MOABMKHOCTh CTYITHEH, HeoOXOIMMO
BBITIOJIHSITh CIleliMa/ibHble YIIPaskKHeHMsI, JIydllle BCero JoMa MM BO
BpemMsi Urp. s CHSITUS 4Ype3MepHOTO MBIIIEUHOTO HaIpsKeHUs
HeobOxoMmMa opToIieiuecKkasi 00yBb, CTEIbKM U BKJIAIbIIIN, KOTOPbIE
BBITIOJIHSIIOT MOAIEeP>XKMBAIOLIYI0 (DYHKIMIO, B HEKOTOPBIX CAydasx —
opTe3bl. BAHHOUKM, Maccask HOT Takke HeOOXOIMMBbI.

Ba)kHO BBITIOJHATh VYIpPa)XKHEHUs] HaA PaACTSDKKY MBIIIL,  3aHen
MOBEPXHOCTU Oempa ¥ rojgeHu. [IJisl yaydIieHus MeJKOM MOTOPUKMU
KUCTell pyK peKOMeHA0BaHa MHTeHCUBHAsI TMMHACTMKA [IJISl T1a/IblieB
M JaJiollleK, ee POOUTEJM MOTYT MpPOBOAUTH Aoma. Jlyuine Bcero
BBECTM HeOOXOmuMble VYIIpaKHEHUSI B IIOBCEIHEBHbIE TOMAIIHME
pUTYyasibl, HallpyMep, BO BpeMs eibl 3a CTOJAOM. Mrpbl C yuyacTuem
JlaJIoHel U MajblieB OUueHb M0 Aylle TeTsIM, HO BO BpeMsl yIIpaskHeHUIA
Ha pacTsbKeHMe MOTYT IMOSIBUTBHCS Kajao0bl Ha O0/b UM HEIPUSITHbIE
CUMIOTOMBI. B 3TOM C/lyyae TMOMOTYT TeIlJible BaHHOYKM [JISI PYK,
MOAYIIeYKY C MPOTPEeThIMM 3€epHaMM UM MXOM, TOp(oM, KOTOpbie
MalMeHT Jep>KUT B pyKax BO BpeMs UTp.

[Tocie MHTEHCUBHBIX 3aHSTUII 3JIEKTpOTepanus, Py4YHOM MacCax,
BOJHBIN Maccax, Tepamusi jeueOHOM Trpsi3blo, 3aHSITUS HA BOMHBIX
TpeHakepax CHMMAIOT 00JIb ¥ IIPMHOCSIT ObJIeryeHme.

[Ipu mipoBefleHUM BCeX aKTUBHBIX BUAOB Tepamnuu cieayeT o6paiaTh
ocoboe BHMMaHME HA PUTM [ObIXaHMS M JaBaTh [JOCTATOYHOE
KOJIMUECTBO MepepbIBOB [IJIs1 OTAbIXA ¥ BOCCTAHOBJIEHMS JbIXaHMS.

XI/IpypI'M‘IECKOE JeyeHue

CyllecTBYIOT pa3/iMdHbie MHEHUS 0 HEOOXOAVMOCTY XUPYPTUUECKOTO
BMellaTeabCTBa. HO omepaTuBHOe BMeNIaTeIbCTBO — BCErga PUCK, U
npuberaTb K HeMy JedyeT TOJAbKO B Cjiayyae HeoOXOAMMOCTHU
peliieHye Bceraa JO/IKHO MPUHUMATBCS C y4acTeM JOKTOPOB Pa3HbIX
CIlelMalbHOCTEN, B TOM yucie Bpaveii-Xupypros,
CTIeVaIU3UPYIOIIMXCST Ha CIIMHATBHOM XUpyprun. JIydiie mMpoBOAUTD



JI00ble OmepaTHBHbIE BMeIIaTeIbCTBA B IIAHOBOM IOPSAKE, TOTHA
Bpauy MOTYT JIyUllle OLIEHUTh COCTOSIHME TalieHTa ¥ MOATOTOBUTHCS
K orepaluy ¢ yueTOM 0COOeHHOCTeN MalleHTa.

bonbirasgs caoxkHocts npu  MIIC - mpoBeneHue aHeCTe3UM.
HecTaOMILHOCTD IIETHOTO OTHAeNa IMO3BOHOUHMKA Y IAllMeHTOB C
MIIC vyBenmumBaeT PUCK TPaBMATUUECKOTO TIIOBPEXOEHUS MpU
BeleHMM aHeCcTe3UM, TaK KaK MHOTMe aHeCTe3MOoIornuecKue mocooms
CBSI3aHbI C MAaKCUMMAaJIbHbIM pa3rubaHueM Ien. YacTo TYromoaBUsKHbI
CYCTaBbl YeJIOCTU U IIJIOXO OTKPbIBAETCS POT, SA3bIK M NE€CHbI MOTYT
ObITh YBEJIMYEHBI.

B orom (©Iyuyae HYKHO MPUHSATb CIIelMaJbHble  MEphI
MpesoCcTOPOsKHOCTU. IHTYOMpoBaTh Jtomeii ¢ MIIC momkeH OIBITHBINA
Bpay, MMeIOIIMIi oIlpeleseHHble HaBbikKM. ECIM malueHT Ionaa B
KPUTUUYECKOM COCTOSIHMM B OObHUITY, HEOOXOAMMO COOOIIUTD Bpauy-
aHeCTe3MOoJI0Ty-pPeaHMMaToJIOTy, YTO BO3MOXKHBI ITPOOJIEMBI C el U
MHTyOaLMen. JIpixaTeabHble ITyTU, KaK ITPaBUJIO, CYKEHbI, II09TOMY
MOKeT IIOTpeboBaTbCsl  SHAOTpaxeajbHass TpyOKa  MeHbIIIEro
nuameTtpa. Cama ycTaHOBKA TaKoil TPyOKM - OUeHb TPYAHBIN IIpoliecc,
BO3MOXKHO, ITOTPeOyeTCs UCIO/Ib30BaHMe '’MOKOr0 6pOHX0CKOTIA.

HecTaOMIbHOCTD IIEITHOTO OTHesa MTO3BOHOUHMKA KOPPEKTUPYETCS C

IIOMOIIbIO oOmepaumy (IeiHblit  crioHauaones). OcBoOOXKIAETCS
CIIMHHOMO3TOBOJ KaHaj, MOTOM C TTOMOIIbI0 KOCTHBIX (PparMeHTOB
W MCKYCCTBEHHbIX MaTepuaioB dbopmupyercst oriopa,
00beIMHSIONIAS ABa BePXHMX MTO3BOHKA 11 OCHOBaHMe yeperna.

OpraH cryxa

HelipoceHcOpHass ¥ KOHOYKTMBHAs TYTOYXOCTb B OOJBIIMHCTBE
CJlydaeB MOTYT KOMIIEHCHMPOBAThCS MOAO0POM CIYyXOBBIX alllapaToB
(cmyxoBble MMILJIAHTBI CPEeTHETO yXa).

CepaeyHo-cocyaucTas cucTeMa

3-3a pasBuUTHUS KIAMaHHBIX OUCHYHKINI HepeaKo peKOMeHA0BaHa
KOHCYJIbTALMS  KapauoxXupypra [Ijisi  pelleHMs BOmpoca O
HeoOXOAMMOCTH MPOTE3MPOBAHMS K/IallaHOB Ceplia.

l13-3a yacTo pa3BUBAIOIIMXCS HAPYIIEHUIA pUTMa CTaBUTCST BOIIPOC 00
MMIUIAHTaUM KapauoBeprepa-aeduopuiasTopa.

Nudexuun



BaskHO, UTOOBI OCYIIECTBJISVICS XOPOIIMI yXOI 3a 3y0aMu, Tak Kak
paspylieHHble 3yObl IPUUMHSIOT CUJIBHBIN IVMCKOM@OPT U SBJISIOTCS
ouaramu wuH@ekuuu. HeoOXOAMMO peryasspHO UUCTUThb 3YOBI,
JICIIOJIb30BATh PAacTBOPBI [Jis1 TOJMoCcKaHus. Ho maxke mpu camoii
THIATEJIbHOI 3a00Te 0 3ybaxX, MOTLYT Pa3BUBATbCS BOCHAIUTEIbHbIE
TIpoLecchl. Pa3apaskUTeNIbHOCTD, IIJIa4U ¥ OeCIIOKOCTBO MHOIa MOTYT
OBbITh €IMHCTBEHHBIMM CUMIITOMaMM IIpobneMm c 3ybamu. Ilepen
ONepaTUBHBIM JieueHMeM 3y0OB MalMeHTaM, Y KOTOPBhIX YiKe
OMArHOCTMPOBAHO IIOpakeHMe KJIalaHOB cepAlla, HeoOXOoaum
NpouIaKTUUECKUIi TIpYeM aHTUOMOTUKOB A0 U MOC/Ie JeYeHUs. DTO
BBI3BAHO T€M, UTO HEKOTOpbIe OAKTEPUM M3 POTOBOI IMOJOCTY MOTYT
IIPOHMKHYTh B KPOBOTOK ¥ BbI3BaTh MH(EKUMOHHBIN MpoIecc Ha
ropakeHHOM KijarnaHe. Eciu HeobxomuMmo ymajaeHue 3yba MO[
a”HecTe3ueil, 35TO HOO/DKHO OBITb CIOeJaHO B OOJbHUIIE, a He B
CTOMATOJIOTMYECKOI TOJMKIMHUKE, II01 HaAOIIOAeHMEeM OIIBITHOTIO
Bpava-aHeCcTe310JIora-peaHMaTojIora 1 Bpaua-cToMaTosIora.

Jleuenne OGaHampbHOro OPBU y mainmentoB ¢ MIIC sydiie Takxke
IIPOBOAUTH TOJ MPUCTAJIbHBIM BHMMaHueM Bpaua. CienyeT IOMHUTD
00 0COOEHHOCTSIX IMpPMMEHEeHMSI CTaHIApPTHBIX IIperapaToB Yy 3TOi
TPYIIIbl  TAIMEHTOB. Hanpumep, Takme JeKapCTBa, Kak
AHTUTUCTAMMUHHBIE TIpernapaTbl, MOI'YT CYIUUTh CAU3UCTYIO, Jejasi ee
TOHbIIIE, TPOTUBOOTEUYHbIE UM COCYAOCY>XKMBAIOIIe CpeacTBa MOTYT
MOBBICUTH KPOBSIHOE HaBJIEHME U CY3UTh KPOBEHOCHBIE COCYHbI, YTO
Heskenate/ibHO pu MIIC.

3-3a 0coGeHHOCTEl CTPOEeHMS TO3BOHOUYHMKA U TPYIHONM KIETKH,
MmaiyeHTaM C CHMHApPOMOM MapoTto-JIamu CI0KHee CIPaBUTHCS C
mnH@eKIMen, eciu OHa 3aTparuBaer Jierkue, I03TOMY Bpauu Jaxke IIpu
He3HAUMTeTbHOM MHPEeKIIMM MOTYT Ha3HaYaTh aHTUOMOTUKMA.

YroO6bl HOPMaJIM30BaTh  LUPKYISLMIO BO3OyXa B JIETKUX,
pekoMeHAyeTcsI ¥ NOpodUIaKTUYeCKM, U BO BpeMsi 00Jie3HU
IIPOBOAUTH UTPbI C MBUIbHBIMM ITY3bIPSIMMU, BATOM, COJIOMUHKAMM [IJIS
HAIlUTKOB, OYMaKHBIMM IIaKeTaMM ¥ [OPYTMMU TIpeIMeTaMu
(BO3OYIIHBIMM IIapaMy, MsiYaMM), TPEOYIOIIMMM aKTUBHOM pabOThI
IbIXaTeJbHOM cuctembl. [l OeTreil Iiocrapiie, [jsi IIOOPOCTKOB
MOKHO pa3paboTaTh YIIPaKHEHMST IJISI PaCTSDKEHMS MBbIIIL, TPYIHOM
KJIETKM, UTOOBI POOUTENM MOIJIM CAaMOCTOSITEIbHO 3aHMMAThCSI C
IeTbMMU.

ITaccuBHBIE VIIp&>)KHEHUA OJIs I'py,[[HOI?I' KJIeTKN IIPUMMEHAITCA OJId
IMallMEeHTOB C OCTPbIMMU I/IH(i)E!KLU/ISIMI/I AbIXaTeJIbHbIX HVTQVI nimn ngJisd
IMmanuMeHToB, KOTOpble He MOI'yT CaMOCTOATEJIbHO JOBUTATbCA.



VrpaskHeHUsI ToMoraiT 6onee 3hGeKTUBHOMY OTHeNeHM0 cm3n. K
HMM OTHOCSITCS IIOTSITMBAHMSI, PACTSDKEHMS, IIOTPSIXMBAHMSI, MACCaK U
BUOpaIuun.

HueToTepanus

CrieniuanbHas [ueTa He CMOXKeT IpefoTBpaTUTh HakorieHue I'Al, Tak
KaK OHM CUHTEe3UPYIOTCS B K/IeTKaX, a He IIOCTYIIAlT C IUIen.
[TosTomy orpanuueHusi B nuere mnauueHtam ¢ MIIC He HYyXHBI,
MalMeHThl [O/DKHBI IIUTATbCS B COOTBETCTBUM C BO3PACTHBIMU
MOTPEeOHOCTSIMMN.

IlaToreHeTmnueckas repanmus

st MIIC Tun VI paspaboraHa crenuanabHasi depmMeHTHas
3aMecTuTe/ibHas Tepanus. IlalMeHTy exXeHenelbHO BHYTPUBEHHO
BBOJSIT HeIoCTaIuii GepMeHT B CTaHIApTHOM O03MpOBKe. B camoii
rpolileaype BHYTPUBEHHOrO BBeleHMS ¢depMeHTa HeT HUYEero
CJIOKHOTO, ¥ TIpM OMpeneieHHOM HaBbiKe MHQY3UI0O MOXHO
IIPOBOJNTD B 110007 OOJIbHUIIE.

OddeKT oT Tepanuy BO MHOTOM 3aBUCUT OT TOT'O, KOTIa 6bIIO HAUaTO
neyeHue. BmecTe ¢ BpauyoM HeoOXOAMMO TIiepel, HayajloM
dbepMeHTHON 3aMeCTUTEeIbHON Tepamnuyu OOCYIUTh BCE BO3MOXKHBIE
pucky, 1mobouHnie 3¢P@eKThl U IJTaBHOE — OXUIAHUSI OT JIeYeHMS.
BakHO MOHMMAaTh, UTO BBelleHMe depMeHTa He MO3BOJMUT BbLIEUUTD
3aboneBaHye, 1eb Tepanuu — 3aMeIJUTb I[IPOTpeccupoBaHMe
6onesun. Te gedpopmaliuu, KoTopbie yske chOpMUPOBAINUCH, TEpPATTHS
He MCIpaBUT, MHAY3MOHHAS Tepamnusi He 3aMEHUT HeoOXOHMMbIe
XUpypruyecke BMeliaTeaIbCTBa.

B3pocaas mcusHv

[TauieHTaM ¢ MSITKO¥ hopMoii 3a60/ieBaHNUsI HEOOXOAMMO HAYyUUTbCS
ObITh HE3aBUCUMBIMM OT CBOMX ceMmeil. ITogpoCTKy ¥ B3pOCIOMY
HeJIb3s1 3aMbIKaTbCs B cebe. HysKHBI Ipy3bsi, OOIIEHME U HaBBIKU
CaMOCTOSITeIbHOM KU3HN.

[TockoMbKYy TIAIMEHTbl C MSTKO (OpMOi CUHApPOMA MMEKT
HOpPMAaJbHbI/i MHTEIEKT, HeoOXOAMMO TPWIOKUTh BCe YCWIMS,
YTOObI OHM MOJIYYMJIM XOpOoIllee 06pa3oBaHue.

I'me B Poccuu 3aHMMAaIOTCS AMarHOCTUKOM U JiedeHeM



B kaxxmom m3 PETMOHOB OIIpeae/ieHbl MEeIUIIMHCKME OpraHMn3aliim, B
KOTOPBIX IIaOMEHTHhI IIOJIYUYAalOT WM IIdTO€HETMYECKOe JIieueHle U
IIpOXooAiaT BCe HEO6XO,ZU/IMbIe ucciegoBaHMsd.

V3HaThp 00/IbIlIe

B mMupe ecTb MHOTO OpraHu3aiiuii, KoTopbie MOTYT IIOMOYb BaM HaNTU
OTBeThI Ha JitoOble BOITPOCHI, CBSI3aHHBIX C MYKOIIOIMCaXapuAa03aMu:

MexxgyHaponHasi OpraHusalus II0 MYKOMNOJMcaxapuao3am: WWW.
mpssociety.org

MekayHapoOHbIli MOpPTal II0 peakuM O0o0je3HIM www.orpha.net
(http://www.orpha.net)

EBporieiickasi opraHusaiysi, 00beIMHSIOMAS alEHTOB C Pa3HbIMU
penKumMu 3a60/1€eBAaHUSIMU EURORDIS www.eurordis.org
(http://www.eurordis.org)

[ToMHUTE, UYTO aKTUBHAS IMO3ULMUS CAMMX MALUMEHTOB — 3aJioT
YCIIEeITHOM M CYaCT/IMBOM KU3HU!

Oo6mecTBeHHbIe oprauusanuy 1 Gpouasl Poccun

MIIC VI Tumma BXOOMT B IlepeueHb op¢aHHbIX 3a001eBaHMIL, TeUeHne
KOTOpPBIX MPOBOAUTCA 3a CUET CpPencTB rocygapcrBa. Ilomoub
nalyeHTaM TMOJYYUTh JieueHue, IIOBBICUTb MHPOPMMUPOBAHHOCTH
001IeCTBA O peIKux OO0Ne3HSIX, a TaKKe J0OMBATHCS IIPOIBVIKEHMS
3aKOHOZATEIbHBIX MHMIMATUB B 001acTy opdaHHBIX 3a001eBaHMIA
MOTYT OOllleCTBEHHbIe OpraHu3aluiu. B ceTu MHTepHET Bbl CMOXKETe
HaliT MHGOPMAIIMIO O HECKOJIbKMUX OOIIEeCTBEHHBIX OpTaHM3aLMSX,
KOTOpbIe TIOMOTaIT CEMbSIM C MYKOTIO/IMCaXapUI03aMM.

ITomo1ub ceMmbu

KoHeuHO, MHOTO€ 3aBUCUT OT Bpaua, CKOJIbKO OH 3HaeT IIpPO Balle
3abo/ieBaHMe, TIPaBWIbLHO JIM Ha3HauWi JiedeHue, XOPOIIO Jiu
OOBSICHMII BaM IIPUMHIMIIBI Tepanuyu. Ho He 3a6bIBaiiTe: OT CEMbMU
ycrex JieueHusI 3aBMCUT He B MeHblllelt creneHu. HyskHO cobmonaTh
peKOMeHIaluM, HU MPU KAKUX YCIOBUSX HE TepsITb HAAEXIbl U
caMOMy CTaTb 9KCIIepTOM B CBoeM 3abojeBaHuu. Uuraiite
JIUTEepaTypy, OOIaiTeCh C CeMbSIMM, He CTecHSTech 3aJaBaTh
BOMmpochl. VM paske ewtm Bbl He IMobGenuTe O00e€3Hb ITOTHOCTHIO,
U3MEHUTb XM3Hb K JIyullleMy, COeaaTb POSHOTO BaM YeJOBeKa
CUACTJIMBBIM B BalllUX Cuiax!


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

IIpunoskenue I'.

IIpunosxkenmne I'l. Knaccudurammus

MYKOITIOJINCaXapnao30B

MMC Moatun CnHapom leH depMeHTHbIN gedekT JNokyc OMIM
I MMC I l'ypnep IDUA Oedvunt anbda-L- 4p16.3 60701
H MaypoHnaassl
MMNC I l'ypnep-Leine 60701
H/S
MMC 1 Lene 60701
S
II MMC II XaHTepa IDS Oedvunt wmayponart-2- Xq28 3099(
cynbdaTasbl
ITI MMNC CaHdununno 2529(
ITIA SGSH Oedvunt renapaH-N- 17q925.3
cynbdaTasbl
MMNC NAGLU Oedvumnt N-auetun-a- 17g21.2 2529:
IIIB D-rnoko3aMmHugassbl
Oedvumnt N-auetun-a-
rIOKO3aMUHMAA3bI
MMNC HGSNAT | [Oedwunt renapaH-a- 8pl1.21 2529:
IIIC rMOKO3aMUHMA N-
aueTunTpaHcdepasbl
MIMC GNS Oedvunt N- 12q14 2529¢
IIID auUEeTUNIIOKO3aMUH-6-
cynbdaTasbl
v MMNC Mopkwno GALNS Dedbvunt 16q24/3 2530¢
IVA ranakTo3aMmnH-6-
cynbdaTasbl
MMNC GLB1 Oeduunt B- 3p21.33 25301
IvB rasakTo3naassl
VI MMC VI MapoTo-Jlamu ARSB Oednunt N- 5g14.1 2532(
aueTunranakTo3amMmH-4-
cynbdaTasbl
VII MIC Cnas GUSB Oednunt B- 7q921.11 25322
VII rOKYpoOHMAa3bl
IX MMC IX HepnoctaTo4HOCTb HYAL1 Oedvunt 3p21.31 6014¢
rmanypoHuaasbl rmanypoHumaasbl

ITpunokenue I'2. Beipa>keHHOCTb
KInHnuYecKux mnposisjieHuin MIIC VI
B pa3HOM BO3pacTe



Cucrtema CuMnTOM Odetn MoppocTtku/
B3pocC/ble
CepaeyHo-cocyaucras KapanomuonaTtus + +
YTonuweHne CTBOPOK +++ +++
KnanaHos
LUHC LiepBukanbHasa muenonatus + +
MuweBapuTenbHasa [enaTocnneHomeranms ++ ++
cucrtema
OpraH cnyxa Tyroyxoctb ++ ++
Peungmsupytowmnin - cpegHuii ++ ++
oTuUT
OpraH 3peHus MoMyTHeHne porosuubi ++ ++
Fnaykoma + +
CkeneTHo- HectabunbHoCTb aTtnaHTo- + +
MbllleYyHas OKLMMUTANIbHOIO COYSIeHEHUS
TYHHENbHbIN KapnanbHbIi ++ ++
CUHAPOM
[pybble 4yepTbl Nuua +++ ++
Ovcnnasna TbC ++ ++
MHOXeCTBEHHbI AM30CTO3 + +
pbiKK +++ ++
KoHTpakTypbl cycTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[ObixaTenbHas O6CTpYKTUBHOE amnHO3 BO +++ +++
CHe
PectpukTnBHOoe 3aboneBaHune + +
nerkux
O6cTpyKkums BEPXHUX +++ +++
AblXaTeNnbHbIX NyTEn
CneumanbHble [JepmaTtaH cynbdat B Moue M M
nabopaTopHble TeCTbl
Apuncynbdartasa B L L
O6uwwue Al B Moue M "

IIpunokenue I'3. UacToTa nmnpoBeneHnus

oociegoBaHua v nanyeHToB ¢ MIIC VI tuna




WccneposaHus [MepBoHavanbHas Kaxable Kaxable Kaxable OavH
oLeHKa 3 Mec 6 mec 12 mec pa3

B
roaa

Mpuem Bpaya-reHeTukKa X X

MopaTBepXxaeHue X

AvarHosa

AHaMHe3 6one3Hu X

KnuHuueckuni OCMOTp X X

Bpa4ya-TepanesTa

Poct, Bec, OKpYyXHOCTb X X

ronoBbl

BblHOCJ‘IMBOCTbl X X

OcmMoTp Bpaua- X X

HeBpoJsiora

OcmMoTp Bpaua- Mo nokasaHuam

Helpoxupypra

KomnbloTepHas X X

Tomorpapms  wmam  MPT

roI0BHOrO MO3ra

dnekTpo3aHuedanorpamMma X X

CTumynaunoHHaa SHMI X X

OcmMmoTp Bpaua- X X

OTOpPUHOJIapUHrosiora

OcmoTp Bpaua- X X

cypaonora

ToHanbHaa ayanoMeTpus X X

OcMmoTp Bpauva- X X

ocdTanbmonora

OueHKa oCTpOTbl 3peHus X X

OdTanbMockonus X X

MccnenosaHue porosuubl X X

OcmMmoTp Bpaua- Mo NoKasaHusMm

nyJsibMoHoJiora

OnpegeneHne dyHKUNM X X

BHelHero Abixaums (OBA)

KapavopecnupaTopHbIi X X

MOHWUTOPUHI

OcmMoTp Bpaua- X X

Kapauonora

SneKTpokapanorpamma X X

Oxokapaunorpadus X X

OcmMoTp Bpaua- X X

opronepa

PeHTreHorpacdum ckenera X X

Y3W opraHoB 6ptowHoM X X

nonocTun




OcmMoTp Bpaua- Mo nokasaHuam
cdunsmotrepaneBTa

Mpuem Bpaua no [To nokasaHunam
neuyebHon huU3KynbTYype

OcMmoTp Bpaua- Mo nokazaHusam
cTomarosiora

Jla6bopaTtopHblie

nccneaoBaHus

Onpepenenune 'l X X
Buoxmmunuecknii aHanus X X
KpOBU (onpeneneHune

aktmsHoctn  AJIT, ACT,
ypoBHS  cBO6OAHOrO U
cBsI3aHHOro 6unupybuHa B
KpOBM , YPOBHS
XONnecTepMHa B  KpOBW,
YPOBHA TpUIINLEPUAOB B
KpoBWn)

1-Ing nmeteii crapuie 3 JieT; pacCTOsiHME, MpPONAeHHOe 3a 6 MUHYT
(IpeanoYTUTEbHBIM SIBJISIETCSI TOT XK€ ITPOMEXYTOK BpeMeH!, YTO U B
MpenpIiAyuMx  TecTax OSTOro  IalMeHTa); YUUIO  CTYIeHeMH,
MPOMOEeHHbIX BBepX 3a 3 MMHYTbHL. OILIeHMBAIOTCSI II0Ka3aTe/lIn
catypauum SpO2, YA, YCC no u mociie HarpysKu.

ITpunoxkenmne I'4. Tect 6 MMHYTHOM
x0ab0b1 (6MWT)

HasBaH1e Ha PyCCKOM SI3bIKe: TeCT 6-MUHYTHOM X0 bObI

OpuruHanbHOe Ha3BaHMe (eciu ecThb): The six minute walking test
(6MWT)

Hctounuk (opuiManbHbIli caiT pa3pabOTUMKOB, NYyONMKAILIUSI C
Banupaimeir): Laboratories, A. T. S. C. o. P. S. f. C. P. F. (2002). "ATS
statement: guidelines for the six-minute walk test." Am ] Respir Crit
Care Med 166(1): 111-117.

Twurm (MIoguepKHYTD):



IIIKaJia OLleHKU
VHIEKC

BOIIPOCHMK

Apyroe

HasHaueHue:  orpenejieHMe BBIHOCJIMBOCTY MAIMEHTOB C IIeJIbI0
OLIeHKM 3 PeKTMBHOCTU Teparmmu

CopepskaHue (11a6oH): B TecTe olieHMBaeTCs AMCTAHIIMS B MeTpax,
TIpOiiaeHHAas MalieHTOM 3a 6 MUHYT 06e3 BbIHYKIeHHbIX OCTAaHOBOK.

Kiou (MHTepripeTanys): IPOBOOUTCSI CpaBHEHME C pe3y/lbTaTaMu
TecTa, IPOBEIeHHOro paHee (0 Havaja Tepamnuy, Ha GOoHe Teparmu u

1)

6MWT - TecT 6-MMHYTHON X0abObl (6 minutes walking test,
6MWT)

CrnemyeT NMOMHUTb, YTO [JIsI JAHHOTO TeCTa MMeEIOTCS Caeayloliye
abCoMIOTHBIE  IIPOTMBOIIOKA3aHMSI: HeCcTabWwIbHAs  CTeHOKapAus
HanpsbkeHUss ¥ MH@ApKT MMuOKapaa, OaBHOCTbI0O 10 1 Mecsia.
OTHOCUTENBbHBIMU ITPOTUBOIIOKa3aHUSIMM IBJSOTCS: YCC Bbime 120/
MUH B IOKOe, cuctonmndeckoe Al >180 MM.PT.CT. ¥ OMACTOJIMYECKOe
Al > 100 wmm.pr.ct. CrabwibHasg CTeHOKapaus He SBJSIeTCs
a0COMIOTHBIM IIPOTMBOIOKA3aHMEM [JISI IIPOBEAEeHMsI TeCTa, OJHAaKO
ero cjeayeT IIPOBOAUTH C OCTOPOXHOCTbIO, Ha ¢OoHe IIpuUemMa
QHTUMAHTMHAJIbHBIX IIPernapaToB 110 MOKA3aHUSIM.

Ec/iu mauyeHT HaXOOUTCS Ha MOCTOSIHHOM KUCJIOPOAHOM IOAEepKKe,
CKOpPOCTb TIIOJAuM KUCIOpoda IMpu IIPOBedeHUM TecTa dOJIKHA
COXPaHSAThCS B COOTBETCTBUM C IpeANncaHueM Bpaua, Ha3HAUMUBIIIETO
Y KOHTPOJIMPYIOIIErO Teparnuio.

HpOBe,ILeHI/Ie TeCTa H€O6XO,E[I/IMO HeMeOJIEHHO IIPpEKPAaTUTh B ClIydae
IIOSIBJICHUS .

1. bonu B rpyau;

2. HemmepeHOCHMOT OJBILIKMN;

3. Kpamnu B HOrax;

4. Pe3Koii HEYCTOMUMBOCTY U TTOMIATHIBAHMSI IIPU XOAb0OE;

5. Upe3MepHOTO IOTOOTHE/eHUS;

6. Pe3Koro n3MeHeHMs IIBeTa KOXXHBIX ITIOKPOBOB (616 HOCT).



6MWT mpoBOAUTCS B IOMeIeHMM, XOpOIIO 3HAaKOMOM IIallMeHTYy,
MMEIOIIeM JOCTATOUYHO IJIMHHBIA KOPUAOP C TBEPALIM ITOKPBITHEM.
JIJIHa TIPOXOAMMOTO IYTH AO/IKHA COCTAB/ISITh He MeHee 30 MeTpOB C
pasMeTKOi Kakaple 3 MeTpa, a TaKKe TOUYKaMM II0BOPOTOB/
pPa3sBOPOTOB.

[TareHT TMoOAyYaeT MHCTPYKIMIO O HeOoOXOAMMOCTM MIATU C
MaKCMMa/IbHO BO3MOXHOJ CKOPOCTbIO (HO He OexXaTb) B TeueHUe 6
MMHYT.

B TecTe olleHMBAETCS AUCTAHLMS B MeTpax, IMpoiaeHHas MalyeHTOM
3a 6 MMHYT 6e3 BbIHY)XI€HHbIX OCTaHOBOK.

IIpunoxkeune I'5. 3a60p
ouomaTrTepuasa aJjs1 JTMarHOCTUKU B
IIITHAX KPOBU

KpoBb cobupaeTcsi Ha CTaHAapTHYO
kapTtouky-bunbtp ( N2 903), koTopas

npuMeHseTcs ans CKPWHUHIra < N
HOBOPOXAEHHbIX B Poccuitckoin
depepaumn  WAM aHanoru4yHy  Ans

MoJly4YeHUs CyXOro nsiTHa KpoBu. KpoBb

MOXeT O6bITb, Kak KanunnspHas (u3
nanbla, nMATKW), TaKk W  BeHO3Has. S taleues s reemesliavss. Mo Se—

BeH03Haﬂ KpOBb C06V|paeTC9| B = Kannu gonsHs NOAHOCTERY NpoNHTaTE Hp',':-ZKH:OE_L'AaTHGM CTOPOHE

NpobupKy, akKypaTHO nepeMeLIMBaeTcs *  HekacaiTecs 06ABCTH, NPONHTAHHON KPOBRK
M 3aTeM 6bICTpO C noMouWwb MNUNETKU

HaHocuUTCA Ha GunbTp no 25-50 Mkn

KPOBMW Ha KaXZAylo BblAeNeHHY obnacTb.

Heobxoanmo XOpOoLo nponutaTtb

BblAeNeHHYt0 obnactb Ha dunbTpe (puc.

1). NpeanouTtuTenbHo cobupatb 06pa3ubl
nocne epbl 4yepe3s 40 MuHYT - 1 yac.
BO3MOXHO TaKxke ocylwecTsuTb 3a60P | pucynyok 1. OBpasel NpaBMABHOMO  HaHeceHMs
KpoBM 1 HaTowak. KPOBUW HaKapTO4Ky-duUnbTp
Ha  kapTtouke-¢punbtpe  obsizaTtesbHO

[OMKHbI BbITb YeTKO ykasaHbl ®UNO, kem Pt N P
W OTKyAa HanpasneH nMauueHT, Jata I v \
poxaeHus u TenedoH nevallero Bpadya !

(pucyHok 2). b PN P
O6pa3zeL cyxoro naTHa KpOBM o5
BK/1aAblBaeTCs B UNCTbI KOHBEPT, 1nbo B
uyncTbii  dann. KapTtouka-bunbTp He XpanuTh npu 42 - 425 C*
[O/DKHa  compuKkacaTtbC € FPsI3HOM
NOBEPXHOCTbID U C obpa3uamu Apyrux
nauneHToB. HeobxoaMMO NpuUAOKUTL K
obpasuaM MHbOpPMUpPOBaHHbIE cornacus
nauneHTa nnun ero 3aKOHHbIX

npeactasuTenei Ha nposeseHne 8 6 0010608

NabopaTopHbIX UCCNeA0BaHMiA P —

[laTa poooEHuA 0373 BIATH KOEM Man
SN0 Bparia

Ay J fopoa / Aapec

E-mail spdraa
Tesedon ppida

Tecr
[J=stpn [Jnosne [ Jrowe [Jranc: [Juse-cr1 [Jusocra

DCEheinbiI CHpateitr, Ny Taumm

PucyHok 2. Obpasel kapToykn-cbunbTpa




Anroputm J[ecTBU MEIUIIMHCKOIO IepCcoHa/ia IpU B3SATUU
00pasoB KPOBU

® BBIMBITb PYKM (TUTMEHMYECKNI1 YPOBEHbD), HAZIEThb IIePUYaTKM;

e BBIMBITH PYKM TalyMeHTa (MSITKy pebeHKa, B Ciaydyae, e KPOBb
OepeTcs U3 MSATKN);

e IIpOTepeTh 00JIaCTb TIPOKAJbIBAHMSI CTEPUIbHOIN candeTKoii,
cMoueHHO 70% CIMpTOM, MPOMOKHYTH CYXOMl CTepPUIbHOM
candeTkoii; - IIPOKOJIOTh CTepPUJIbHBIM O HOPA30BbIM
ckapuduKaTopom;

® CHSTD IEPBYIO KAIJII0 KPOBU CTEPUIbHBIM CYXUM TaMIIOHOM;

e MSTKO HaJaBUTh AJISI [IOJTy4EeHUS BTOPOI KaIlyii KPOBU;

® IIPWIOKUTD IIePIIeHAUKYISIPHO TeCcT-0JlaHK K KaIle KpOBU U
IIPONNUTATDh €r0 KPOBbIO HACKBO3b;

* QHAJIOTMYHBIM 00pa30M HAHECTM Ha TeCT-OJIaHK 6-8 KaIlejlb, BUJ
TMSITEeH KPOBU TO/IKEH ObITh OIMHAKOBBIM C 00eMX CTOPOH.

® BBICYIINTh TECT-0JIaHK B TOPU3OHTAIbHOM ITOJIOKEHUM Ha UMUCTOM
00e3XMpPEeHHO} IIOBEPXHOCTM He MeHee 4 U 0e3 IMIpPUMeHEeHMUS
TeIUIOBOJ 00pabOTKM U IMOTagaHMsI IPSIMbIX COTHEUHBIX JTyUeir;

* yIIaKOBaTb TeCT-0aHKM B UMCThIF KOHBEPT TaKMM 00pa3om, YTOObI
IISITHA KPOBU HE COMPUKACAINCh.

Ocob6enHocTy pu MHGPY3MOHHONM Teparmm

HekoTopble maiMeHTbl MOTYT IIOAy4YaTbh MHQY3MOHHYIO Teparuio,
repejBaHMe KOMIIOHEHTOB KPOBM, UTO MOKET OKa3aThb BIMSIHME Ha
pe3yabTaThl TeCTOB. Hampumep, npu IepeaMBaHMM MJa3Mbl KPOBU
MOTYT OBbITh ITOJIYYEHBI JIOXKHO-OTPUIIATEIbHbIE PEe3Y/IbTaThl, TAK KaK
orpenensieMble (pepMeHTbI HAXOASITCSI B IJIa3Me U B KJeTKaX KPOBMU.
PekoMeHIyeTCsT OCYLIeCTBUTh 3a00p KpoBu Ajst depmeHTHOM n THK-
IVMArHOCTUKU He 9 paHee ueM 4epes3 6-7 OHeEN Mocie rnepeiBaHUs
I1a3Mbl KpOBU U Uepe3 7-10 mHeii nmocie repeamMBaHus KOMIIOHEHTOB
KPOBU

He momyckaeTcst 3a60p KpoBu

e cpa3sy [ocjie MpoBeaeHMs MalueHTy MHPY3MOHHOI Teparnmu;



¢ (Cpas3y I11ocjie 3aMEeHHOTO ITepe/inBaHMA KPOBU.

XpaHeHMe ¥ TPAaHCIOPTUPOBKA OMoMaTepuaia

OOpasipl BBICYIIEHHBIX IISITEH KPOBM MOXKHO XPaHUTh B OOBIUHOI
KaMepe xonomuiabHuKa npu +40C mo orrnpaBku. CpoK XpaHeHUs OO0
MOMEHTa OTIpPaBKM He OO/DKeH IMpeBbIlaTh 7 OHei. Eciu XpaHUTb
monbliie ¥ TIpu Oosiee BBICOKOJM TemIepaType, TO aKTUBHOCTb
dbepmeHTa Jaxke B HOpMe MOXKET CHMXXATbhCS, UYTO IMpUBEAET K JIOKHO-
[MOJIOKUTEIbHBIM Pe3yIbTaTaM.



