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BbisiBnenue pere
C PUCKOM AbIXaTesIbHbIX 0CNOXHEHUN

» KimmHnueckas oleHKa JIETOYHON (DYHKIIUH JOJKHA OBITh HEOTh-
EMJICMOM YacThIO JIFO00H METUIIMHCKOW KOHCYJBTAIMU JIETeH
¢ HelpombItreuHbiMu 3a0oneBanusiMu (HM3) u HanpaBiieHa Ha
BBISIBIICHUE IIPOTPECCUPOBAHUSI MBIIIIEYHOH cI1a00CTH, BO3MOXK-
HOCTEH CTIPaBUTHCS C PECTIMPATOPHBIMUI MH(DEKITNSIMU, acTIpa-
LIUH, Pa3BUTHS CKOJIMO03a M HAPYIICHHI IbIXaHus BO cHe. [D]

» l3MepeHne JINHBI JJIOKTEBOM KOCTH WIIM pa3Maxa PyK JTOJDK-
HO IIPOBOAUTHCA BCEM ACTAM, el POCT HEJIL3A aACKBATHO U3~
MEPUTh UHBIM CrI0co00M. [B]

» l3mepeHune ;KU3HEHHOM eMKOCTH JIETKUX KaK YacTh OICHKU JIbI-
XaTeNbHOU (DYHKIMU TOJDKHO ITPOBOJIUTHCS BCEM JIETSM, CIIOCO0-
HBIM COBEpINIaTh HEOOXOAUMBIE IS CITUpoMeTpur MaHeBphL. [C]

» l3MepeHre MUKOBON CKOPOCTH Kallisl HEOOXOAUMO IMPOBO-
IuTh BeeM netsM ¢ HM3 crapime 12 et mis oneHku 3¢ dek-
TUBHOCTH OUUCTKH JBIXaTEIbHON MyTeH OT CeKpeTa.

» Jlns mereil ¢ moka3aTeieM JKH3HEHHOW EMKOCTH JIETKHX
(OKEJI) menee 60% oT ITOMKHOTO, a TakKXKe AJIs JIeTei, moTe-
PABIINX CIIOCOOHOCTH XOJIUTh B CBSI3H C MPOTPECCUPOBAHUEM
MBIIIEYHON cTa00CTH MIIM HE HAYMHABIIUX XOAUTH, OLIEHKY
HapyIICHUs BIXaHHUS BO BpEMs CHA HEOOXOAMMO MTPOBOIUTH
He pexe 1 paza B rof. [D]

» OreHKy HapyIIeHHS IbIXaHHS BO BpeMs CHa HEOOXOIMMO
MPOBOIUTH HE pexe 1 pasza B roj BceM JeTsAM J10 1 rojga ¢ Mbl-
MIEYHOU CJ1a00CThIO, a TAKXKe BeeM JieTsM ¢ HM3, nmeromum
CHUMIITOMBI O6CprKTI/IBHOFO arHo? CHA WJIM HOYHOM THIIO-
BEHTWISAINH, JIETSIM C KIMHUYECKU SBHOU CIabOCThIO Jna-
(pparMbl MM CHHIPOMOM PUTHIHOTO MO3BOHOYHHKA. [V]

» OrneHky HapyIIeHUs ABIXaHUs BO BpeMsi cHa yate 1 paza B ron
CJIeZlyeT MPOBOAWUTH ACTSM PAHHETO BO3pPACTa C HESCHBIMU
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TEMIIaMH NIPOrPECCUPOBaHMA 3a00JIEBaHMsA, AETSIM, KOTOpPhIE
JEMOHCTPUPYIOT YXyALICHHWE KIMHUYECKUX IIOKa3areliei,
CTPAJalOLIMM OT IOBTOPHBIX MH(EKIHUH U MMEIOIIUM CHM-
IITOMBI HAPYLICHHS JIBIXaHAs BO BpeMsi cHa. [\]

» Bcem nersM ¢ HOYHON OKCHTEHAIMEH HIDKE HOPMBI JOJDKHO
MIPOBOAUTHCSI TTIOJIMCOMHOTpaduiIecKoe HCCIEA0BaHNE, BKITIO-
yarolee o MeHbLIeH Mepe OKCUKATHOTpaduio. V]

P> B ciyuae HESICHOW STHOJIOTUM HApYLICHUs AbIXaHUS BO Bpe-
Ml CHA, HEOOXOIMMO HpOBeeHHE momucoMuorpadum. []

P J[1s1 HEKOTOPBIX MALMEHTOB ONTHMAJIbHBIM HCCIIEIOBAaHUEM
Oyner mpoBefeHHas B JIOMAIIHUX YCJIOBUSAX IIOPTaTHBHAS
HOYHas OKCHKAITHOTpadust Wik moucoMuorpadust. [V]

» JlaHHBIE HOYHOTO MOHMTOPWHIA JOJDKHBI HHTEPIPETHPO-
BaTbCsl OMBITHBIM CIIEHUAIMCTOM, OOJNaJA0MIUM 3HAHUSIMHU
B 001aCTH MEIUIIUHBI CHA. [\/]

OuMCTKa AbIXaTeNbHbIX NyTeli OT CEeKPeTa U TPeHNpOoBKa
AbIXaTenbHOi MYCKyNaTypbl

P JleTeii ¢ HEIPOMYKTUBHBIM KAIIIJIEM B TOM YHUCIIE ACTEH CTap-
e 12 siet ¢ nukoBoit ckopocthio Karwist (ITCK) menee 270 51/
MUH. |, B 0COOEHHOCTH UMEBIINX SMH30/Ibl YXY/IIICHHS B CBSI-
3 C pecrnupaTropHOr MHQEKIUEH, HeoOXonuMo 00yJyarh Me-
ToaaM ¢opcupoBanHoro Kanuis. [C]

» ManyanbHas TEXHHKA OTKAIUIUBAaHUS M TIOCCO(apUHTeatb-
HOE JBIXaHWe JUIA JTOCTIKEHUS MAaKCUMAIIbHOW €MKOCTH WH-
cyb s — 3¢ ¢deKTHBHBIE METOIBI TIOBHIIIEHHUS TPOIYK-
TUBHOCTH KalllJIsl, ¥ IPY HAJIMYWH [TOKa3aHUH MU HE CIIEAyeT
npenedperars. [C]

P Jlns kpaiine cnaObIx nerel, nereil ¢ yTparod OymbOapHBIX
(yHKIMH, TAIMEHTOB, KOTOpPBIE HE CIOCOOHBI B3aMMOACH-
CTBOBaTh TIPH WCIIOJH30BAHUM MAaHyallbHOH TEXHUKU OT-
KaIlUTUBAHUS WV TIIOCCO(apUHIEATLHOTO JIBIXaHUsI, WU €CIIH
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TIepedrCIieHHbIe METOBI He AatoT dddekrTa, MOKET OBbITh He-
00X0AMMO TIPUMEHEHHE MeXaHNIeCcKoro oTkanuruBaress. [C]
JeTsiM, y KOTOPBIX HApyIIEHO OTXOXKICHHE MOKPOTHI WIIH
UMeeTCsl XPOHUYECKHH aTesIeKTas, IOMUMO Pa3InYHbIX METO-
JIOB OYHMCTKHU JIbIXATEIbHBIX IMyTSH MOTYT OBITh HEOOXOIUMBI
OCLWJUISTOPHBIE TEXHUKH, TaKWe KaK BBICOKOYACTOTHASI OC-
HWUISAIUS TPYJAHOM CTEHKHM M MHTPANyJIbMOHAIBLHAS TIEPKYC-
cuoHHas BeHTHisus nerkux (UIIBJI). [D]

K mMeTonam ouncCTKYM JIBIXaTeNbHBIX IyTed HEOOXOMUMO MpH-
Oeratb BO BpeMs OCTPBIX PECIUPATOPHBIX HH(MEKINH, KOT/a
YPOBEHB CaTypaliy OIrycKaeTcs Himke 95% mpu oTCyTCTBHH
KHCIIOPOAHOM moanepxku. Ecin ucnonbp3yembie METOABI He
MO3BOJISIIOT MOBBICUTH carypatuio 10 95% u Bblilie, HE00X0-
VMO MCIIONIb30BaTh Apyrue. B TakoM ciydyae MOXKeET moTpe-
OoBarbcst rocruTanuzanys. [D]

JJ11 HEOTIOXKHBIX CHTYallui BO BCeX OOJNBHUIAX, B KOTOPBIX
MIPOXOJAT JIeUeHUEe HEWPOMBIIIeYHbIe OONBHBIE, JOJKHBI
OBITh TIPETyCMOTPEHBI MEXaHWMYECKHE OTKAILIMBATEIH Kak
ANBTEPHATUBHBIN METOJl OYMCTKH JBIXaTeIbHBIX MyTeld. JTO
MO3BOJISIET HEIOMYCTUTh YXYIUICHUSI COCTOSHUS OOJNBHBIX,
a TakXe IIOMOTaeT NMPeI0TBPaTUTh HEOOXOAUMOCTh B UHTYOa-
LMY U UCKyCCTBEeHHOM BeHTWIs1MH Jerkux (UBJI). [D]

st neteil ¢ moCTOSIHHOM BSI3KOM MOKPOTO MOXKHO HCIIOJNb-
30BaTh MHTAISIUK (u3nonornueckoro pacrsopa NaCl . V]
J1s MCTIONB3YIOMNUX HEWMHBA3MBHYIO BEHTHJISAIMIO JIETKHAX
(HMBJI) nmereit ¢ BsA3kol MOKPOTOH IEIECOO0Pa3HO yBIAXK-
HATH BO3MyX. OIHAKO JeIaTh 3TO HEOOXOMUMO C OCTOPOXKHO-
CTBIO, 9TOOBI BIIQXKHBII BO3IyX HE CIIPOBOLMPOBAI YpE3MEP-
HOTO TIOBBIIICHHS CITFOHOOTAECHHS. [V]

[Ipu ucnons3oBaHUM METONOB MOOWIM3AIMM MOKPOTHI He-
00XOIMMO HMMETh IOJ] PYKOH COOTBETCTBYIOILEE peaHuMa-
[IMOHHOE OCHalieHne (Memok AmOy, 3JIEKTPOOTCOC U TIp.),



0630p pexoMeHAALMNIA N0 rnasam

MIOCKOJIbKY MOOMJIM3auus CIM3UCTOH MPOOKU MOXKET IpHUBE-
CTH K OOCTPYKIINY IIEHTPAITBHBIX ABIXaTebHBIX ITyTEH. [V]

> s neTel, peryiaspHO HMCHOJB3YIOIIMX HOYHYIO WIH Kpy-
mocyrounyro HMBJI, Bo Bpems npoueayp no O4YUCTKE JbIXa-
TEJILHBIX MYTEH OT CEKpeTa CileAyeT NPUMEHATh PECIHparTop,
KOTOPBII IOMOKET UM IITyOOKO JBIIATh B XOIA€ MPOLEAYPHI.
OTO TakKe MOXKET IOMO4Yb yOepeub bIXaTelbHYI0 MyCKyJa-
Typy OT IEPEyTOMIICHHUS. V]

P Jlns mereil, UCIOIB3YIOMX U1l OUUCTKH AbIXaTeJIbHBIX IMy-
TEl MeXaHMYECKUIl OTKaluIuBaTeslb, HEOOXOAMMO [eaTh
IIEpEePhIB B XOJ€ IPOLEAYPHI I TOrO0, YTOOBI HE JOIYCTHTh
TIePEYTOMIICHHS IBIXaTeIbHON MyCKy/IaTyphl pH Kamuie. [V]

P BaxxHO 3aBepuiaTh CECCHUI0 TEpalmld MEXaHUYECKUM OT-
KanuBateneM HHCy(husiued, 4To0bl B KOHIE 3aHATHS CO-
31aTh peOCHKY JOCTATOYHYIO (PyHKIMOHATIBHYIO OCTaTOUHYIO
€MKOCTb JIETKUX. [\/]

BcnomorarenbHasi BEHTUAALMA

» Jletr ¢ HEHPOMBINICYHBIMU 3a00JICBAHUSMH, TIPHUBOISIIIIMHA
K CHUMIITOMaTH4YE€CKON HOYHOM THUIIOBCHTWISIIIUU HWJIN JTHCB-
HOMW TMIEPKANHUHU, JOJKHBI MTOJIy4aTh PECIUPATOPHYIO MO~
nepxky ¢ nomousto HUBJIL. [C]

P Jlns neTeid, Hy K JaroIuXcs B annapaTHO MOJISPIKKE B THEB-
HOE BpeMsi, CIIE/yeT PaCCMaTPUBATh BOMPOC O HEMHBA3UBHOU
BEHTWJIAIUHU. [D]

» MeaumuHCKAM cITy’k0aM, KOTOphIE TTIOMOTAl0T ACTSIM, HaXo-
OSIIMMCS Ha JOMAalllHEH BEHTUIISIMH, HEOOXOAUMO HMETh
[PEJICTABJICHUE JIMILb O HEOOJBIIIOM KOJUYECTBE Haubosee
MPUMEHUMBIX anmnaparoB. BoJBIIMHCTBY JIeTe XOpOUIO MO~
XOIIAT PECIHMPATOPHI, YIIPABISEMbIC MO JABJICHHUIO, KOTOPHIC
K TOMY K€ IIPOCTBI B HCIIONB30BAHHH. [V]
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

» PexxuMbl BeHTWISIHH ¢ (PUKCUPOBAHHOH JITMHOW BIOXa HaW-
JMydmAM 00pa3oM MOAXOAST JJIsi JeTed paHHEero Bo3pacTa
YIIH OCTa0IeHHbIX. [V]

» st geTedt Oosee cTapiiero Bo3pacTta M IMOAPOCTKOB, KOTO-
pBIM HEOOXOIUMa BEHTHJIALUS 4Yepe3 MYHIIITYK B TCUCHUE
JHS W/WIA WCIOJb30BAHHUE JIIXATEIBHOIO armapara Jyis
HarHeTaHUs BO3/yXa MU MOIBITKAX OTKAIUIATHCS, MPEAIOY-
TUTENIbHEe OyAyT PECHHUPATOPHI C yIpaBICHUEM MO0 00beMy
WK THOPUHBIE PECIIUPATOPHI. V]

» K numneBslM MackaM HEOOXOAMMO MPHCOEAWHATH Kilama-
HBI, TpeayNpexaaronue achUKCHi0, 9TOOBI TPH ITOJIOMKE
amnmapara Oblla BO3MOXKHOCTh JBIIIATE KOMHATHBIM BO3.Y-
XOM. Y JIeTei cienyeT y4UUThIBaTb BO3MOXHBINA PUCK PBOTHI
U acmupaiuu, 0COOEHHO €Clii PeOCHOK HE B COCTOSIHMU CaM
CHATB ¢ ce6s MacKy. [V]

» Jletu, HyX)narongecs B JbIXaTelbHON MoOJIepkKe Oonee 16
4acoB B CYTKH, JOJKHBI OBITH 00OECIIEYEeHBI 3allaCHBIM allra-
paToM Ha Clly4ail IOJIOMKHA OCHOBHOTO. V]

» Korna pebeHOK HaYMHAET MCIIOIb30BaTh HEMHBA3UBHYIO BEH-
TUJISILIAIO0, €My CJIEAYET MPOBECTH MOIMCOMHOIPadUI0 MM
OKCHKAITHOTpa(uIo BO BpeMsl CHa, YTOOBI yOeIUThCs B yCTpa-
HEHUM HOYHOU TUMOBEHTWISIIMU. [Ipyn HEOOX0UMOCTH Clie-
JIyeT MPOBEPATH U KOPPEKTUPOBATH HACTPOWKH armapara. [D]

» JleTr Ha HEMHBAa3MBHOW PECIUPATOPHON MOIEPIKKE JOIKHBI
PETYISIPHO MPOXOAUTH HOYHON MOHUTOPHHT CHA, 4YTOOKI yoOe-
nutees, uto HUBJI cnpaensieTcss ¢ mpenynpeKIeHUEM TH-
noBeHTHIAMK. YacToTa 00C/IeI0BaHUS MOXKET BapbUPOBAThH
B 3aBUCHMOCTH OT KIIMHHYECKHX OOCTOATEIILCTB, HO JIOJKHA
ObITh MeHee | pa3a B roa. [D]

» OcMOTp Ha TpeAMET MOBPEXKICHUN KOXKHU WU YIUIONICHUS
JUIA TOJDKEH PETYJISIPHO MPOBOAUTHCS y IETEH, HCIIONb3YTO-
mx HUBJL, n macka momkHa ObITh motoOpana TakuM oopa-
30M, 9TOOBI CBECTH 3TH OCTOKHCHHS K MUHIMYMY. [V]
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0630p pexoMeHAALMNIA N0 rnasam

» TpaxeocTtomuueckne TPyOKH TOJHKHBI OBITH TIIATENBHO T0-
JIOOpaHbI ¥ YCTAHOBJIEHBI TaK, YTOOBI KOHEI[ TPYOKH HE YITH-
paics B CTeHKY TpaxeH. [V]

» [Ipu HEOOXOMUMOCTH JHEBHOW BEHTHIAILUH, PUHUMAS Pe-
[ICHUE O TPAXECOCTOMMUH, CIICAYET YUUThIBATH MHEHHE CEMbH
U peOcHKa. [V]

> VYV nanueHToB C HEHPOMBINICYHBIMHA 3200JICBAHUSIMH HEJO0-
CTaTOYHO WCIIONB30BAaTh OJIHY JIMIIh OKCHTCHOTEPAIHIO IS
KOPPEKLHMH TUIIOKCEMUU, BBI3BAHHON TMIIOBEHTHIISILIUEH. [\/]

» HewnBasuBHas BEHTHIALNS TOJKHA MCTIOIB30BaThCS KaK Me-
TOJI T€paIvy MepBOM JIUHUHU MIPU OCTPOI IbIXaTeIbHOU HEJl0-
cTaToyHOCTH y neredt ¢ HM3. [D]

» OtneneHuss UHTCHCUBHOM TEpanuy, B KOTOPBIX MOTYT HaXo-
muThbest et ¢ HM3, nomkHbI OBITh OCBEIOMIICHBI O (PaKkTo-
pax, crocoOCTBYIOIIMX MX ycHemHou 3kctybanuu. Cpemu
HUX CHIKCHHE OPOHXOJETOYHOH CEKPelnH, UCIIONb30BaHUE
3¢ (EeKTUBHBIX METOIOB OUYUCTKH JBIXaTEIbHBIX ITyTeH (TaKUX
KaK MPUMEHEHNE MEXaHMYECKOTO OTKAILUINBATENs), a TaKKe
[OKa3aTen caTypannuu KpoBHU BbIe 94% mpu OTCYTCTBHH
JIOTIOJIHUTENBHOM OKCUTE€HAIIMU B TeyeHue ooiee 12 4 1o dk-
crybanuu. [Tocne skcTyOanyu HeoOXoAMMa MOCTOSTHHAS MO
nepxka HABJLL [\/]

MnanupoBanne Xupypruyeckux BMewaTenbcTs

» Xwupypruueckue omnepanuu aersm ¢ HM3 cremyer mposo-
IUTh B OTIENICHUAX, II€ paOOTaIOT OIBITHBIE JETCKUE XUPYP-
I'l, aHECTE3UOJIOTH U (U3MUECKUE TEPAIEBThl, a TAKXKE IIPU
HAJINYHU HeOOXOIMMOH armaparypsl JUiss ”HTEHCHBHOM Tepa-
MU U NIPOBEJCHNS HEMHBA3UBHOW BEHTWISAIUH JIeTKuX. [D]

P [IpoToKonel 1O 3KCTyOAMK AJsl JeTeil ¢ BBICOKUM PHCKOM
ocnoxxuenuii (meredi ¢ JKEJI meree 60% OT TOIDKHOM H/HIH
HEMPOAYKTUBHBIM KaluieM wu/wiu nonb3yrommuxcs HUBII
B CBSI3U C TMIIOBEHTWIALMEH) AODKHBI BKIIOYATh METOAUKU
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

>

[0 UHTEHCUBHOW OYMCTKE JBIXaTeIbHBIX ITyTeH M PEKOMEH-
Januu 1o ucnois3oBanuio HUBJI HenmocpencTBeHHO mocie
akcryOaruu. [D]

Hetn ¢ HM3, xoTOpsIM TpebyeTcst Xupyprudeckas ormeparus
(B TOM 4mCIe TIO TIOBOJY CKOJIM03a), Mepe JIF00bIM BMeIla-
TENBCTBOM JIOJDKHBI MPOXOIUTH OOCIECIOBAHUE MEXKIUCIHU-
IJTUHAPHON KOMaHJI0M CIIeUaTUuCTOB. [\/]

Cxonuo3

[Ipu mpuHSTHN pemieHust O CIHHAIFHOM KOpceTe Heo0XO-

JUMO YYUTBIBATh:

BJIMSIHME KOopceTa Ha (YHKIIMU JbIXaTeIbHOM CUCTEMBI, a TaK-
)K€ TO, YTO HUMEIOTCSI JIUIIh OTpaHWYCHHBIC JaHHBIE O €r0
TMOJIb3¢ JIJIsl O0JIErYeHMsI NTOTOBOM CTauu CKoaro3a; [D]
MEPBOCTCIICHHYIO BA)XXHOCTh B IUIAHUPOBAHUU XHUPYypruye-
CKOM KOppeKLUHU CKoaro3a 11 aereit ¢ HM3 nuMerot Bompockl
KoM(opTa ¥ Ka4eCcTBa KU3HU MMalieHTa. [\/]

Apyrve npo6nembl ¥ BMEIWIATENbCTBA,

BN

>
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naowme Ha hyHKUMN AbIXaTeNbHOl CUCTEMDI

JleTsiM ¢ MOBTOPSIONUMHUCS UHPEKIUAMH JbIXaTSIbHbIX ITYy-
Ted W MMEIONIMM TPYAHOCTH C TJIOTaHHEM OyJIEeT MOJE3HO
IIPOBECTH BUACOMIIOOPOCKOIHIO U MOTYyYUTh KOHCYJIBTAIIUIO
y CIELMAIINCTA 10 KOPMIICHHUIO. V]

[Momxon x xopmienuto aereir ¢ HM3 nomkeH ObITh Harmpas-
JIEH Ha TO, YTOOBI CHIDKATh PHUCK acIHpaIldH, 00eCIeunBaTh
MMalACHTy ONTHMAJbHBIN HYTPUTHUBHBINA CTaTyC, MOBHIIIATH
KOM(OPT U, HACKOJBKO BO3MOXKHO, COXPAHATh KOPMJICHHE
4yepes poT, TOCKOJIbKY OHO UMEET BaXKHBIN JJIs TIAI[UCHTA d(-
(bekT colmanu3aimy. [\/]



0630p pexoMeHAALMNIA N0 rnasam

Mepexon Ha MmeaULUHCKOE 06CNYyXUBaHKE
U3 AETCKUX BO B3POCNbIE Y4peXKaAeHus

» [IpencraButenb MEAYUIPEIKIACHUS, KYPUPYIOIIHH CEMBIO, MO-
JKET ChITPaTh OOJNBIITYIO POJIH B 3AIUTE HHTEPECOB MMAIMCHTA,
MPEIOCTABIIAThL HEOOXOMUMYIO HH(DOPMAIUI0 U OKa3bIBaTh
MOAMIEPKKY MOJOABIM JioasiM ¢ HM3 1 ux cembsiM B mepros
rnepexoja OT ACTCKUX K B3POCIBIM MEIUIIMHCKUM yUpexKae-
HisiM. [V]

Ka4ecTBO XW3HN U nananaTMBHas NOMOLLb

P lzyuenne MHeHHS peOCHKA M POIUTENICH WM APYTHX JIHII,
OCYIIECTBIISIONIMX YXO/I, C TOMOIIBIO KOMIIJICKCHBIX HHCTPY-
MEHTOB OIICHKH KayeCTBA JKU3HU, CBI3aHHOTO CO 3I0POBBEM,
JIOJDKHO OBITH CTaHAAPTOM JUIS TUIAHOBOM OICHKU U OyIyIInuX
KIMHUYECKUX UCTbITaHuil. [D]

P Jl11s OlleHKH MEAUIIMHCKUX BMEIIATEILCTB U UX MOCIIEACTBUN
JUTS TIAIIMEHTA C TOYKW 3PEHUS KadyecTBa )KU3HU CIEAYeT UC-
MIOJTb30BaTh MEXAYHAPOIHBIE CTaHIAPTHU3UPOBAHHBIE WH-
CTPYMEHTHI HICCTIEIOBAHHUSA B OOJIaCTH HEHPOMBIIIEYHBIX 3a-
OoJieBaHUH TSI IETEH ¥ MOJIOABIX Jiroziei. [D]

P Jlis TOro 4To0bl HOMOYb MAIUEHTY, POIUTEIISIM U APYTUM JIH-
[1aM, OCYIIECTBIISIONIMM YXOJ, CIIeNaTh UH(POPMUPOBAHHBIH
BBIOOP B COOTBETCTBUHU CO CBOUMH yOSKIECHUSIMH U TIPEATIO-
YTEHUSMH, Bpady HEOOXOAUMO BKJIIOUATh UX B MPOIIECC MPH-
HATHUS PEIICHNH, IPH 3TOM TaKTHYHO W CBOEBPEMEHHO IIpe-
JIOCTaBJIAS B TIOJTHOTE BCIO mHpopMaIuio. [D]

» OTKpBITOEC OOCYXKICHUE TOTO MJIM WHOTO BHJIA M JJIUTEIHHO-
CTH MEIUIIMHCKOTO BMEIIATEIbCTBA BCCH MEKAMCIUILUIMHAD-
HOM KOMaHJIOW CIIOCOOCTBYET MPO3PavyHOCTH U COBMECTHOMY
IPHHSTHIO perreHHii. [V]

> B OTHOIIGHWH KaXJIOTO MEIUIMHCKOTO BMEIIATEIhCTBA
HEOOXOMMO  COTIOCTaBJISITh  TOJOXKUTENBHBIA  3PQEeKT
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

16

Y BO3MOXKHYFO HArpy3Ky ISl ICHXHYECKOTO COCTOSHUS TTaIlH-
€HTa U eT0 ceMbH. [D]

HeoOxonnmo mpu3HaBaTh HAIWYHE CTPECCOBBIX (HaKTOPOB
U MOTPEOHOCTH CeMbH B 00JIee MIMPOKOH MOICPIKKE, a TaK-
JKE OKa3bIBaTh MPAKTUYCCKYIO TIOMOIIL ¢ YYETOM MOTPEOHO-
CTEH KOHKPETHOTO MAIMEeHTAa U ero ceMbu. [D]

VY nereit u mononsix moaeit ¢ HM3 crangaprHoe MeauIIMH-
CKoe O0O0CIe0BaHuE IIOJHDKHO BKJIIOYATh B Ce0s TUTAHOBYIO
oteHKy 6omu. [D]

HeoOxomumo ciaenuTh 3a pa3IMyHOW CHMIITOMAaTHKOH Ha
(hoHE XPOHUYIECKOTO 3a00JIEBAHUS M OCYIICCTBIISATH CHMIITO-
MaTHYeCKyIo Tepanuio. [D]

JucrHo? — 3T0 CyOBEKTUBHOE OIIYIICHUE, KOTOPOE MOKHO
00JIErYUTh 32 CYCT HEMEIUKAMEHTO3HBIX CPEJICTB U BO3JICH-
CTBUS HA IIPUYKHY. V]

Jus  oOneryeHuss MYYUTENBHOTO CHMIITOMAa  JWCITHOD
MOXKHO HCIIONIb30BaTb HU3KUE O3Bl OIMOWJIOB JaXKe Ha
(one mpomomkaromerocss akTUBHOro JsedeHus. [lpu mo-
CTETICHHOM THUTPHUPOBAaHWUH JI03bl ONHOWAOB yTHETCHHE
JBIXaHUS MAJIOBEPOSITHO. [\/]

Ha tepMunansHO# ¢a3ze npixaTeqbHON HEAOCTATOYHOCTH He-
00XOZIMM TIOCTOSIHHBIM KOHTPOJIb HaJl CHMIITOMaMH U Pa3HO-
IJTAHOBBINA TIOAXOM K UX OOJISTYEHUIO, BKIIOYAsl HCIIOJIb30Ba-
HUE THIATENBHO MOJOOPAaHHBIX OMHOWIOB M TICHXOTPOITHBIX
[Ipenaparos. V]

[lepcrieKTHBHBIH TJTaH MEAUIIMHCKAX BMEIIATEbCTB JODKEH
o0s3aTenbHBIM 00pa30oM MPHUCYTCTBOBATh B BEIACHHH JETEU
u Mozoabpix nanuentos ¢ HM3. CocraBnenue Takoro miaHa
MOXKET OBITh HMCIIOJIb30BAaHO KaK CPEJACTBO JUis oOMEHa WH-
(dopmarueili ¢ MalMEeHTOM M CeMbel, a TaKKe BIyMYUBOTO
NpUHATHA pemeHui. [D]



0630p pexoMeHAALMNIA N0 rnasam

» HeoOxonnMo, 4TOOBI MAIMEHT U CEMbsI IMEJH TEePCIIEeKTHB-
HBIH TJIaH BEJICHHS TAIlMeHTa U ObLTH 00y4YeHBI ITOJIb30BaThCS
ATUM TUTaHOM. [D]

P MexaucuuIUIMHapHas KOMaHa, OKa3bIBaoIas IOMOIIb
MAaIUEHTY, JTOJDKHA PEryJIsIPHO NepecMaTpuBaTh U YTOYHSTH
AMEIONIUICS TIEPCIICKTUBHBIA TUIAH MEIUIIMHCKUX BMEIla-
TenbeTB. [V]

» HeoOxomumo 00ecneunTh CEMbSIM BO3MOXKHOCTh B 00JacTH
MHOTOITJIAHOBOW OPTaHW30BAHHON NAITMATUBHOW ITOMOIIH
[ONTy4aTh TIOAJIEPXKKY OIBITHBIX CIIEIHANACTOB, KOTOpBIE
B PEryisipHOM B3aUMOJECHCTBHU C TAIMEHTOM OIpPEIEIIsIIH
OBl MX MMOTPEOHOCTH HA PA3IMYHBIX dTanax 3adonesanus. [D]

» OnbIT OKa3aHUs MaJUTMATUBHOW TIOMOIIH HEOOXOAMMO Iepe-
JlaBaTh Y3KUM CICIHAINCTaM, pabOTarOIIUM C MMalueHTaMK
¢ HM3. [V]

Ocobble 3ameyaHus

» HecoOxonumo 00eCIeunuTh CEMbSIM BO3MOKHOCTh B 00J1aCTH
MHOTOIUIAHOBOM OpPraHU30BaHHON MaJUIMATUBHON MOMOIIU
[OJIy4aTh TOAJICPIKKY OIBITHBIX CIEIUAIUCTOB, KOTOPBIC
B PEryJspHOM B3aUMOJCUCTBUU C MAIIMEHTOM OIMPEACIISIIN
OBl MX MOTPEOHOCTH HA PA3NIMYHBIX dTanax 3adonesanus. [D]

» OnbIT OKa3aHUs MAJUTMATUBHOW TTOMOIIM HEOOXOAMMO Iepe-
JlaBaTh Y3KUM CIEIHAaINCTaM, paboTaroIIUM C MMalueHTaMH
¢ HM3. [V]
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..
BBEAEHUE

KnuHnyeckunii KOHTEKCT U 060CHOBaHue
Heo6xoAMMOCTH B PYKOBOACTBE

HM3 BcTpedaroTcsi OTHOCUTENBFHO YacTO; PaclpOCTPAHEH-
Hocth HM3 cocrapisier npubnusurensHo 1 ciyyait Ha 3000 Ha-
ceneHnsa. OCHOBHAs 4acThb ATHUX 3a00JE€BaHUN — HACIIEICTBEH-
HBbIE, Ne0I0T KIMHUYECKUX MPOSBICHUH IPUXOANUTCS HA NETCKUN
BO3pacT. BeposTHOCTH TOTO, YTO pecnupaTopHas QyHKIUs OyaeT
3aTpOHyTa OOJIE3HBIO, CYLIECTBEHHO pa3iIndaercs: oT 3aboieBa-
HUS K 3a00JI€BaHUIO; 32 HEKOTOPHIMHU 0COOBIMH HCKITIOYECHUSIMH,
Yaie 3TO MPOUCXOIUT Y AeTeil ¢ OoJee TSHKENoi W reHepau-
30BaHHON cnabocteio. OcTpast gpIxaTelbHas HEAOCTaTOYHOCTD
BCJIEAICTBUE PECIUPATOPHON MHQEKIMU — camas dacTas MpH-
YYHA HE3aIUIAHUPOBAHHBIX TOCHUTANU3alMNA, a XPOHHUYECKas
IbIXaTeabHas HEAOCTaTOYHOCTh YacTO CTAHOBUTCS MPUYMHON
cMmeptd. OfHAKO IIPY COOTBETCTBYIOIIEM BEAECHUM 3a00JIeBaHUS
4acTOTa HE3aIUIAHMPOBAaHHBIX TOCIMTANM3ALUN MOXET ObITh
CHIDKEHA, a O)KU1aeMast IIPOJOIDKUTEIFHOCTD JKU3HU YBEIHYEHA.
Hacrosmiee pyKoBOACTBO CTaBHUT 3a1adqy 0OOOIIUTH BCE WMEFO-
1IMecs JaHHbIE IO TEME U MPEACTaBUTh PEKOMEHIAIIUH, KOTOPbIE
CMOT'YT TIOMOYb PaOOTHHKAaM 3IpaBOOXPAaHEHHS OKa3bIBaTh Ia-
LUEHTaM Ka4€CTBCHHYIO MEAULIMHCKYIO IOMOILb.

B Hacrosmuii MOMEHT CYIIECTBYET s NMPEKPaCHBIX py-
KOBOJCTB IO OTHAEJBHBIM HEHPOMBIIIEYHBIM 3a00JI€BaHUIM
Y COTNIACUTENBHBIX PEKOMEHIAINHA 10 HEHPOMBIIIEYHBIM 3a00-
JIEBAHMSIM B I€JIOM, HO HU OJTHO M3 HUX HE MOCBAIICHO pecrupa-
TOPHO# monAepKKe OONBHBIX. MHOTHE METOIBI PECIUPaTOPHON
MOAJICPKKU YHUBEPCANbHBl M MPUMEHUMBI AJIsl JII000TO THIMA
3a00J1eBaHMsl, TOSTOMY LeJb JaHHOTO PYKOBOJCTBA — MpeACTa-
BUTh PEKOMEHJIAIINU, KOTOPbIE MOTYT MCIIOJIb30BaThCS ISl BCEX
JeTell ¢ HeWpOMBIIEYHBIMU 3aboneBaHusIMH. [lokazaTenbHas
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0a3a MHOTMX TPUMCHSEMBIX HBIHE JICUCOHBIX BMEIIATEIHCTB
JOCTAaTOYHO HEMPOYHA M ONMUPAETCsl B OCHOBHOM Ha oOcepBa-
[UOHHBIC WCCIIEOBAHMS. ABTOPBI-COCTABUTEIN PYKOBOJICTBA
IIOIIBITAJINCHh BBISIBUTH U 06061HI/ITB BCC MMCIOIIMECCSA OaHHBIC,
OCHOBAaHHBIE Ha JIOKA3aTeNIbCTBAX, a TaM, IJ€ OHH OTCYTCTBY-
0T, — TPEITIOKUTH KOJUTETHAIBHOE IKCIIEPTHOE MHEHHE.

ABTOpbI-COCTABUTENMN PYKOBOACTBA

[lonHpIi cIMCOK aBTOPOB-COCTaBUTENEH npuBoAuTcs B [1pu-
noxxernn 1. Bee pa3paboTank, cortacHo MOMUTHKE bpruranckoro
TOpPaKaJIBHOTO OOITECTBA, 00S3YIOTCS NEKIapUpPOBaTh CBOM MHTE-
PpEChI; cirydar KOH(QIMKTa HHTEPECOB OTMeUeHBI B [Ipriokenun 1.

LieneBas ayauTopMs pyKoBOACTBA

B nepByto odepens pyKoBOACTBO OPUEHTHPOBAHO Ha PaboT-
HUKOB OPUTAHCKOTO 3/IpaBOOXPAHEHUs, 3aHUMAIOIUXCS IETbMHU
¢ HM3: Bpaueii, mencectep, pU3MUECKUX TEPANIeBTOB M CMEX-
HBIX CIIEIMAINCTOB.

Tembl, 3aTPOHYTbIE B PYKOBOACTBE

B Hauane pyKoBOJCTBa MPHUBOAMUTCSA OOIIMHA 0030p pe-
CIUpaTopHbIX HapymeHuil y aereit ¢ HM3. Kpatkuii crmcok
3a00JIeBaHMA, O KOTOPBIX HJIET PE€Yb B PYKOBOJCTBE, IPUBEICH
B Ilpunoxenun 2. [anee pecnupaTopHas MOAJEPKKa AETel
¢ HM3 ocBemaercsi B HUXKECIEIYIONNX pa3aciax.

» BrisaBiieHre AETEH ¢ PUCKOM ABIXATECIBHBIX OCIOKHEHHM.

» OugncTka JBIXaTeNbHBIX MTyTeH OT CEKpeTa U TPCHUPOBKA JbI-
XaTeITbHON MYCKYJaTypBHlL.

» BcrnomorarenabHasi BEHTHIISITHS.

» [lnaHupoBaHUE XUPYPTUUECKUX BMEIIATEIHCTB.

» Cxonnos.

» Jlpyrue npoOiieMbl 1 BMEIIATENECTBA, BIUSIONINE HA (YHK-
LMY IBIXaTeIbHON CHCTEMBI.
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

P Ilepexon Ha MEAMLMHCKOE OOCITYXHBaHUE U3 IETCKHX BO
B3pOCIIBIE YUPEKICHUS.
P KadecTBo XU3HM U NAJUINATUBHAS IIOMOLIb.
» OcoOble 3amMeyaHusl.
OTnenpHBIE JeTalld UCCIIE0BaHUM, HA KOTOPBIE OMUPAIOT-
Csl pEKOMEHALINH, TOCTYITHBI B OHJIaH-TTpuiIoxkeHnu S1.

Bonpocbl, He paccMaTpuBaloWmuecs B pyKOBOACTBE

Crnenytomiye TeMbl B pyKOBOJICTBE HE OCBEIAIOTCS:
e moMomIhs meTssM ¢ HM3, He oTHOCSMIasICs K pecrupaTopHOit
TTOIIEPIKKE;
® JleTAIbHOE U3NIOKEHHE 0COOCHHOCTEH aHEeCTE3HOIOTHYECKOTO
BeneHus nereii ¢ HM3;
B3pOCIIbIE ¢ HEHPOMBIIIEUHBIMU 3a00J1€BaHUSIMU;
JETU C LepeOpaIbHBIM MapanuoM;
JIETH C MHUAaCTEHUEIH;
netu ¢ curapoMoM ['nitena-bappe.

Mertoponorus

JlaHHOE pyKOBOJICTBO OITMPAETCs Ha JIyHIIIUe B CBOEH cdepe 10-
KazaTeNbHbIE NCCIIEI0BaHMS. ABTOPCKHI KOJUIEKTHB MPY HAITUCAHUH
9TOH PabOTBI CTPEMHIICS CTPOTO COOTBETCTBOBATH KPUTEPHSIM, yCTa-
HOBJIEHHBIM B JJokymeHTe Appraisal of Guidelines for Research and
Evaluation, AGREE (Ouenka ka4ecTBa KIMHUYECKHX pEKOMEH[a-
IIMIA), CM. TIO 2JIEKTPOHHOMY ajipecy: http: // www.agreecollaboration.
org/1/agreeguide/). ABropsr Onaromgapus! qokropy Uarpua o Pan
(Dr Ingrid Du Rand) 3a koHCYIBTaITHH TIO METOIOTIOTHN PYKOBOZICTBA.

Knunuyeckue 3anpocbl 1 NOUCK N0 NuTepartype

Kiununueckue 3ampocbl ObuIM MOJOOpaHbl B (popmare

PICOT (P, population, — «HaceneHHe», YYaCTHUKH HCCIIENO-
BaHus; I, intervention, — «BMemarenscTBo»; C, comparison, —
«CpaBHEHHE», KOHTpoibHas rpymma; O, outcome, — «UCXOI»,
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IUTAHUPYEMBIN pe3yabTaT uccienoanus; T, time, — Bpems Hc-
CJIEZIOBaHUs), YTOOBI OMPENETUTh MPEIMETHOE TMOJie PYyKOBOI-
CTBa U yTOPSIOYUTH MTOVCK T10 JINTEPaType.

b1 mpoBeneH cucTEeMarMuyecKHil TOUCK IO 3JIEKTPOH-
HBIM 0a3aM JaHHBIX C IIEJIbI0 ONpEeNIeHNs] Kpyra MyOIHKaIuid,
MOAXOSAIINX IS BKJIIOUEHHUS B PYKOBOACTBO. Vcnosp30Banuch
cnenyrone 6a3pl gaHHbix: Ovid MEDLINE (ba3a maHHBIX
HammonanpHoit MegunmHckoii OumbOmmoreku CIIIA, Bxiarouas
MEDLINE In Process), Ovid EMBASE (ba3a nanusix Excerpta
Medica o ¢apmMakoIoTuu U APYTrUM OMOMETUITTHCKIM IHCIIN-
mwmuHaM), EMSCO CINAHL (ba3a maHHBIX O CECTPHHCKOMY
neny 1 cMexkHbIM auctuiuinaaM ), Ovid PsycINFO (ba3za ganHbix
no nicuxonoruu), Kokpanosckast Oubnnoreka (BKJIto4asi KOKpa-
HOBCKYyI0 0a3y NaHHBIX CHCTeMaThieckux o030poB, ba3y nman-
HBIX pedeparoB 0630poB no 3¢pdexrnBHocTH U KokpaHoBckuii
PETHCTP KOHTPOIUPYEMBIX UCTIBITAHHH).

[Nownck 6611 ocymiectnieH B Mapre 2010 1. 1 0OHOBIIEH B Mae
2011 1. On BKIIIO9AJ B c€0s KaK MPOUHIACKCHPOBAHHBIC ITOMCKOBBIC
TEPMHHBI, TaK U CBOOOIHBIE TEKCTOBBIE 3alIPOCHI M HE OTPaHUIH-
BaJICS TOJIBKO paboTamu 1o nieJiuarpuu. B mporecce nmorcka 06110
HalimeHo 4683 moTreHUMaILHO IOAXOAsAlIne craThbu. Omnucanue
CTpaTeruy noucKa MOKHO HalTH OHJIAMH B NPUIIOKEHUH S2.

OueHKa MCTOYHMKOB

HcTouHVKHM OlLEHMBAIMCH B COOTBETCTBUU C KpPUTEPUS-
MH, TIPEIIOKEHHBIME cocTaBuTelsiMu onpocHrka AGREE, ka-
JKIas CTaThs AByMs peneHzentamu. OnauH perensent ([xepemu
XaJut) mpoYnTHIBaJ HA3BaHUE U TE3WCHI CTAThH, OOHAPYKEHHOMN
B Ipolecce 3JIEKTPOHHOTO MOMCKA, U MPUHHUMAN pelleHHe Io
TPEM BO3MOXKHBIM OTIIMSIM: TAHHAS CTaThsl 1) HECOMHEHHO COOT-
BETCTBYET, 2) BO3MOXXHO COOTBETCTBYET WIIU 3) HE COOTBETCTBY-
€T TeMaTHKe MpoekTa. Ha 3Tu Tpu rpynimsl Te3uChl cTareld ObuIH
pasfenieHbl COTIACHO CIEAYIONINM KPUTEPHUSIM:
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

® OTBEYaeT JIM paboTa KIMHHYECKOMY 3aIpocy;

® BHIOpaH JIM ONTUMANBHBIN TU3aiH MCCIEOBAHNUS, TPEICTaB-
nommii HanOomnee yOenuTeNbHbIE JaHHBIE TPU OTBETE Ha
KJIIMHUYECKU 3aIpoc;

® TE3WCHI JODKHBI OBITH HAITMCAHBI HA AHTJIMICKOM SI3BIKE;

® TC3UCHI HE OTBEPraloTCs HA OCHOBAHUU TOTO, YTO OITyOJIMKOBa-
HbI B TOM WJIM MTHOM Hay4YHOM JKypHAaJie, Ha OCHOBaHUU CTPAHBI
MIPOBEJICHHUS UCCIICOBaHUS, a TAKXKE TABHOCTH ITyOIINKAIUH;

® TEe3UCHl He OTBEPraroTCS Ha OCHOBAaHHH TOTO, YTO PEYh B HUX
UET TOJHKO O B3POCIBIX MAIMEHTaX, €CIM TeMaTHKa HCCie-
JIOBaHUS aKTyalbHa U s Aeteit ¢ HM3.

IToHbINi TEKCT cTaTeli ObLI HAalIEH JUIs BCEX TE3UCOB, COOT-
BETCTBYIOIIUX WM BO3MOXKHO COOTBETCTBYIOIIMX TEME, CTaThH
OBUIH paclpeNesiCHbl 10 TeMaTHYeCKUM pasnenam. [locne mep-
BHYHOTO OTOOpa CTareil CTayio SICHO, uTo 686 u3 4683 Te3ucon
COOTBETCTBYIOT HJIM BO3MOXHO COOTBETCTBYIOT TEME PYKOBO/I-
cTBa. /IBa pereH3eHTa HE3aBUCUMO APYT OT Apyra OTOMpANH Te-
3WCHI JIJIsl HCITONTb30BAHUS B PYKOBOJICTBE.

boita npousBeneHa kpurtuydeckas oiieHka 177 crareid. [IBa
PYKOBOIUTEIS, PENAKTHPYIOIIHE OIUH M3 Pa3NeNIOB, apaJuieIbHO
MIPUHUMAJTN PEIICHHUE M0 KaXIOW CTaThe, PyKOBOACTBYSICH CHCTE-
Mot orieHkH [1loTnanIcKoi MEKKOIIETHATLHOM CETH 110 Pa3padoT-
Ke KITMHUYeCKNX pekoMeHaaimi (Scottish Intercollegiate Guidelines
Network, SIGN). YpoBeHb J0Ka3aTenbHOCTH OBbLT ONpEAeNeH s
Ka)kJ10r0 HiccnenoBanus 1mo onpocHUKy SIGN (tabmn. 1) 1 npuBeneH
B TaONIMIIAX TOKA3aTeIHHOCTH (OHJIAH-TIpHIToXkeHue S1).

060CHOBAHHOCTb CY)XXAEHUII N0 0TOOPAHHBLIM UCCNEA0BAHNAM
M pacnpefeneHne ux no ypoBHAM J0Ka3aTeNIbHOCTH

Pa3paboTunku pyKOBOACTBA MCIONB30BAIN CIELUAIBLHBIC
TaOHLBI AJIS1 OLIEHKHU JT0Ka3aTebHON 0a3bl KaskKAO0TO HUcCIe]0Ba-
HUS U paciipenenenns padot no rpynmnamM. TaOnuis! JoKa3aTemb-
HOCTH IIPUBEICHBI B OHJIAHH-NIpUIoKEHUH S1.
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Ta6bnuua 1. MepecmoTpeHHas WKana OUEHKU cTaTei ans
A0Ka3aTeNibHO 060CHOBAHHDbIX KNIMHMYECKNUX peKOMeHAauuii

OneHka I[OKaISaTeJILHOCTL

MeraaHann3bl BBICOKOTO KaueCcTBa, CHCTEMAaTHIECKIE
++ 0630ps1 PKU nnmn PKU ¢ oueHp HU3KOW BEPOSTHOCTEIO
CHUCTEMaTHYECKHUX OLIHMOOK

ITpaBuiibHBIM 00Pa30M MPOBECHHBIC METAAHAITU3bI, CH-
I+ cremarnueckue 0630psl PKU unu PKU ¢ Hu3Kkoii BeposT-
HOCTBIO CHCTEMATUYCCKUX OIIHOOK

Mertaananmsbl, cucteMarnaeckue 003opsl PKU i PKI
C BBICOKOH BEPOSITHOCTHIO CHUCTEMAaTHUYSCKUX OLMITHOOK

Cucremarnueckre 0030pBI HCCISOBAHUHI THIIA «CITY-
4ail—KOHTPOJIbY, KOTOPTHBIX UCCIIEOBAHUNA BBICOKOTO
KauyecTBa UIH

HCCIIEIOBaHUS THIA «CIy4ali—KOHTPOJIbY U KOTOPTHBIE
HCCIIEIOBaHUS C OYE€Hb HU3KOH BEPOSITHOCTBIO MTOMEX,
CHCTEMaTHYECKHX OIIMOOK MM CITyYaifHbIX PE3yJIbTaToB,
a TaKXKe C BEICOKOH BEPOSITHOCTBIO TOTO, UTO CBSI3b U3yda-
€MbIX (paKTOPOB SIBJISAETCS NPUUNHHON

II++

[TpaBuiibHBIM 00Pa30M MPOBEICHHBIC HCCIISIOBAHHS THIIA
«CITy4aii—KOHTPOJIb) WIIM KOTOPTHBIE UCCIIEI0BAHUS

C HU3KOH BEPOATHOCTHIO MOMEX, CUCTEMATUYCCKUX OLINU-
OOK WK CITy4YaiHBIX pe3yJIBTAaTOB U CO CPEIHEH cTere-
HBIO BEPOSITHOCTH TOTO, UTO CBSA3b U3y4acMbIX (haKTOPOB
SIBISICTCSI TPUYUHHOM

11+

HccnenoBanus TUNa «Cay4ali—KOHTPOJIbY UIX KOTOPT-
HBIE MCCIICIOBAHMSI C BEICOKOW BEPOSITHOCTBIO TTOMEX,
II- CHUCTEMATHYECKUX OMMOOK HIIH CIIyYalHBIX PEe3yIIbTaTOB
1 CO 3HAYUTENIBHON BEPOSITHOCTHIO TOTO, YTO CBA3b H3Y-
YaeMbIX ()aKTOPOB HE SIBIISIETCS IPUYHMHHOMN

Heanamutudeckue HCCIIEN0BaHMA, HAIIPUMEDP UCCIEN0BA-
HUEC KIIMHUYECKOTO CiIydasa Uik CEpUHN CIIydacB

III

v OKCIepTHBIE MHEHUS

Mpumeuanue: PKN — pannoMu3supoBaHHOE KOHTPOJIUPYEMOE
HCCIIEI0BaHMUE.
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

B Tex cmywasx Korga OTCYTCTBOBAIN JOKa3aTelIbHBIE HC-
CJIEZIOBaHMs, OTBEUAIONINE Ha 3aJaHHBIN KIMHUYECKUI 3ampoc,
3alpalIuBaINCh KCIIEPTHBIE MHEHUS JUIsl COCTABJICHHS COITIACH-
TEJILHBIX PeKOMeHIamii o Meroay Jenbdu.
s paHXKUpoBaHMsT PEKOMEHJALUN 10 YPOBHSM JOKa3a-
TEJIbHOCTHU UCIIOIb30BAJIUCh CICAYIOIINE KPUTEPUU:
® JIOCTYNHBINA 00BEM JJOKa3aTeIbHOH 0a3bl;
® [IPUMEHUMOCTb IOITYYEHHBIX JaHHBIX JUIsl COCTaBICHUS PEKO-
MEHalUH [EeEBON ayJUTOPHUU PYKOBOJCTBA;

® BO3MOXXHOCTb 000OIEHHS JaHHBIX VISl LIeJI€BOI ayIUTOpHH;

® HaJn4Ke 4YeTKOM MOCIIEA0BAaTEIbHOCTH JAHHBIX, KOTOPOE 103-
BOJISIET UCIIOJIB30BATh UX B PYKOBOJICTBE;

® [I0CJICJICTBUSl NPUMEHEHUS] PEKOMEHJALUMNA B KIMHUYECKOMN
IIPaKTUKE KaK B OTHOLICHUU [IOMOILHY [TALIUEHTaM, TaK U B Ka-
YECTBE UCTOYHMKA CBEACHUN AJIS CIIELUAINCTOB,

® 3(h(heKTUBHOCTD 3aTpaT HE pacCMaTpUBaliaChb B PYKOBOJCTBE
NOAPOOHO, TOCKOJIBKY 3KOHOMHUYECKHH aHalIu3 PEeKOMEHAa-
LM HEe BXOIUT B IPEAMETHYIO 00JIaCTh JaHHOTO PYKOBOJICTBA.

Bcem pexoMeHpanusiM ObUIM BBICTABJIEHBI OLIEHKH OT A
1o D B 3aBUCHMOCTH OT YpOBHS JOKa3aredbHOCTH (Tabi. 2).
BaxHble IpaKTU4YECKUE COBETHI, HE YIIOMUHAEMBIE HU B KAKUX
HCCIIeIOBaHUX, ObLIH BhIIENIEHBI B pa3nen «[lone3Hblil onbIT.

Pa3pa6oTtka pykoBopcTBa

ABTOPBI-COCTABUTENIM ITIOCTOSHHO IOJJIEPKHUBAJIA  CBSA3b
[0 2JIEKTPOHHOH mouTe, pabouas Ipymia BCTpedaiach B IOJ-
HOM cocTaBe B Mapte u Hosiope 2010 ., mapte u mae 2011 1. Bee
YYaCTHUKHM MPOEKTa MOJYYHIN YEPHOBOIM BapHaHT PyKOBOACTBA
B OKTA0pe-Hos10pe 2011 I, 1 OH cTall JOCTYIIEH AJIsl IUPOKOTO 00-
cyxaeHus Ha caiite bpuranckoro TopakansHoro oomectsa (BTO)
B Hos10pe 2011 1. Komurer meaunmHckux cranaapros bTO npoa-
HaJIM3UPOBaJl YepHOBOI BapuaHT B HOstOpe 2011 . 3ameuanus xo-
MHTETa, YIaCTHHKOB IPOEKTa U IIMPOKOH IMyONINKH OBbUIH YUTEHBI
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MPU COCTABICHUU UTOTOBOTO TEKCTa JOKYMEHTA, U PYKOBOJCTBO
OBLIO MTpeACcTaBIeHO K mybOnukarwm B Mapte 2012 1.
PyxkoBoncTBo Oymer mepecmorpeno B 2016 1.

Ta6nuua 2. OueHka peKomeHaaumii

Onenka

Tun xaHHBIX

He meHee onHOTO MeTaaHan3a, CHCTEMAaTHYECKUI
0030p mwin PKU, onenennsie kak [++ u Harpsamyto
MIPUMEHUMBIE K 11€JI€BOH ayIMTOPUH WU
cucremarniyeckuii 0630p PKU wnu kopryca naHHBIX,
MIPEUMYILECTBEHHO 10 UTOTaM MCCIIEI0BAHUM,
OILIEHEHHBIX KaK [+, HanmpsIMyro MPUMEHUMBIX

K IIETIEBOH ayANTOPUH U IEMOHCTPUPYIOLIUX OOIIyTO
HEIPOTHBOPEYUBOCTH PE3yIETaTOB

JHokazarenpHast 6a3a, BKITIOUAIOIIAs UCCISIOBAHNUS,
OLIEHEHHbIE Kak [[++, HarpsMyto IpuMEHUMBbIE

K IIEJICBOM ayJUTOPUH U JEMOHCTPUPYIOIIHE OOIIYIO
HEeTMIPOTUBOPEUUBOCTD PE3YJILTATOB WIIH

JIaHHbIE, SKCTPANIOIUPOBAHHBIEC U3 UCCIIEJOBAHUMI,
OLIEHEHHBIX Kak I++ umm I+

JlokaszarenpHas 0a3a, BKIFOUYAIOIIAs HCCIEI0BaHUS,
olleHeHHbIE Kak [+, HanpsiMyto IpUMEHUMBbIE

K [IEJIEBOH ayJUTOPUH U IEMOHCTPHUPYIOIIHE OOIIYIO
HEIIPOTUBOPEUYUBOCTh PE3YJILTATOB WIN

JaHHBIC, BKCTpaHOHI/IpOBaHHHe nu3 HCCHeHOBaHHﬁ,
OIleHEeHHBIX Kak I[++

Yposensb nokazarenpHoctu I u IV unn
JaHHBIC, DKCTPAIIOJIMPOBAHHBIC U3 HCCHeHOBaHHﬁ,
OIleHeHHBIX Kak [[+

Baxxnrie MPaKTUICCKUEC PEKOMECHAAIUH, JIMIIICHHBIC
JA0Ka3aTCJIbHOTO MOATBCPKACHUA, UJIIN PEKOMCHAAIUH,
JUIA KOTOPBIX TPYAHO NPEAOCTABUTL JOKA3aTCIIbHY O 6a3y.
ABTOpBI-COCTaBI/ITCJ'H/I PYKOBOACTBA XOTCJIN OBI OTMETUTH
HX KaK «II0JIC3HBIC COBCTHD)

IIpumeuanne: PKI — pannomMu3npoBaHHOE KOHTPOJIUPYEMOE

UCIIbITAHUC.
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

Knunuyeckuii ayaut
U uccneposateNnbCckue 3aga4u Ha byayuwee

Ayaut npumeHeHUs PyKOBOACTBA

» Cienyer mOAACPKUBATh B aKTyallbHOM COCTOSTHUHM MECTHBIC
0a3bl JaHHBIX 10 AeTssM ¢ HM3, B KOTOpBIX J0JDKHA COnEp-
XKarbcst MHQOPMAIUS 0 TOM, TIPOBOAMIIACH JIU JIJIsI HUX OIICHKA
JIBIXaTeNbHON (PYHKIMH, a TaKKe yKa3aHa IUIaHupyeMas 4a-
CTOTa MOJO0OHOM OLICHKHU.

» Crnemyer onpeaensiTh U aHAIM3UPOBATh MPUIHHBI BHETUIAHO-
BBIX rocmHTanm3anuii aereit ¢ HM3, mockoiabKy Takas WH-
(dbopmarius IpeACTaBISCTCS [ICHHOM I IIAHUPOBAaHUS Pe-
CIIUPATOPHOM IOANEPHKKU.

Uccneposarennckue 3agayumn Ha byaywee

P PannoMu3sMpoBaHHOE KOHTPOJIMPYEMOE HMCCICAOBAHUE HC-
MIOJTF30BAHMSI arlapara MeXaHU4ecKor HHCYPQIaIu-Kc-
ypdmsun (MU-2) Ha foMy B CpaBHEHUU C IPYTHMHU TEXHU-
KaM{ OTKAIIUIMBAaHUS y JIE€TEH KakK CPeICTBO MPOQUIAKTHKH
YXYIIICHUS ABIXaTeIbHOW (QYHKIIH.

» CpaBHHUTENBHOE HCCIIEOBAaHHE B CTALMOHAPHBIX YCIOBHSIX
Pa3IMYHBIX TEXHUK OYMCTKHU JIBIXaTCIbHBIX ITyTCH BO BpeMs
WHQEKIMOHHBIX 00ocTpenuil. HaAnKaTopaMu yCIEIIHOCTH
JICYSHUsI 37IeCh MOTYT CIYXKUTh YAy4IIeHWE MOOWIH3AINH
MOKpPOTHI U TOBBIIICHHE CaTypalud, a TaKKe BO3MOXKHOCTb
n30eXaTh HHTYOAIINH U YMEHBIIIUTH CPOK TOCITUTATN3AIINH.

» [IpocrekTHBHOE KOTOPTHOE HCCIIEIOBAHUE, U3ydalollee Me-
TOABI OIeHKU 3(PQEKTUBHOCTH Kalmis y JeTed M UX CBA3b
C JIBIXaTeNbHBIMH HAPYIICHUSMH.

P [IpocrekTHBHOE PaHAOMU3ZMPOBAHHOE KOHTPOIHPYEMOE HC-
ciefoBanue, u3yvaromiee 3Q(HEeKTHBHOCTh aHTUOMOTUKOIPO-
(bmmakTUKY TS IPeMyTIPEKISHUS PECIIMPATOPHBIX 000CTpe-
HUi y nereit ¢ HM3.
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» HeoOxonnMma nanpHeWIIas pa3padoTka HHCTPYMEHTOB OIICH-
KU Ka4eCTBa KU3HH, CIeNU()UIHBIX MMEHHO JUIS IeTeH ¢ Hell-
POMBIIIEYHBIMH OOJIE3HIMHU.

» OO6miee mccieoBaHUE 3a00J€BAEMOCTH, PACIPOCTPAHEHHO-
CTH U JICYCHUSI TUCITHOD, A TAKIKE €T0 BIMSHUS HA XKHU3Hb JIe-
TEl ¢ HEUPOMBILLIEYHBIMU PACCTPOICTBAMM.

P JlonrocpouHsie HCCIeAOBaHMs, KOTOPBIE MO3BOJIST OTBETHTH
Ha BOITPOC, BIUSET JIM TPSHUPOBKA JBIXaTEIIEHON MYyCKYIIaTy-
PBI HA KIIMHUYECKUI MPOTHO3.

» HeoOxommmo omnpeaennTs METOABI OMEHKH 3(PQPEKTHUBHOCTH
JICUEHUS], aKTyaJIbHBIE ISl CAMUX TAllMeHTOB, YTOOHBI B Jallb-
HEHIlleM yCTaHaBIUBATh CTAHAAPTHI, YITy4lIaTh paboTy CITyKO
1 o0neryaTb WHTETPAIHIO NMAJIMATHBHON ITOMOIIM U CITyKO
[TOMOIIIA HEHPOMBIIIICYHBIM OOJIBHBIM.

» HeoOxomuMo pa3paboTaTh CTaHIAPTU3UPOBAHHBINA ITOAXON
K Tpolleccy mepexoga Ha OOCIy)XKMBaHUE W3 JIETCKAX BO
B3pOCIIbIE YUPEKICHUS AJIs1 MOJIOAbIX Jtoner ¢ HM3.
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

PECIIUPATOPHBIE OCJIOXKHEHUA
HEWPOMDILLUEYHbIX 3ABOJIEBAHUN

Heiipompitieunsie 3a00aeBaHUS MOTYT OTPHUIIATEIIEHO BIIH-
SITh Ha Ta3000MEH ¥ BEHTWISAIMOHHYIO (PYHKIUIO JICTKUX, BO3-
MOXKHOCTb TIOJJICPKUBATH TOHYC MBIIII] BEPXHUX JIBIXaTEIbHBIX
Iy TeH, 0CNA0NIATh (PYHKIMH 3aIIMUTHBIX MEXaHU3MOB JbIXaTeIb-
HOM CHCTEMBI, CHIXKATh 3()()EKTUBHOCTh OUUCTKH JIBIXaTeIbHBIX
IyTel OT CeKpeTa W OcHalIsATh MOIAEPKUBAIONIYI0 (DYyHKIHIO
M03BOHOYHWKA. Ha fprxaTenbHoi GyHKINMH 3TO CKa3bIBAETCS TH-
TTOBEHTHJIAINEH, OOCTPYKIMEH BEPXHUX ABIXATEIBHBIX ITyTCH,
ACTIUPAIIIOHHEIM CHHJIPOMOM, 3aCTO€M MOKPOTHI B OpOHXOJIE-
TOYHBIMH HUH(EKIUSIMH, a TaK)Ke BO3JCHCTBUEM MPOTPECCHPY-
IOIIETO CKOJKMO3a. DTU OCIOKHEHHUS HE MCKIIIOYAIOT JIPYT apyra
U 4acTO COCYIIECTBYIOT, YTO BEACT K MPOrPEeCCUPYIONICH JabIxa-
TEJIBbHOM HEAOCTAaTOUYHOCTH. [[pIxaTenbHas HEAOCTATOYHOCTh —
camasi pacrpocTpaHeHHas IPUYHHA CMEPTH HAIlHeHTOB C HEHpO-
MBIIICYHBIMU OOJIe3HAMHE 2,

BepoaTHOCTh OCIIOKHEHUN CO CTOPOHBI OPTaHOB JIbIXaHMS
JUIst OOJIBIIIMHCTBA JETEH HANPsMYIO 3aBUCHT OT MPOrPEeCCHUPO-
BaHUs MBIIICYHON CJIA00CTH, XOTS €CTh UCKIIIOUCHUS, HAITPUMEP
JIETU C CUHAPOMOM PUTHUIHOTO TO3BOHOYHHKA WJIM BPOXKICHHBI-
MU MUACTEHUYECKUMHU CHUHApoMaMH. Bo3pacT Hauana pecnupa-
TOPHBIX OCJIIOKHEHUH BapbUpyeT OT 3aboyeBaHusl K 3aboyeBa-
HUIO, KaK yKa3aHo B Tabmmie 3.

@YHKUMA BHELWIHEro AblXaHus

HUccnenosanue jerounoit Gyukiuu y aereii ¢ HM3 00bIu-
HO JIEMOHCTPUPYET PECTPHUKTHBHYIO MOJAEIbh CO CHH)KEHHEM
KU3HEHHOH EMKOCTH, oOmeii eMKOCTH W (DYHKIHMOHATbHOU
OCTaTOYHOM EMKOCTH JIETKHX, a TaKKe OTHOCHUTEIBHO COXpaH-
HBII YpOBEHb COOTHOLIEHHsS 00beMa (HOPCHPOBAHHOTO BHIJOXA
3a 1 ¢ (O®B1) u popcupoBaHHOI KU3HEHHOW €MKOCTH JIETKAX
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(DXKEJT). Ckono3 MOXET yBEJIMYHUBATh YPOBEHb PECTPHKIINHS,
a pacTSLKUMOCTB JIETOYHOH TKaHU MOXET ObITh CHHXKEHA 3a CUET
Mukpoareynekrazos* . Co BpeMeHEM IMONATIUBOCTh TPYIHOM
CTEHKH MOYKET YMEHBIIIAThCSl HE3aBHCUMO OT CKOJIHO03a’: K 3TOMY
MpUBOIAT UOPO3HOE MEPEPOXKACHUE W YKOPOUCHHE €€ MBI
U CBSI30K U3-3a TPO(UUSCKUX HapyLIeHHid .

3acToii 6poHX0Nero4Horo cekpera

IMepememenne cekpera U3 NepUPEpHUSCKUX B IIEHTPATb-
HbIC JIBIXATEJIbHBIC MyTH OCYINECTBISAETCS TIABHBIM 00pa3oM
3a cueT pabOThl PECHUTYATOTO ammapara. B HOpMe KoJIM4ecTBO
ceKpera, JOCTHTaIoIIero Tpaxeu, coctasiusier ot 10 xo 100 miu/
nens’. Jms ero ymaneHuWs W3 Tpaxed HeoOXOMUMO KallleBOE
JBHKCHHE WJIM PE3KUil BBIOX. [IpOIYKTHBHOE OTKAILIMBAaHHUE
BKJIFOYAET TPH [VIaBHBIX KOMIIOHEHTa'":
® 11yOoKui BIOX 00beMoM 10 95% o0Iielt eMKOCTH JIETKHX;
® 3aKpBITHE TOJOCOBOH mienu (s yero OyiapOapHast QyHKIUS
HE JIOJDKHA OBITh 3aTPOHYTA) M KOPOTKas [ay3a, ITO3BOJISIOIIAsT
BO3JlyXy IPOHUKHYTh TIIyOXKe CIM3UCTON MPOOKH, B TOM YHC-
JIe 3a CYET KOJIJIaTePaibHON BEHTUIISLINM;

® >Dh(dexTHBHOE COKpalICHUE OJKCIUPATOPHOH MYCKYIaTyphl
(MBI )KUBOTA M MEXKPEOSPHBIX ) IJIsl CO3AaHHS TIOBBIILICHHO-
TO BHYTPHILUICBPAJIBHOTO JABJICHHS M, COOTBETCTBEHHO, ObI-
CTPOTO 3KCITUPATOPHOTO MOTOKA.

IMocnenoBatenbHOCTh (a3 KaIlJIeBOrO MaHEBpPa MOXKET
OBITh OMpe/ielicHa KaK WHCIUPATOpHAasl, KOMIIPECCHOHHAS U JK-
crimparopHas'!. Pesyasrar 3Toro mporecca — ObICTPOE IIPOIBH-
KEHHE BO3/yXa MO MIMPOKUM JIbIXaTeIbHBIM MYTSIM, T0CTATO4-
HOE ISl MOOMITU3AIIMM MOKPOTHI U €€ U3THAHMS U3 JbIXaTeIbHBIX
nyTteil. Bo BpeMsi pecnupaTopHbIX WH(EKLHUH yBEIHMIMBACTCS
KOJIMYECTBO CEKpeTa 3a CYeT OOMNbIIeH ero MpOAYyKIMU U TIPH-
CYTCTBHS B HEM BOCHAIUTEIBHBIX KICTOK, KICTOUHOTO JCTPHUTA
u OakTepuil. AKTUBHOCTh PECHHUTYATOrO ammapara CHIDKAeTCs
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[IpY BOCHIAJICHUU JIbIXaTeNbHBIX IIyTEH, U 34€Ch BO3pPACTAET POIIb
KAl )19 M3THAHMUS cekpeTa. Y nmereit ¢ HM3 cHIKEHHE CHITBI
MHCIUPATOPHBIX, SKCIIMPATOPHBIX MBIIII] ¥ MBI TOPTAHH IIPH-
BOJMT K CHW)KCHHIO TMPOAYKTUBHOCTH Kamuisi'® . Mplmednas
c11a00CTh MOXET YBEIMYHBATHCS BO BPEMs OCTPBIX WH(EKIIHH,
JIOTIOJTHUTENIBHO CHUXKAasi IPOAYKTUBHOCTD KallIs B 3TOT KPUTH-
YeCKUH MOMEHT. 3aCTOM MOKPOTHI BBI3BIBAET aTENEKTa3bl, YTO
B CBOKO OuYepelb IPUBOAUT K HAPYLICHUIO COOTHOILLIECHUS BEHTH-
M, nepdy3un U TUIIOKCEMHUH, a TaKXKe K CHHKCHUIO 1oJar-
JIMBOCTH JIETKUX. be3 NOIKHON NOAAEPKKU IbIXaTeIbHbIE MBIIII-
[l MOTYT UCTOIIUTHCS BIIOTH JJO BO3HUKHOBEHUS JIBIXaTEIbHON
HEIOCTaTOYHOCTU. BONBIIMHCTBO PECUPATOPHBIX WHQPEKIHHA
y aereit ¢ HM3, kak u y ocTanbHBIX JeTel, IMEET BHPYCHYIO

opupony.

Hapywenue rnotanusa, ocnaénexue 3awuTHbIX
MEeXaHM3MOB fibIXaTeNbHOlW CUCTEMbI
W acMMPaLNOHHDBIK CUHAPOM

Yacrora HapylleHHsS IIOTaHHWA BO3pacTaeT Mo Mepe Ha-
pacTaHus MBIIIIEYHOMN C.IIa6OCTI/I; IIpU HEKOTOPLIX COCTOSAHUSAX,
TaKWX Kak CHHUHaNbHas MblmedHas atpopus (CMA) 1-ro tuna
U TsKeJble (POPMBI HEMaTMHOBOW MUOTIaTHH, HApYyILIEHHE TI0Ta-
HUS MOXKET IPOSIBUTHCA B pAaHHEM I'PYIHOM Bo3pacte. TpyaHoctu
C TJIOTAHUEM IPUBOMASAT B TOM YHCIIE U K HEJJOCTATOYHOCTH ITUTA-
HUS U PUCKY aclTUpanii. ACIHPaMOHHBIN CHHIPOM XapaKTepeH
s gereit ¢ HM3, o o0yciioBiieH motepeil KOHTPOIIs Hax es-
TETBHOCTHIO MBI TIIOTKH M TOPTAHU B COYETAHUN C HEMTPOAYK-
TUBHBIM KalljieM. ACIUPHUPYEMBIH MaTepHall COCTOUT U3 CITIO-
HBI, MUKPOOPraHU3MOB POTOBO IOJIOCTH, MHOTJA TAKXKE MUIIH
(y nereii, nuraromuxcs yepe3 por). B cimyuae gerelt ¢ ractpo-
330(areasbHBIM PEPIIOKCOM MOXKET TaKkKe OBITh ACTTMPHUPOBAHO
KEITyA0YHOE CONMEPKUMOEe. ACTIHpAIK BBI3BIBAIOT BOCHAIICHUE
JIETOYHOW TKaHHW, YTO MPHUBOAUT K OOCTPYKIHMH IBIXaTEIbHBIX
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MyTeil U YBETUYECHUIO JIETOUHOM pecTpukuuu. [loBTopstomuecs
acTIHpaIy MOTYT PUBECTH K OPOHXOIKTA3aM U JIETOYHOMY (H-
Opo3y. HeT maHHBIX 0 pacmpoCTpaHEHHOCTH Tra3Tpod3odareab-
HOTO peduitoKca y JISTeH ¢ HEHPOMBIIICYHOM MMaTONOruet, XOTs
Ha OCHOBAaHUHM KIIMHUYCCKOTO OIIbITa MOXHO ITpe€Arojararb, 4YTo
3TO YacTas npobiiema y nereit ¢ HM3, 0cOOCHHO orpaHHueHHBIX
B JIBIKCHUU.

Ponb HyTPpUTMBHOrO cTaTyca

OneHka U nopjepkaHue HyTPUTHUBHOIO CTaryca y JeTei
¢ HM3 moxeT okazaTbcs HEMPOCTOH 3amadeil. Y IMManmmeHToB
BEJIMK PUCK DPa3BUTHA KaK HEIOCTAaTOYHOCTH MHUTAaHUA (M3-3a
TPYAHOCTEH ¢ KopMIIeHHEM, qucdaruu u peuitokca), TaK U 0¥KH-
penus!t. B omHOM WuCCAeIOBaHMM JAeTel ¢ MuomucTpodmeit
Jronrenna'® okoso 50% MajbuyMKOB MMENU W30BITOYHYIO Maccy
tena K 13 rogam; B Oosiee crapiield BO3pacTHON rpymiie, Cpeau
nereii ¢ Ooyee BBIPAKEHHOM MBIIIEUHON C1a00CThIO, HEAOCTA-
TOYHOCTb NMUTAHMA BcTpedaercs damie 1 nopsaka 50% manpum-
KOB OT 14 10 18 ;eT umenn MOHMKEHHBIH HyTPUTUBHEIN CTaTyC.
Jetn ¢ cuiibHO BBIpaXEHHOUM runotoHuel, Hanpumep co CMA
1-ro Tuma, 4acTo HyX/Aal0TCsA B KOPMIIEHUH Yepe3 Ha30racTpajib-
HBIH 30H7 UM TaCTPOCTOMY JUIsl YIOBJIETBOPEHUS NMUTATEIbHBIX
norpedHocTel. OLeHKa HyTPUTUBHOTO CTaTyca 4acTo OCIOXKHSI-
€TCs MPOrPecCUpyIoIeit moTepel MbliedHoit maccol'® 7 y me-
et ¢ HM3 u yacToil BCTpeyaeMOCTbIO CKOJIMO03a U CKEJIETHBIX
KOHTpakTyp. HemonBmxXHOCTb, B CBOIO 04€pEb, ACCOLUUPYETCS
C BBICOKHM PHCKOM OCTEOI0pP03a, KOTOPBIH MOXET YCHIINBATHCS
OT Tepanuy KOPTUKOCTEPOUIamMu, npuMensemoi npu ML

HecmoTps Ha HanuuKe HECKOJIBKHUX HUCCIEN0BAaHUM, U3yda-
IOIUX TKAHEBOW COCTaB Teja y MAIMeHTOB C HEHpPOMBIIIEYHOMH
narojoruei, B ocooennoctu ¢ M/1J1, kak TakoBOMY BIMSTHHIO HY-
TPUTUBHOT'O CTATyca Ha JICTOUHYIO (PYHKIHIO PY HEHPOMBILICY-
HBIX 3200JI€BaHMSX IMOCBSILIEHO HeMHOro pador. B 10-nmetHem
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ucciaegoBanuu 162 manpunkoB ¢ MJIJI MakgoHaaba B COaBTO-
por'®
JKEHUEM MBIIICYHON CHJIBI, PabOTOCTIOCOOHOCTH HITH JICTOYHOM

O6H3.py>KI/IJ'II/I, YTO OXHMPEHHUE HHUKAK HE CBI3aHO CO CHH-

¢yukun. B HeGonbioM obcepBallioHHOM HccienoBanud 10
narueraToB ¢ M/IJ{ (6 mamueHToB) M BPOXKIEHHOW MBIIIEYHOMN
auctpodueii (4 nmanuenTa), [oapamTeiiH u coasr.!” Habmonanu
3a 3(pekToM OT BeuepHero mepeeaanus: CnocoOHO 1M OHO 00-
PaTUTh UM YCKOPUTH Pa3pyLIEHUE MBILIL] U, COOTBETCTBEHHO,
JIETOYHYI0 (DYHKLUIO, H3MEPSEMYIO )KU3HEHHOH €MKOCTBIO JIeT-
KHUX. OTH MalUeHThl NOIy4aid JONOIHUTEIbHOE BedepHee MH-
TaHME 110]] HAOII0eHUEM B TeueHue 3 Mec. B rpynmne nanuesTos
C BPOXKJICHHOM MBIIICUHON AucTpoduers Macca Teja He U3MEHHU-
nack, B rpynne M/l yeenuunnacek. He ObUIO OTMEUEHO 3HAYU-
TEJILHOTO BIMSIHUS Ha JIETOUHYIO (YHKIHUIO WIH €XKEIHEBHYIO
AKTHBHOCTb B 00EUX TpyIlNax, Yy MalMeHTOB TOJIBKO CHHKAJICS
anIneTuT B TEYEHUE IHS.

Ponb ckonuo3sa

Cxonmo3 xapakTepeH ISl MHOTHX HEHPOMBIIIIEUYHBIX 3a00-
JIEBaHUH, U €ro MpOsBIICHHE, KaK TPABUIIO, OTIPEEIseTCS TsHKe-
CTBIO MBIIIeYHOM cmaboct. Y 70-90% manmsaukos ¢ M2 2!
u Bcex aereir co CMA 1-ro u 2-ro THIIOB pa3BUBACTCS KIMHU-
YECKH 3HAUYUMBIH CKONHMO3??, B TO BpPEeMs Kak IMpH JIHIE-JOMa-
TOYHO-TIJIEYEBOM MBIIIEYHON NUCTPO(UU OH BCTPEUAETCS PEkKe
(mpumepHO y 30%)*, a w1 muogucTpodun bekkepa He xapak-
TepeH BooOme?,

Ckonmo3, nmaxke TpH OTCYTCTBHU HEHPOMBIIICYHONW ITa-
TOJIOTHM, MOYKET BJIMSTH Ha JICTOUYHYIO (DYHKIHIO MO-Pa3HOMY.
Hdyroobpa3Hoe HCKpHUBJICHHE MO3BOHOYHUKA BO (POHTANBHOU
IJIOCKOCTH HAIMPSIMYIO CMEIIAeT IPYAHYIO KISTKY U quadparmy,
orpannuuBas JKEJI 3a cueT accuMeTpUYHOTO BIIOXa U CHIDKEH-
HOW pacTsHKUMOCTH TpyTHOW CcTeHkH. llokaszarenu CHIDKEHUS
JIETOYHOTO 00beMa BapbUPYIOTCS: Y JIETEH C paHO MOSBUBIINMCS

37



PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

CKOJIMO30M MOXKET Pa3BUTHCS THIIOIUIA3UA JIETKUX, HO y Oojee
CTapUINX JETeH JIETKUEe Pa3BUBAIOTCS HOPMAIBHO, a MPOOIEMBI
BBI3BaHBl MEXAHWYECKHMH OTPAHWYCHHUSMH, CBS3aHHBIMH CO
ckoro3oM. O6bseM (PU3HOIOTrHIECKOr0 MEPTBOTO IIPOCTPAHCTBA
IIPH CKOJIMO3€ yBenuueH, a cooTHotenue XKEJI k o0bemy Mept-
BOTO MPOCTPAHCTBA CHUYKEHO, YTO YBEIMUUBAET PUCK 3aJCPIKKH
B OpTraHU3Me YIIEKHCIIOTO rasa.

VY nereit ¢ HM3 ObiBaeT TpyaHO pa3feiuTh MOCIEACTBUS
CHID)KEHHUS MBIIIEYHOW CHIJIBI OT IOCIEICTBUH CKOIMO03a, IIO0-
CKOJIBKY y Ooree cmaboro peOeHKa BEpOSTHOCTh Pa3BUTHS
CKOJIMO3a Tak)Ke MOoBHImaeTcsa. MHan-MHC M c0oaBT.” U3ydmin
39 nmereit ¥ MOJOABIX B3POCIHBIX C PSIIOM HEHPOMBIIIEYHBIX 3a-
OosieBaHMii, 22 M3 KOTOPHIX MMEJHU, a 17 He MMEIU CKOJIHO3a.
VY neteil co ckoiaro3oM HaOlomajgach CHHKCHHAS! KU3HEHHAs
€MKOCTb JIETKUX, U, XOTS JETH B TPYIIIE CO CKOJIMO30M OBbLIN
crapme (13,6 roga npotus 9,6 roga), moka3aTeNu CHIIBI JIbIXa-
TETBHON MYCKYJIaTyphl B 00€UX TPYIIax ObLITH CXOXKHU. DTO JaeT
OCHOBaHHWE TPENOoI0XuUTh, 4To pasauna B JKEJI oOycioenena
MMEHHO HaJIMYMEM CKOJIMO03a, a He 0osiee TSHKEI0H MBIIIEYHON
c11a00CTBIO.

B perpocnexruBHOM 0030pe 43 nereli co CMA 6bu10 00-
Hapy>KeHO, YTO TSKECTh CKOJIMO03a, BhIpakaeMasl yriom Ko0ba,
00paTHO COOTHOCHJIACh C IMPEAIoNaraeMoil >KU3HEHHOH eMKO-
CTBIO JIETKHX?®. B MpPOJOIBLHOM HCCIIEIOBaHHH 25 MaJbYMKOB
¢ MIJI, ony6nukoBansom B 1983 1., Kypu u coaBr.’ ycraHo-
B, uTo abcomtoTHas JKEJI y merelt mocturana CBOEro muka
Ha 12-M rofy KU3HH (YTO B «IOCTCPOHIHYIO)» SIIOXY OBLIO Bpe-
MEHEM IOTEePH CITIOCOOHOCTH CAMOCTOSITEIIBHO TIEPEIBUTATHCS ),
MOCJIe Yero OHa JUHEWHO CHWIKANlach 10 17 JeT, ocTaBasch 1o-
TOM cTaOWIBHOM TpuMepHO Ha ypoBHe | 1. [IpoueHTHOE COOT-
HOIIICHWE JIOJDKHOHW (IJIMHA pa3Maxa PyK HCIIONb30Bajach Kak
Mepa pocTa B crosiueM nonokeHnn) u umeromeiics JKEJI ma-
Jano B JUHEWHOH mporpeccun ot 7 et (90% oT JoImKHOH) 10
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20 net (35% ot nomwkHoM). [1o Bo3pacTy U yrily MCKpHUBICHHUS
[TO3BOHOYHHKA B TPYIHOM OTHele (HO HE B MOSICHUIHOM ) MO>KHO
OBUTO CynuTh 0 npenonaraemoit XXEJI: nckpuBieHue rpyaHOTO
otaena Ha Kaxaple 10° coorBeTcTBOBaNO moTepe 4% OT TOMK-
Hoit JKEJI (uto mpumepHO cooTBeTcTBYeT Temmnam notepu JKEJI
o rofiaM — 0KoJ10 4% B rox).

MakzaoHansa U COaBT. OIyONMKOBAJIM PETPOCHEKTUBHOE
ucciegoBanne 162 mManwpuukoB ¢ MJIJ], HaOMIOgaEMBIX B OTHOM
CIIEIMAaTU3UPOBaHHOM HeHTpe B TeueHue 10 ner'®, Puck Bo3HUK-
HOBEHHSI CKOJIMO3a y HUX PE3KO YBEIWUYHBAJIICSA TOCIE MOTEPU
BO3MOYKHOCTH XOAWTH: y mopsiaka 50% mereill CKOIMO03 MMOSIBIII-
csa mexay 12 u 15 romamu. Y 80 meteil mpoBepsiach JeTodHAas
dyHKIMS, 1, TaK JKe Kak B UccieqoBaHiu Kypiia 1 coaBT., MOXHO
6nu10 HAOMOAATE MuHelinoe cumkenne JKEJI ot 10 mo 19 ner, 3a
KOTOPBIM CIIeI0BaJIO IIIATo B 25% OT OJDKHBIX MOKa3areseH (1o-
Tepst cocTapisia okoio 7,5% B rom). B xone manHOrO Mccieno-
BaHUs He OBLIO BRISBIICHO BiIvsiHUA cKonrno3a Ha JKEJI Hecmotps
Ha TO, YTO HCIIOJIb3yEeMbIE CTATUCTHYECKHIE METOABI OTIINYAIIUCH
OT TeX, KOTOPBIMH Tob30BasIcs Kypil, 1 B aHaM3 ObUTH BKITIOUE-
HBI BCE€ CITy4an CKOJIN03a, & HE TOJIBKO CKOJIMO03 TPYAHOTO OT/AEea
[I03BOHOYHUKA. J[€eTH CO CKOIMO30M dalle CTpajaiud OT HeyKa-
3aHHBIX JICTOYHBIX oclokHeHui (39% npotus 14%), X014 31€Ch
MOXKHO MPEANONIOKUTh BIUSHUE CKOJIMO3a Ha MPOAYKTUBHOCTD
karuist. Hakorerr, SImamuTa u coaBr.”’ B peTPOCHEKTUBHOM 00-
3ope 36 manpankoB ¢ MJI/1, 32 U3 KOTOPBIX UMENH CKOINO3, 00-
HapY>XWJIH, 9TO y JeTel ¢ O0see TSHKENBIM U IPOTPECCHPYIOIUM
ckoimmo3om niukoBast JKEJI Obia Hioke.

IIporpeccupoBanue CKOIHMO3a B TOIPOCTKOBOM BO3pacTe
00YCIIOBJICHO COYETaHHEM YCKOPEHHOTO POCTa, MOTEPH MBIIIEY-
HOM CHJIBI M yBEJTMYEHUS BPEMEHH, ITPOBEICHHOTO B CHITYEM TI0-
JIOKeHUH. ["amacko u coaBT.”® MPOIEMOHCTPUPOBAIIHN, YTO PEKHUM
JTHSI, TIPEATIONIAraloNiii KaKk MUHUMYM 2 9 B TIOJIOKEHHH CTOS
B JIEHB (C TIOMOIIBIO JIETKUX OPTOMEAMYECKUX MIPUCTIOCOOIeHUI
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U BEPTHKAIN3aTOPa), MOXKET 3aMEAJIUTh IPOTPECCUPOBAHUE CKO-
JIN03a U COXPAaHUTh JIETOYHYIO QyHKIHIO FoHomIel ¢ MJI/I.

Hapywenue AbiXxaHus Bo cHe
W HOYHAs rMNOBEHTUNALUS

Bo cHe y 3710poBBIX JIOnel 0CiIabeBaeT aKTUBHOCTh JbIXa-
TEJIHHOTO IIEHTPA U CHIXKACTCS TOHYC BEPXHHUX JBIXaTEIbHBIX
1 MEXPeOEPHBIX MBI, 0COOEHHO BO BpeMs (ha3bl «OBICTPOTO
nerkeHus a3y (REM-dasza). Y nereit ¢ HM3 ato Mmoxer mpo-
SIBIIATHCS HOYHOW TUTIOBEHTWIIANMEH W OOCTPYKTHBHBIM aITHOD
cHa (OAC) (cm. Tabm. 4). HouHas THITOBEHTHIISAINS BBIPAXKASTCS
B DMM307aX THIOKCEMHUH M TMIICPKAIHUN, KOTOPBIC IICPUOIUYC-
cku cinydarores B REM-¢asy u paspenarorcs mociie ee OKOHYa-
HUS, WK, B ClIy4yae 00JIee TSHKENBIX MBIIICYHBIX HAPYIICHUH, TH-
MTOKCEMHSI U TsKeJlasi TUTICPKAITHUS [TPOI0IKAIOTCS BECh IEPUOT
CHa, IpoOykaas peOeHKa U HapyIas Ka9YeCTBO ero CHa.

HouHast rTHTIOBEHTWIISIIAS MOXKET OCIOXKHATHCS COYETAHU-
eM ¢ OAC, BbI3BaHHBIM CJIA0OCTHIO MBIIIIL IJIOTKH M aJI€HOTOH-
3SWULIpHOU Tumneprpodueii. JleTn ¢ OXHUpPEHHEM, MaKpOIIOC-
CHENl WIM YeNFOCTHO-JIMIEBBIMU OCOOECHHOCTIMMU C OOJIBIIEH
BEPOATHOCTHIO OynyT cTpagark oT OAC. Takue CUMITOMBI, KaKk
Xpar, COOOLICHHS POUTENICH O 3aTPYJIHCHUU JbIXaHUS BO CHE
y peOcHKa, THycaBas peub, POTOBOE JIbIXaHHE, 3aJI0KCHHOCTh
HOCa W aJCHOTOH3WUISPHAS THIEPTPOQUs, MOTYT yKa3bIBaTh
Ha Hamuuue OAC, XOTs NUarHo3, BBHICTABJICHHBIM MO KIUHH-
Ke, HE BCErJa COOTBETCTBYET JaHHBIM MoJHcOMHOrpadum’ 3!,
PerpocniekTHBHEIN 0030p JaHHBIX MOJIUCOMHOTpadguu 32 Majib-
gukoB ¢ M/J1/] moka3zan, uaro 10 u3 HEX (CpemHuit BO3pacT 8 JeT)
crpaganmu ot OAC 0e3 3HAYUTENLHBIX IPU3HAKOB THITOBESHTHJIS -
muu®, V 6onee crapmmx gereit ¢ MJIJ] 0OCTpYKIMS MOXKET CO-
4eTaThCs C TUMOBEHTHIISIMEH?. AJICHOTOH3UIDKTOMUS MOXKET
MPUBECTH K HCYE3HOBEHHIO CHMIITOMOB O0CTPYKIIHH,
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Ta6bnuua 4. HapyweHusa cHa, XxapakTepHble Ans Haubonee
pacnpocTpaHeHHbIX HEelipOMbILIEYHbIX 3a60neBaHuin>’

JAuarno3 Hapywmenust cHa
Muoauctpodus OOCTpYKTHBHOE aIHO? CHA (MJIaIIIIIHA
rormenna BO3PACT)
I'mnoBeHTHIAIMS (CTapIINii BO3pAcT)
CrinHanbpHas I'mmoBeHTHISIINSA
MBIIICYHAsT aTPOQHSI ATIHO3/TUITONTHOY
MuoTtoHnueckas I'nnoBeHTHNIAIINS
nuctpodus ATIHO3/THITOTTHOD
IIepuoanueckue noxepruBaHus
KOHEYHOCTe!
UpesmepHast JHEBHAst COHIIUBOCTD
[Mepudepuueckne I'unoBeHTHISILNS
HeliponaTiu YacTele npoOysKaeHus

(nanpumep, Ooe3Hb
[Mapxo-Mapu-TyTa)

Muotonndeckas tuctpodus 1-ro TMIIa MOXKET HPOSBIIATH-
Cs JTHEBHOM COHJIMBOCTBIO JieTel W B3pOCIbIX. B oqHOM Hccie-
JIOBaHWU 22 feTell ¢ MUOTOHWYECKOH mucTpodueit 76% nanuen-
TOB ’KaJIOBAJIMCh Ha YTOMJIIEMOCTbh, HO TOJIKO Y OJHOTO M3 HUX
HUMENUCh 00bEKTHUBHBIEC IPU3HAKH JHEBHON COHJIMBOCTH. Y MHO-
rux Obl1a OTMeUeHa parMeHTalys CHa, CB3aHHas CO CMEIIaH-
HBIM aIlHOY M MEPHOIUYECKUM ITOJCPTUBAHIEM KOHEUHOCTEH .
VY B3poCiBIX ¢ MUOTOHUYECKOH AucTpoduel 1-ro Thma ormeya-
JI0Ch YKOpPOUEHHE JIATEHTHOTO IepHoja cHa, HacTyIuieHnue REM-
(a3pl cpasy Hocie 3achlIaHUs U HU3KUH ypOBEHb I'MIIOKPETH-
Ha-1 B CIMHHOMO3IOBOM KUJIKOCTH, ITOX0XKHI Ha HAaOII0aeMBbIi
TIpH HapKOJICTICHH, YTO MOXKET YKa3bIBaTh HAa HAJIMYHE MEPBUY-
HOM TUCHYHKIMU TUIIOKPETUHOBOM CUCTEMBI THITOTaaMyca’>.

[lHeBHas AbixaTenbHas HEROCTATOYHOCTb

ﬂHeBHaH AbIXaTCJIbHAasA HEAOCTATOYHOCTD, IPOABJIAIOIIA-
SACA I[HCBHOI\/'I FHHCpKaHHHGﬁ, 0OBIYHO pa3BUBACTCA MEIJICHHO
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B pe3yibTarte MpPOrpecCUPYIONICH BEHTHUIATOPHOH JIEKOM-
neHcanuu. Ee mosBiieHHe OOBIYHO MpeaBapsieTcsi HOYHOW TH-
MOBEHTHWJISIIMEH W YacTBIMH DIH30JIaMH  JIBIXaTeIbHBIX OC-
JIO)KHEHHH B BHIE PECIHPATOPHBIX MHMEKIUA M aCIHpPaIli.
ITporHo3 mpu JHEBHOM TMITEPKAITHUK MPH OTCYTCTBHHU JICUCHHUS
HeOIaronpUs THBII .

Pa3BuTHe JHEBHON THIIEPKAMHUN OOBIYHO yKa3bIBaeT Ha
MPOTPECCUPOBAHUE MBIIICYHOM CIa0OCTH, HO MOXKET TaKXKe OT-
paxkaThb U3MEHEHHUS B COCTOSHUH IPYIHOU CTCHKH U MOAATINBO-
CTH JIETOYHOM TKaHH, KaK 00CYKIaI0Ch BbIlIe. AKTUBHOCTb JIbI-
XaTeIBHOTO IIEHTPa, KaK MpaBUiIo, He cTpamaer’” 3, Ho y meTei
C JUVIUTEJIbHOW HOYHOW TMIIEpKAITHUEN B aHAMHE3€E JIbIXaTeJIbHbIN
OTBET Ha CTUMYJISIIINIO YIIIEKHUCIIBIM Ta30M MOYKET OBITh CHIIKCH.
VY oTuX AeTei MCHONB30BAHWE HEMHBA3MBHOM BEHTHJISIIMU BO
CHE MOXET OOpaTUTh Pa3BUTHE THEBHOM MMITEPKATHUH.

OcTpas AbixaTenbHas HEAOCTaTO4YHOCTb

V GompmuHCTBA meteit ¢ HM3 amm30461 0CcTpoii apIxareih-
HOW HEIOCTATOYHOCTH CBSI3aHbl ¢ MH()EKLMSIMHU AbIXaTeIbHOTO
TpaKTa M 3aCTOEM OPOHXOJIETOYHOTO CEKpeTa, 4TO 00CYKIaIoCh
Bhie. B curyanmu pecrnuparopHoil MHOEKIMH YCHIMBACTCS
Harpy3ka Ha AbIXaTelIbHYIO0 CUCTEMY, KOTopasi ycyryossieTcsl He-
MPOAYKTUBHOCTBIO KAallUIA M 3aCTOEM MOKPOTHI B JbIXaTeJIbHBIX
nyTsix*. Y ngereil ¢ BpOXKACHHBIM MHACTEHUYECKUM CHHIPOMOM
YPOBEHb MBILIEYHOM CJIa00CTH MOXKET BApbUPOBATh M TAKUE U3ME-
HEHHUs HenpeckasyeMbl. OcTpast AbIXaTeabHask HelOCTaTOYHOCTh
V/WHA BHE3AITHOE alfTHO® MOTYT HACTYIHTH BCJIECTBHE BHE3AIl-
HOHM M PE3KOW MOTEPU MBIIIEYHON CHIIBI, KOTOpPAsl 4acTo, HO HE
Bcer/ia ObIBAaCT BbI3BaHA BUPYCHOI pecriupaTtopHOil mHpekuuen*.
Bo Bpeske 1 mepeunciieHsl Bce TOTEHIHATIbHBIEC (PaKTOPBI PUCKA,
MOTYIIME TIOBJIEYb 32 COO0I HACTYIJICHUE OCTPOH JIbIXaTeIbHON
HEIOCTATOYHOCTH y IeTel ¢ HeHPOMBIILICYHBIMHU 3200JICBAaHUSIMH.
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BbIAABJIEHWE ETEN C PUCKOM
AbIXATENbHbLIX 0CJIOXXHEHUN

Knunuyeckas ouenka

KiuHuueckast OlleHKa COCTOSHUS JIBIXaTeIbHOU CHUCTEMBI
JIOJDKHBI OBITh HEOTHEMJIEMOU YacThiO JIF000M BpadeOHOW KOH-
cynbranmu uist gereii ¢ HM3. Jletsam u ux OIU3KuM cienyer 00b-
SICHATB, KaK U JUIS 94ero OyAyT MPOBOTUTHCS BCe 00CIEIOBAHNS.
Onenke mopayexxaT Mepa, THI U CKOPOCTh MPOTPECCHUPOBAHHUS
MBITIIEYHOW ¢1a00CTH, YPOBEHDb TOABMKHOCTH peOCHKA W CTe-
[I€Hb YTOMJISIEMOCTH MBI, JJOJUKHBI ObITh 33JOKYMEHTUPOBA-
HbI JIFOOBIC W3MEHEHHS CHJIBI TOJIOCA MIIH KalllIsl, a TAK¥Ke Mpo0-
JIEMBI CO CITFOHOTEUCHUEM, JPEHAKEM MOKPOTHI, TOMIEPXUBAHUE
BO BpeMs €/l WM TPYAHOCTH C keBaHueM. OcaHKa, Mmocajaka
U CTEIeHb CKOJIMO03a U Kr(03a JOIKHBI PEryIISIPHO OIEHUBATh-
Csl, PaBHO KakK M ()M3HYECKOe pa3BUTHE U HYTPUTHBHBIN CTaTyC.
IIpu nporpeccupyromnieil noTepe MbIILIEYHOM CHUIIBI BEJIUKA BEPO-
ATHOCTbB, YTO PECIHpaTOpHbIe HHPEKIUN OyIyT BOSHHUKATH BCE
yalie M IpoTeKaTh TsKeIee, MOITOMY CJICIYeT YASIUTh 0c000e
BHUMaHHUE TOMY, KaK yJaBaJIOCh CIIPABUTHCS C MPOIUILIMA HH-
(dexuusMu ¥ TPeOOBAIO JIM MX TCUCHUE TOCIMTAIU3AIUHN IS
PaCIIMPEHHBIX JICYEOHBIX MEPOTIPHUATHIA.

Hapymienus npixaHust BO CHe Y HEHPOMBIIIEYHBIX OOJTBHBIX
MOTYT OBITh CBsI3aHBI C HOUHOU ruroBeHTIIIsINEH, OAC i KoM-
OouHarmeit 06oux coctostHri. CHMITOMBI HOYHOW TUTIOBEHTHIIS-
LMY — TIPEPBIBUCTHIN COH, YTPEHHHUE TOJIOBHBIE 00N, OTBpaIlie-
HUE K €JI¢ WM TOIITHOTA TI0 YTpaMm, a TAKKe THEBHASI COHJIMBOCTb,
YTOMJISIEMOCTh U CHUKCHUE KOHIIeHTpaIu. CUMIITOMBI 3TU HE-
cnenu(UYHBI, ¥ TI0 HUM TPYHO JTOCTOBEPHO CYIAUTh O HATHYHH
HOYHOHM THITOBSHTWISALWH. [Ipu 3TOM pa3BUBAIOTCS OHU MEIJICH-
HO, Ha TTPOTSHKEHUN HEIEI b HITH MECSIIEB, U TIO3TOMY MOTYT OCTa-
BaThCS HE3aMEUEHHBIMHU JEThMH U WX pomuTensiMi. CHMITOMBI
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OAC BKITIO4aIOT B ce0sl Xpal W €ro MOABHIBI, JBIXaHUE C YCH-
JIUeM BO CHE ¥ YacThle mpoOyxaeHus. [Ipu Tsoxenoi MbIedHoi
CITabOCTH MOXKET Pa3BHUTHCS THEBHAsI TMITIOBEHTWIIALINS, MPOSB-
JISIOIAACS TOJIOBHOM OOJIBIO, MPHUCTYNaMU TOIIHOTHI M OABIII-
KM, TIOTJINBOCTBIO, TAXUKApIUEH, CyKEHUEM MU PacIIipeHHuEeM
nepuepruyecKiX COCYAOB, YTOMIIIEMOCTBIO U TPEBOKHOCTHIO.
OnHaxo Bce Ha3BaHHBIE CUMIITOMBI TAK)KE HECTIEHU(UIHEI.

DaKkTOpbI, yCKOPSIOIIHE PAa3BUTHE
OCTPO¥ AbIXaTeJbHOI HET0CTATOYHOCTH
y JeTeii ¢ HelipOMbIIIeYHBIMH 3200/1eBaHASIMHI !¢

— UHQEKIMY BEPXHUX JBIXaTeIbHBIX MyTEH;

— IIHEBMOHUS,

— aTeJIeKTas;

— CepAeYHast HeOCTaTOYHOCTh KaK CIIEICTBHE KaPIHOMHUOIIATHHA 1/
WA apUTMHAM;

— IpUEM CEIATUBHBIX MIPENapaToB;

— acIupaIus;

— MTHEBMOTOPAKC;

— JIeTo4Hast SMOOIIHS;

— OCTpO€ IepepacTKEHUE JKEITYIKa, CBI3aHHOE C HEMHBA3UBHOM
BEHTHIISAIIAEH.

Hannble uccnenoBanmii

KnuHnueckue npu3Haky pucKa JbIXaTeIbHBIX HApyIIEHUI

He cymectByer uccnenoBaHmii, MpeAyararollux aHalU3
KIIMHUYECKOH OIIEHKH B BBISBICHHH PHCKA PECIIMPATOPHBIX OC-
JIOKHEHUH y OOJBHBIX C HEHPOMBIIIEUHOW raTonoruei. JlaHapie
0 TOM, BO3MOKHO JIH TI0 Pe3yNIbTaraM KIMHUYECKOM OIIEHKH CY-
JIUTH O HAPYIIEHHUSX JABIXaHUS BO CHE, IPUBEJICHBI B CIIETYIOIINX
Tpex paborax®?, 42, 43.

B oanoM momepeyHOM uccienOBaHUMM 26 MalMEHTOB
¢ MJ1/1 (cpennwmii Bo3pact 12,7 roga, 7 et — 22 roja) Ba Io-
Kazarens o0mux (pu3nIecKux BO3MOXKHOCTEH ueroBeka (ITKa-
na baprena u knaccudukanus IreHa) 3HaYUMO KOPPETUPOBATH
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C JAHHBIMH CIHUPOMETPUH, B OCOOCHHOCTH MOKa3aTeIIMHU
XEJL.*2 B omucareapHOM PETPOCIHEKTHBHOM MCCIIEIOBAHUN
34 mammenToB ¢ MJI/] B Bo3pacte oT 1 mo 15 et (B cpemuem
10 7er), KOTOpBIE HA TPOTHKEHUH 5 JIeT HAOIIONAINCh B J1a00-
paropuu CHa, CUMIITOMBI 3a00JIeBaHUS M JIETOYHYIO (DYHKIIHIO
pEryispHO COOTHOCHIIM C JaHHBIMH HCClienoBaHus cHa’> He
OBLIO BBISIBJICHO HUKAKOM CBSI3M MEXY IIOCTaHOBKOM TMarHo3a
HapyILIEHUs! IbIXaHUS BO CHE MO JaHHBIM COMHOJIOTHYECKOTO
HCCIEJI0BAHUS U TPUCYTCTBUS WIU OTCYTCTBHSI CUMIITOMOB.
B uccnenosanuu 46 nereit B Bo3pacrte ot 6 10 17 net ¢ paziuny-
HBIMH HEHPOMBIIICYHBIMH 3a00JIEBAaHUSIMH KIIMHUYECKHE JIaH-
HbIE COOTHOCHWJIN C UCCIICZIOBaHUSIMH cHa. Hanmuue ckommosa,
BBISIBJICHHOTO TIPY KJIMHUYECKOM OOCIIEIOBaHHH, TpeAonpee-
JISUT0 HOYHYIO THIOBEHTHJISIIUIO C YyBCTBUTEIBHOCTBIO 85%
u cnenuduaHOCTHIO 73%*

Knunnyeckue Kputepun BbDKMBAeMOCTH

JaHHBIE O TOM, MOKHO JIM IO pE3yJIbTaTaM KIMHUYECKOU
OIICHKH TPOTHO3WPOBATh BBDKWBAEMOCTh ITAIIMEHTOB, OILY-
OMMKOBaHBI B JIByX HCCIENOBaHUAX O OombHBIX ¢ MJIJI, mpo-
BEJCHHBIX OJHON M TOM K€ HMCCIIEAOBATEILCKON Tpymmoit 43,
B mepBoM peTpOCHEKTUBHOM MPONOJBHOM OMHUCATEILHOM HC-
cienoBanuu 18 ronomeili ¢ MJ1/1 (crapue 14 ner, cpenuuii Bo3-
pact 17,8 roga)*® 16 nai@eHToB yMEpiu B HEPHO HAOIIONCHUSI.
Hu BO3pacTt, Korma manueHT TepsieT BO3MOXKHOCTb XOIUTh, HU
HWHJIEKC MACCHI Tejla He MPEAOIPENesIin CPOKH BEDKHBACMOCTH
¥ BO3pPAcT CMEPTH ITHX MAI[UECHTOB.

B Oosee 0OMIMPHOM PETPOCHEKTHUBHOM IPOIOJILHOM HC-
CJIEIOBAaHUU TOT K€ KOJUICKTHB aBTOPOB H3ydall 58 MAIMEHTOB
crapuie 10 et ¢ M/1/] Ge3 anmapatHOM MOJICPIKKY JIBIXaHUS Ha
npotskeHuu 14 net*, 37 GONBHBIX 3a 3TO BPEMsI CKOHYAIHCh.
HccnenoBanue monTBepIuiio, YTo MHACKC MAcChl Tejla U BO3PacT
MTOTEPH XOABOBI HE IPEAOTPEIEIISIOT BEKUBAEMOCTD MAI[UEHTOB.
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ITpu 5TOM 0 BEDKMBAEMOCTH MOYKHO CYIUTH IO MAaKCHMaJIbHOMY
POCTY, OIIpe/IeNIIeMOMY IO pa3Maxy pyK.

BbiBoAbl N0 AaHHBIM UCCNEA0BAHNIA

HeBo3MOXKHO ¢ 00JIBIION CTEIEHBIO TOYHOCTH CYIUTh O BO3-
MO>KHBIX HAPYLIEHUSAX AbIXaHUs BO CHe y Aetei ¢ M/IJ1 auiub 1o
JIAaHHBIM KJIMHUYECKOH OleHKH (YypOBeHb Jloka3arenbHocTu 1),

HeBo3MOXHO ¢ OONBIIONW CTENEHBIO TOYHOCTH CYIUTh
0 MPOTHO3€ BBDKUBAEMOCTH aeted ¢ MJIJ] nauiip mo AaHHBIM
KIIMHUYECKOH OIeHKH (ypOBEeHb JokazarenpHoCcTH [1I).

Pekomenpauumn

P> KnnHuueckas olleHKa JIETOYHOH (YHKIMH JOJDKHA OBITh He-
OTHEMJICMOM YacThIO JIIOOOW MEIUIUMHCKON KOHCYJIbTAllUU
neredl ¢ HelpomblimeyHbiMu 3a0oieBanusivu (HM3) u Ha-
[paBjeHAa HA BBIIBICHHE NPOIPECCHPOBAHUS MBIIICUHON
c1a00CTH, BO3MOXKHOCTEH CHPABUTHCSA C PECIMPATOPHBIMU
nHGEKIUAMY, aCIIUPalNH, Pa3BUTHS CKOJIMO03a U HApyILIEHUH
IBIXaHus BO cHe. [D]

Cnupometpus

V 3M0pOBBIX AETEH BO3MOXKHO PETySPHO MPOBOAUTH CITH-
POMETPHUIO C UCIOJIL30BAHUEM BH3YalIbHBIX CTHMYJIOB MPHOIH-
3UTENIBHO ¢ 6 jeT. [l meTeil ¢ MBIMIeYHOH Cl1a00CThI0 MOXKET
OKa3aThCsl CIMUIIKOM TPYAHBIM MIPEOAOJIETh OrPAaHUYEHUE MTOTOKA
IIpU IPOBEACHUM CIMPOMETPUH Jake MPHU MPaBHWIBHOM HCIOJ-
HEHWW MaHEBpa, MPH 3TOM H3MepeHue (HOPCHPOBAHHBIX O00BE-
MOB OKa3bIBaeTcsi HeBO3MOXKHBIM. JKEJI, koTopas onpenensercs
CUJION MHCIIUPATOPHOM MYCKYJaTyphl, a TaKKE MOAATIMBOCTHIO
JISTOYHOM TKaHU WM TPYIHOW CTCHKH, TIOYTHU BCET/[a MOXKET OBITh
JIOCTOBEPHO M3MEpEeHa Y JIUI] C MBIIICYHON CIA00CTHIO TPU HC-
MTOJTHEHUW MaHeBpa B MEJICHHOM TeMIIe, Koraa peOeHKa mpocsT
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BIOXHYTHh KaK MOXKHO TIIyO:Ke, a 3aTeéM BBIIBIXaTh B CIIHPOMETP
KaK MOYKHO JIOJTBIIIE.

Poct m BO3pacT OOBIYHO HMCHONB3YIOT IS OIPENEICHHUS
JIOJDKHBIX TOKa3arejiei (pyHKIMM BHEIIHETO JbIXaHHs y ACTEH.
VY nereil ¢ HEWPOMBILIEYHON MATOJOTHUEN U CKOJIMO30M HU3MeE-
peHHe pocTa MOXKET OKa3aTbcsd HEAOCTOBEpHBIM. IloaToMy mms
OTPENEICHNUS POCTa W JICTOUYHOW (PYHKIIMM MOTYT HCIIOJB30-
BaThCs APYTUE aHTPOIOMETPUYESCKUE MOKA3aTeIH, KOTOPhIE He
TpeOyIOT, 4TOOBI MAIUEHT CTOSJI, U JaHHBIE KOTOPHIX HE MOTYT
OBITh MCKaKEHBI CKENETHBIMHU JehopMarusiMHA. BOIBIIMHCTBO
MEAWIMHCKHAX LEHTPOB BennkoOpuTaHWN HCIOMB3YIOT pa3Max
PYK WIN JUIMHY JIOKTEBOW KOCTH JUISl pacdeTa pocTa, MOCKOJIbKY
9TH TI0KA3aTeN JIETYe U3MEPUTh Y TAIIUCHTOB C BHIPAKECHHBIMU
nehopMalMsIMUA WIH KOHTPAKTYPaMHU.

JKEJI 00bI4HO M3MepsieTcss B TOJIOKECHUM CTOS WIH JIEKa,
4yTOOBI Muadparma OblIa MAKCHMAIbHO OITyIIIEHA 32 CYET CHIIBI
TsokecTd. B monoxxennu nexa Ha crimHe JKEJI Himke, ocoOeHHO
y 11 co cirabocThio muadparMel. B 3To# cBsA3M OBLIO BBICKA3a-
HO TMpeJjIoKeHrue ucnoiib3oBath usmepenue KEJI B nmonoxxeHuu
JIeKa JUTSE OTCIIEKMBAHUS [TPOTPECCUPOBAHMS 3a00IeBaHms.

Hna moneit ¢ HM3 moxeT okazaTbCsl TPYyAHBIM IIIOTHO
00XBaTUTh Ty0aMH MyHALITYK CHpoMeTpa. JTa npobiema Mo-
KeT OBITh peIlicHa MOCPEJCTBOM HCIIOIb30BAHHUS MYH/IIITYKA
¢ (rraHIIaMu UM TUTOTHO MPYKATON HOCOPOTOBOI MAaCKH BMECTO
MYHJIITYKA.

JKv3HeHHasT €MKOCTh JIeTKWX HampsIMyl KOppEIHpyeT
C BBDKMBaeMOCThIO jieTeld u moapocTkoB ¢ M. Ilpu stom
nsmepenne JKEJI ManosddexktuBHO y JieTel ¢ CHHIPOMOM PH-
TUJHOTO TIO3BOHOYHMKA, Y KOTOPBIX MOXET MPHUCYTCTBOBaTh
TSKEJIasi HOYHAS TUIIOBSHTUJISIUS TIPU COXPAHHBIX KU3HCHHOHN
€MKOCTH JIETKUX, CHIIE IEPU(PEPUISCKIUX MBIIII U BO3MOXKHO-
CTH XOJUTh.
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IlaHHble uccnepoBaHuii

Pa3max pyK Kak noxa3arens AinA pac4era pocra
PN OYEHKE NIEroYHOM (hyHKUNN

JaHHbIe 00 UCTIONB30BaHUM Pa3Maxa PyK JJIsl ONIpeeIICHHS
pocra JieTeld H3BECTHBI HaM M3 OJTHOTO MIPOIOJIBLHOTO UCCIIeJ0Ba-
HUSL 37I0POBBIX JIIOZICiY 1 IByX MEHee KPYyMHBIX HCCIICIOBAaHUI
MALUEeHTOB €O ckoumo3oM™ . B Tpex HeOONIBIINX MONEPEYHBIX
MOJICBBIX MCCIICOBAHUAX, MPOBEICHHBIX METOIOM «Clydai—
KOHTPOJIb» TEM K€ UCCIIE0BATEIbCKUM IEHTPOM, HO B Hurepuu,
Wnnnu v Ha OuiaunnuHax, IpUBOAATCS JaHHbIE 00 UCIIONb30Ba-
HUS pasMaxa pyK IS U3MEPEHHS POCTa y AeTei-nHBaInumIoB 2,

B mepBoii pabote onuckiBaeTcs, Kak y 512 310pOBBIX AeTei
Ha MPOTSDKEHUU 6 JIET €KETOAHO MPOBOAWIM U3MEPEHHE POCTa
U pa3Maxa pykK; B LIeJIOM ObUIO Ipou3BeieHo 2367 u3MepeHuit®’.
CooTHolIEeHHE pa3Maxa PyK K POCTY OKa3aJoCh 3HAUYUTEILHO
npubmkeHHbIM K 1,0 Bo Bcex Bo3zpacTax. B n1Byx muccnenoBanu-
SIX CKOJIMO3a OBbUIM 3a/1eHiCTBOBAHBI AETH U B3POCIBIE, U B 3TOM
clly4ae Takke OBLJIO YCTaHOBJIEHO OJIM3KOE COOTHOIICHWE pas-
Maxa pyK U pocTa, XOTs Ha KO3 (UIMEHT BIUSIIN 110 U BO3pPaCT
yenoseka*, ¥,

B Tpex mNONEBBIX HCCIENOBAHUAX «CIy4al—KOHTPOJIB)
OBLIN BBIMOJIHEHBI U3MEPEHHS POCTA U Pa3Maxa PyK Y KOHTPOJb-
HOM TPYNIIBI 30POBBIX JETeH U rPYMIIbl AeTCH-NHBATUIOB (BO3-
pact Bcex ydacTHHKOB MeHee 10 yer). YpaBHEHHE perpeccuu
OBUIO COCTAaBJIEHO C HCIIOJIB30BaHUEM JAaHHBIX M3 KOHTPOJIBHON
IpYyIIBl U IPOBEPEHO B TPYyNIE JAeTel-MHBAIMIOB. B memom
OBLTO TIPOBENICHO M3MepeHue 325 3MOpoBEIX AeTel. Bo Bcex Tpex
paborax Obu1a 0OHapyKeHa CTOHKast KOPPEISIHS MEXKITY POCTOM
U PasMaxoM PyK. Y NeTel-UHBAIUAOB IIPEAIONIaracMblii pocCT,
BBIYUCIICHHBIH TI0 JUIMHE pa3Maxa pyK, JIMIIb HeCyIeCTBEHHO
OTIIMYAJICS OT peajbHbIX P pocTa’® ™2,
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Hnuna nokreBoii KocTn Kak nokasaresb Ans pacyera pocra
NPy OLEHKEe NeroYyHoi hyHKynn

JlaHHBIE O BO3MOXKHOCTH HCIIOJIB30BATh JUTMHY JIOKTCBOM
KOCTH JUTSI OIICHKH POCTa Y 3JOPOBBIX JACTCH B3SITHI U3 OJHOTO
KpYITHOTO TMOTIEpEeYHOro uccienoBanus 2343 nereit u moapocT-
KOB 0T 5 110 19 net. 3MepeHuto noanexanu poct, pazMax pyk,
Oonpiasi OeproBasi M JIOKTEBas KOCTH. Pe3ynbrarel perpeccu-
OHHBIX YpaBHEHHI Jy4YIlle BCETO COOTHOCWIHCH C JIJTMHOHN JIOK-
TeBOM KocTH. [[JIMHA JIOKTEBOH KOCTH OblIa €IMHCTBEHHBIM
MapaMeTpoM C HECYIIECTBEHHBIMU PA3IWYISIMH B IOKa3aTeIsIX
MEXIy pPa3IMYHBIMH ITHHYESCKUMHU TPyIIaMH, BKIIOYCHHBIMH
B uccienoanne™. OIHOBPEMEHHO B TOM e KOTOPTE M TEMH XK€
aBTOpaMHU OBLIO COCTABJICHO YPaBHEHUE PETPECCHH, C TOMOIIBIO
KOTOPOTO IO M3BECTHBIM BO3PACTY U JAJIMHE JIOKTEBOM KOCTH BO3-
MOKHO MPOTHO3UPOBATH JIOJDKHBIC TIOKa3aTeNd (PyHKIIUY BHEIII-
Hero aeixarus (O®B1 u ®XKEJT)*,

Hcnonb30Banne BU3YanbHbIX CTUMYHPYIOLUX CRUPOMETPOB MOXET YAYYLINTD
MoKa3artenu JIeroYHoi hyHKynn y gerei ¢ mmoguctpothueii [Jrowenna

Hcrnonp3oBanre BU3yalbHBIX MOOYAUTEIBHBIX CITHPOME-
TPOB M3YyYaJIOCh B OJHOM DPaHIOMH3UPOBAHHOM IEPEKPECTHOM
WHTEPBEHIIMOHHOM wuccneaoBanuu 47 gereit ¢ MIJl ot 6 mo
19 ner (cpemnmii Bo3pact 12,6 roma)®™. BbeuiM BbIIEICHBI TPH
TPYMIBL: MTAIUEHTHI C YMEPEHHBIMU U JIETKUMH KOTHUTHBHBIMU
HapylLICHUSMHU WIH 0e3 TAaKOBBIX. B rpymme MamsdukoB ¢ yme-
PEHHBIMU KOTHUTHBHBIMH WJIA TIOBEACHYECKUMHU HAPYIICHUSIMHU
HaOJIFOAI0Ch 3HAYUTEITFHOE YIIYUIICHUE MTOKa3aTeeH JIeTOIHOM
(hyHKITNHU, €CTTH UCTIONB30BAIUCH AJICKTPOHHBIC BU3yalbHEIEC TI0-
OyJUTEIIbHBIC CIIUPOMETPHI.

Mu3neHHan eMKOCTb NIErKNX KaK haKTop NPOrHo3a

Hanueie o tom, yto JKEJI MoxeT BnusTh Ha mHOABEp-
KEHHOCTh WH(EKIMSIM OBLTH TONYYECHBI B PETPOCHIEKTHBHOM
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HCCIIEI0OBAaHUM, B KOTOPOM OBUIM NPOAHAIM3UPOBAHBI CIydau
46 nanueHToB OT 8 10 16 JIeT ¢ pa3TMYHBIMU HEUPOMBIIIIEUHBIMU
3a00meBaHUAMUS6. BpliM U3ydeHbl MHOTME MapaMeTphl, B TOM
qrcie NoAPOOHbIC TTOKa3aTe CHITBI JIBIXaTeIbHOW MYCKYJIaTy-
po1 1 niukoBoii ckopocTH Kawis (IICK). Ho JKEJI cunbhee Bce-
IO KOppEeIupoBajia ¢ KOJIWYECTBOM SIHU30/I0B PECIUPATOPHBIX
uHGEeKIUHA ¥ JHEe aHTUOMOTUKOTEPAIluH 33 MPEeALIeCTBYIOLIHN
rox. I1pu XXEJI menee 1,11 1 MOXHO OBbUIO IPOTHO3UPOBATH PUCK
BO3HUKHOBEHHS JIETOYHON HH(EKIUH C YyBCTBUTEIBHOCTBHIO
90,5% u cnerudpuarOCTHIO 70,8%.

[TsaTh monepeyHsIX uccienoBanuil nocesuieHo cesizu JKEJI
Y HapyLICHUSM JBIXaHHA BO CHE. B IBYX HEMEUKHX HCCIe0Ba-
HUSX U3ydanack rpymma u3 61 pebenka ot 5 no 18 ner ¢ paznuy-
HBIMU HEHPOMBILICYHBIMH 3a00JICBaHUSMH U TakKasl e Pa3Ho-
poaHas 1o THIaM 3abosieBaHui rpymnia u3 42 B3pociblx oT 14 1o
63 ner. Emxocts Bnoxa (Epn) menee 60% ykasbiBasia Ha Hapy1e-
HUS IbIXaHUs BO CHE, a MeHee 40% — Ha HOYHYIO TMIIOBEHTH-
o’ 38, B elrie oHOM IIOIEpeYHOM UccaeqoBanny 114 mamu-
eatoB ¢ M/J1/] B Bo3pacte ot 16 mo 23 net JKEJI menee 1820 mu
JlaBaJia OCHOBAHHUS MPOTHO3UPOBATH HAJMYNE HOYHOW THIIOBEH-
TUJISIUH, XOTS IaHHBIE O YYBCTBUTEILHOCTH U CIICIIU(QUIHOCTH
3TOr0 NOPOTOBOT0 3HaUCHHMs B paboTe He mpuBosITCs . B nccie-
noBanuu 19 nanmentos ¢ MJIJ] crapmie 12 ner (B cpequem 18,6
rona) O®B1 u ©XKEJI HanpsiMyio KOppeIupoBay ¢ caTypanuen
KpOBH KHcIopogoM Hike 90% B TeueHue Bcero nepuoaa cHa60.
B npyrom uccnegoBanuu 46 nereii ot 6 g0 17 ner ¢ pa3nuyHbI-
MU HEWPOMBIIIIEYHBIMU 3a00JI€BaHUAMH KIIMHUYIECKHE MTOKa3are-
JM OBUIM COTOCTAaBJICHBI C TAaHHBIMH TonrcoMHorpaduu: KEJI
menee 70% ykaspIBaja Ha HAJTMYUE HOYHOW THIOBEHTHIISIIUU CO
crieruuIHOCTBIO 71% U 4yBCTBUTENBHOCTBIO 64%*.

B ommcansbIX BbIIE™ ™ Tpex MONEPEYHBIX MCCIICIOBAHUAX
U B €Ille OJHOM MONEPEYHOM HCCIIEIOBAHUN TPYIIIBI AETEH U MO-
JoAbIX B3pocibix ¢ MIJ161 npuBeneHsl TaHHBIE O BO3SMOKHOCTH
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cynuts 1o JKEJI o0 Hanmuuuu JHEBHOM JbIXaTeNbHOM HEA0CTATOUHO-
¢ty (runepkarnHun). B 1Byx Hemenkux uccrnenoBanusx’” 3 JKEJI
MeHbITe 25% TpsSMO yKa3bIBaia Ha HAJIMIUE JHCBHOM JbIXaTelh-
HOW HEJJOCTAaTOYHOCTH (TurepkanHnn). B xoropre 114 manmenToB
¢ MIIT 16-23 rona®® XXEJI menbire 680 My Takke yKa3bpiBajia Ha
JHEBHYIO runepkamniuto. B atoit padote JKEJI okazanacek mydmmm
MIPOTrHOCTUYECKUM KPUTEPUEM JTHEBHOM TUIEPKAITHUU IO CpaBHE-
HUIO C IPyTUMHU MapaMeTpamu (pyHKIIMU BHEITHETO JbIXaHUs, Ta-
KMMH KaK JBIXaTeIIbHBIH 00bEM, YaCTOTa JBIXaHUS U MaKCHMaJIh-
HOe JlaBleHue Bjoxa. HakoHel, B uUcCieIoBaHUU 52 TMaIMEHTOB
7-25 et ¢ MJ1/] J)KEJI oka3anach HanmpsmMyro CBsS3aHa C THEBHBIM
HarpsHKEHHEM YIIIEKHCITOro ra3a B kposu (PaCO2)%!,

Ces3p XKEJI u BBDKMBaeMOCTH TAIlMEHTOB C HEHWPOMBI-
IICYHBIMU 3a00JICBAHUSAMU HM3y4allaCh B JIByX PETPOCIICKTHB-
HBIX TPOJOJIBHBIX OIMUCATEIbHBIX MCCICIOBAHUAX OJHUX U TEX
’Ke aBTOpoB Ha mpumepe aereir ¢ MJIJI* . B nepBoii pabore
18 manmenToB ¢ M/IJl B cpennem 17,8 roma HaOmomainch Ha
mnporsbkenun 10-meTHero mepuona®’. Bo BTopoM HcCiieIOBaHHM,
mBIIeMcs 14 et, yaactBoBanu 58 marenToB ¢ MIJ1 craprre
10 set, KOTOpBIE HE HAXOMWINCH HA AIIapaTHON MOmIepiKke™,
HccnenoBatenu mpUILIN K BBIBOAY, 4T0 MakcumaibHas JKEJI,
ckopoctb cHkeHus XKEJI u rekymas XKEJI vanpsimyto cBsizaHbl
C MPOTHO30M BbDKMBaecMocTu manueHToB Oe3 MBJI. B nepeom
rccienoBanuu Bo3pact cHmwkenus JKEJI Huxe 1 1 00b1dHO OBLT
BO3PAcTOM, KOTJ[a HaCTyMaia CMepTh narueHTa*. Bo Bropom uc-
clemoBaHuH, ¢ Oonbieill BEIOOpKOH, mocie mamenus JKEJI amke
1 1 cpemHssi BBDKUBAEMOCThH cOCTaBsuia 3,1 roma, a S-ietHui
MOPOT BBDKUBAEMOCTH TIpeooeBanu 8% O0ombHBIX*.

Onpepenexve cunbl AbIXaTenbHoi MyCKynaTypbl

Paspaboran psigq METOOHMK, C MOMOIIBIO KOTOPBIX MOXKHO
CYOMTh O CIelU(UUECKOW MBIILECYHOH C€lab0CTH MBI BIOXA,
BBIIOXa U OyiIbOapHOM MYyCKyJaTyphl. DTH MBIIICUHBIE TPYIIIbI
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[0-Pa3HOMY YYaCTBYIOT B BEHTWIIALIUH, OCBOOOXKICHUH OT CEKpe-
Ta Y 3alUTe JbIXaTeIbHbIX My TeH; IPH Pa3TUIHBIX HEHPOMBITIICT-
HBIX 3a00JIEBAHMSAX OHH ITOPAXKAIOTCS TAKXKE PA3THIHBIM 00pa3oM.
B Heckonmpkux paboTax M3ydaliach BO3MOKHOCTh HA OCHOBAaHHH
TaKUX METOIUK MPOTHO3UPOBATH PECIHUPATOPHBIC OCIOKHCHHUS
y 6onbHbIX ¢ HM3. OntHako Oosbinasi 4acTh UCCIICIOBAHUIA MTOKA-
3aJla, YTO JaHHBIA METOM HE UMEET MPEUMYIIECTB M0 CPABHEHHUIO
C IPOTHO3UPOBAHUEM Ha 0CHOBaHUU nokazareneit JKEJL.

Cuiy MBI BOXa OMPEAEISIOT, U3MEPAS MaKCHMAaIbHOE
nmasienue Buoxa (MZIB, MIP). M3mepenue npoBoauTcst ciemy-
IOUM 00pa3oM: MaHOMETpP NPUCOEOUHSETCS K MYHIIITYKY,
MAaIMeHTa MPOCAT BBIIOXHYTh JI0 OCTATOYHOrO 00bEeMa M 3aTeM
IyOOKO BIOXHYTb, MPEOOJICBas CONMpPOTHBICHUE. B cucreme
CYIICCTBYET BO3MOXXHOCTh YTCUKHU, YTOOBI U30€KaTh JaBICHUS,
CO3/1aBa€MOT0 MBIIIIAMH IIeK. MaKkcUMalbHOE OTpULIATEIbHOE
naBieHue 3a 1 ¢ mpunumarot 3a M/IB.

Hazanpaoe uncnimparoproe aapnerne (HUJ, SNIP) taxke
yKa3bIBaeT Ha CHITY JIBIXaTeIbHOW MyCKyIaTypsl. OgHaKo TpH Ta-
KOM M3MEPEHNH OIIEHNBACTCSA CKOpee eINHOBPEMEHHAS, YEM TIPO-
JOJDKUTENFHAS crjla Boxa. J{7is m3MepeHus oHa Ho3Ips IIOTHO
3aKpBIBACTCS CHENUANTBLHON MPOOKOW, MPUCOCANHEHHOW K Oapo-
METPUYECKOMY JaTyuKy, a 3aTeéM MalMEHT C CHJION BBIIBIXACT
yepe3 CBOOOAHYIO HO3/PIO. JlaHHOE M3MepeHHe OCYIECTRIISICTCS
TIPOIIIe, YeM H3MEPEHHE MaKCUMAIIBHOTO JaBJICHUS BIOXA.

MaxkcumansHoe maBieHre Beigoxa (MBein, MEP) nsme-
PSET CHITy MBIIII BBIJIOXA C ITOMOIIBI0 MaHOMETpA, TOACOEIN-
HEHHOTO K MyHAITYKY. [larmenTa mpocsart BIOXHYTh KaK MOXHO
DIyOkKe U 3aTeM KaK MOYKHO CHJIBHEE BBIIOXHYTbh, ITPEOIOJICBas
conpotusienue. llexu mpu 3TOM MPUAECPKUBAIOTCS PYKAMH T1a-
LIMEeHTa WU MOMOIIHUKA. B cucteMe ecTh BO3MOXKHOCTh yTEU-
KW, 9TOOBI M30eXKaTh JaBIICHsI, CO3/1aBaEMOTO MBIIIIAMH ITICK.
MaxkcumankHOE JaBJeHHe, CO3/laHHOe 3a | C, MPUHUMAKT 3a
M/IBb1.
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IlaHHble uccnepoBaHuii

Maxcumanbroe gasnenue sgoxa (MIP)

[Iate paboT mocesmeno poau M/IB B mporrHo3mpoBannu
JBIXaTeIBHBIX OCIOXHEHUH. B deThIpex mormepedHbIX UCCIeo-
BaHMSIX OBUTIO YCTaHOBICHO, uTo M/IB Hampsmyio Koppeaupyet
¢ XKEJI y neteil 1 MOJIOJIBIX B3POCIIBIX C HEHPOMBIIIEYHBIMU 3a-
OoseBaHUsAIMU (BCE Pa0OTHI yIIOMUHAIIUCH B pa3Jiesic, OCBIIICH-
HOM JKU3HEHHON eMKOCTH Jierkux)*’ % ¢!, TecHas CBsI3b IMOKa3a-
teneit MJIB u JKEJI cBugerensctByeT 0 TOM, uto M/IB Taxxe
MOJKHO HICTIONTb30BaTh B TPOTHO3WPOBAHUH HAPYyIIEHUH IBIXaHUS
BO CHE, HOYHO TMIOBEHTWIALINN U THEBHOW THITEPKAITHAY Y T1a-
[IMCHTOB C MBIIMIEYHON CIab0CThI0. B HeMelnkoM momnepedyHoM
uccnenoBanuu 61 pedenka ot 5 10 18 neT ¢ pa3TUIHBIMU HEW-
pombIiedHbiME aTonorusmu’ npu MJIB menee 4 klla MoxHO
OBLIO MPEAIoJaraTh pacCTPOUCTBA JIbIXaHHS BO CHE, a MeHee 2,5
k[la — HOYHYIO THITOBEHTUJIAIHIO, HO 002 KITIMHUYECKHUX UCXO0Ja
nyuine koppenuposaiu ¢ JKEJIL. IToporoseie 3Hauenus nins M/IB
OTJIMYAJIMCh B HEMEIIKOM HCCIICIOBAHHU B3POCIBIX OOMBHBIX .

B perpocnekTHBHOM aHKETHOM HCCIICTIOBAaHUH 46 IMaIneH-
TOB OT 8 10 16 €T C pa3TUIHBIMU HEUPOMBITIICUHBIMH TTATOIOTH-
ssmu M/JIB, B otnnure ot JKEJI, Hesb3s ObLIO CBSA3aTh ¢ KOJNIHYE-
CTBOM TEPEHECCHHBIX MHPEKIUH U JHEW aHTUOMOTUKOTEPATHH
3a mpemecTByromuii roa°%. HakoHel, Mo JaHHBIM HEOOIBINO-
ro WCCIENOBaHMS MAIUEHTOB C Muomuctpodueit [lromnieHHa,
o MJ/IB Henb3st ObUIO CyIHTH O BPEMEHH JiecaTypalliy HIDKE
90% BO cHe, B TO BpeMsl KaK JTHEBHBIEC TIOKA3aTEIH CTUPOMETPHH
u PaCO2 maBamu 0CHOBaHMS JJIS1 TAKOTO MPOTrHO3a%’,

Hazanbnoe nucnuparoproe gasnenue (SNIP)

JaHHble 0 BO3MOXXHOCTHM OlLleHHBaTh ¢ nomouisto HUJI pe-
CIIUPATOPHBIE OCJIOKHEHHUSI NMPUBOLATCS B HCCIECAOBAHUAX, JE-
MOHCTPUPYIOIINX 3aBHUCUMOCTh MeEXAy Nokazaremsmu MBJI,
HUW u XKEJL. V 116 3m0poBbIx Aereit ot 4 go 11 net nokazarenu
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HU ] 6p1m1 HEMHOTO G0mbiie, vem MBI, HO cTo¥iKO ¢ HUMU KOp-
pemuposanu®?. Cpeau 126 mereif M B3POCIBIX ¢ HEHPOMEIIIEY-
HBEIMU 3a00JIeBaHUSIMH U aHOMAJIMSAMH cKelleTa nMmepenue HUJL
MIPOBOMIIOCH TIpoIne, ueM u3mepenue MBI, Ho 06a moka3zarens
XOPOIIIO COOTHOCHIIMCEH MKy co60#®. Bemmunna HUJL xoppe-
muposaia ¢ ®XXEJI B uccnenoBannu 41 pebeHka ¢ HeHpoMblIIey-
HO¥1 matonorueii: gocropepHbie usmepenus HWUJl Opuu moyde-
HBI 17151 Bcex aereid, B To Bpems kak OIKEJI — tonpko mis 25,
TaKUM 00pa3oM, MOXKHO MPEITOI0KHTh, YTO IETSIM OBLIO MPOIIE
yuactBoBarh B m3mepenun HUJI, wem DIKEJI®. Ortmeuaercs
TaKxe, 4To npoBenaeHue umepenuss HUJ[ cranoButcs mpore,
a 3HAYMT, IOKA3aTeJId CTAHOBSTCS 00JIee IOCTOBEPHBIMH OT I10-
MBITKH K TTOTBITKE®,

Maxcumanbroe gasnenne Bbigoxa (MEP)

[Be paboThl nmocesimeHs! poau u3Mepenuss M/IBrig B po-
THO3MPOBAHWU JIBIXaTENFHBIX OCJIOKHEHUH. B monepeunom wmc-
cnegoBanuy 52 manuenTos ¢ MJJT or 7 go 25 ner® MJIBein
xoppenupoBaio ¢ JXXEJI. Taxke B paboTe 0TMEUCHO, YTO B dTOM
rpyMIie TalUeHTOB U3-3a MOTEPH MBIIIEYHON CHIIBI CHavYasla CHU-
)amock M/IBwia, a 3arem MJIB u JKEJL.

B peTrpocnekTHBHOM aHKETHOM UCCIIENOBaHUH 46 maiueH-
TOB OT § 1016 JeT ¢ pa3nMYHBIMH HEHPOMBILIEYHBIMU 3a00Jie-
BaHusMU M/IBbI1 MOXKHO OBLIO COOTHECTH C 3200JI€BAEMOCTHIO
pecnupaTOpHBIMU HHPEKITUAMHI 1 KOJTHYECTBOM JTHEH aHTHOMO-
tukoTepanui. OIHAKO 3TH JaHHBIE COOTHOCHIINCH C MEHbIIEH
crenenblo aocroBepHocT, yem KEJI win nmukoBas CKOpOCTb
Karms>®

LlaHHble uccnenoBaHuii

HSMCpCHI/IC JUJIMHBI JIOKTEBOM KOCTH WJIU pa3Maxa pykK
MOXHO HCIOJIB30BATh BMCCTO HU3MCPCHHUA POCTa HJIsI TOYHOTO
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oTpeneeHns Tokas3areneld (yHKINN BHEITHETO JAbIXaHus (ypo-
BEHb JToKazarenbHoCTH [1++).

JKEJI — 1ieHHBIA NPOTHOCTHYECKUN (DAKTOpP, YKa3bIBAIO-
I Ha MOABEP)KEHHOCTh WH(EKINsAM, HEOOXOIUMOCTh B pe-
CIIUPATOPHOM MOAJNEPKKE M T'PAaHULBI BBKUBAEMOCTH JIE€TEH
u nonpocTkoB ¢ M/I/1 (ypoBeHb pokazarensHocTy [1+).

Wsmepenne mokaszareneii QyHKIMH AbIXaTeNbHOW MYCKY-
JIaTyphbl, TAKUX KaK MaKCUMaJbHOE JaBJICHHE BJIOXA, HA3aJIbHOE
HWHCIIUPATOPHOE JABJICHUE U MAaKCHUMAJIbHOE JaBJICHHUE BBIOXA,
HE MPEIOCTABIISIOT HUKAKOW JTOTIONHATENBHON HHPOPMAIIUU 110
cpasaenuto ¢ JXXEJI (ypoBens pokazarensHocTH 11-).

Pexomenpauum

P l3MepeHue JIMHBI JOKTEBOM KOCTH WM pa3Maxa pyK JIOJIK-
HO MPOBOJUTHCS BCEM JICTSM, YeH POCT HEJb3sI aJIeKBaTHO U3-
MEPHUTH UHBIM criocoOoMm. [B]

» lzmepenne XKEJI kak 9acTh OLIEHKH JIbIXaTeNbHON (DYHKIIUA
JIOJDKHO TIPOBOTUTHCSI BCEM JETSM, CIIOCOOHBIM COBEPIIATH
HEO0OX0oMUMBIE TS crTupoMeTpuu MaHeBpPHL. [C]

MukoBas ckopocTb Kawns

KammeBoe apmwxkenune TpeOyeT CKOOPAWHHPOBAHHOH pa-
OOTBHI MBILIL BAOXA, BbLAOXa W OyabOApHONW MYCKYJIATypHI.
D¢ deKTUBHOCTD KaIJIEBOTO MexaHu3Ma MOKHO m3meputsb [ICK
(PCF). lns aToro nmureBast Macka WIH MYHAIITYK TPUCOETUHS-
FOTCS K TTHK(ITyOMETPY, B KOTOPHIH peOCHOK COBEPIIAeT MaKCH-
MaJbHOE KalllJIEBOE yCHUIINE ITOCIIE TIIyOOKOTO BIOXA.

V¥ 3a0poBeix B3pocisix [ICK paBna 400 j1/MuH unu 6011b-
me. [ICK, uzmepenHas Bo Bpemsi (hOpPCUPOBAHHOTO KISl (CM.
paszmen 00 OYMCTKE OBIXaTeNbHBIX MyTeH), Ha3pIBaeTcs Qopcu-
posannoii IICK (assisted CPF). B3pocnbie 1, BO3MOXHO, AETH
crapie 12 ner c¢ [ICK menee 270 n/MuH. U3-3a 3aCTOSI MOKPO-
ThI TIOZIBEPKEHBI PA3BUTHUIO IBIXaTEILHON HEAOCTAaTOYHOCTH BO
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BpeMsi OOBIYHOHN MPOCTYABl BUPYCHOH NpHUpOIsL. B3pocikie u,
BO3MOXHO, neTh ctapmre 12 ner ¢ [ICK menee 160 ii/mMuH. HE
B COCTOSHUH CaMH H30aBUTHCSA OT TPaxeoOpPOHXHATIHLHOTO Ce-
KpeTa, ¥ B CHUTYyalliH, KOI/Jia MallMeHT OKa3bIBACTCsl Ha WHBA3UB-
Hoit MIBJI, akcTyOarus uin JCKaHIOIAIUS €Ba U MOTYT OBITh
YCIEIIHBIMU 0€3 PEryJIIpHOrO WCIOIb30BAHUS BCIIOMOTATEIb-
HBIX TEXHUK OTKAIlUIMBaHUS M HEMEJJICHHOTO TNepexoja Ha He-
VMHBA3WBHYIO BEHTUJISAIMIO JIETKHX.

Mannble nccnenoBaHnii

B nccnenoBannu 49 B3pOCHBIX ¢ pa3IMIHBIMH HEHPOMEI-
IIEYHBIMU MATOJIOTUSAMHM, Haxoasumxcs Ha VBJI uepes supuo-
TpaxeaJbHYI0 WM TPaxXeoCTOMHYECKYI0 TpyOKy, HalueHTaM
C MMUKOBOH CKOPOCTBIO Kalwist MeHee 160 1/MHUH. oKa3anoch He-
BO3MOJKHBIM YCIELIHO MPOBECTH SKCTYyOAlMIO WM JICKaHIOMS-
unt066. U3 atoro cienyer, 4to st 3pGEKTUBHON OUUCTKY AbIXa-
TENBHBIX MyTeH U MOIIepKAHHSI UX CBOOOIHBIMHI HEOOXOIMMBIH
yposens [ICK cocrapnsier 160 n/MuH. u 6onee.

YV 157 B3pocCibIX HA UHBa3MBHOW BEHTUJIALIMM U HEYKa3aH-
Horo uncia aeredt (139 u3 HUX OBIIM WHTYOMPOBAHBI B CBSI3U
C OCTpOH ApIXaTenbHOW HemocTaTouHocThio) 100% ycmex skc-
TyGauuu O6bu1 nocturayt y nanuentoB ¢ [ICK e menee 160 n/
MuH.67, npu [ICK menee 160 n1/MuH. [0S YCHEMIHBIX JKCTY-
Oanuii cocrapisuia 80%. 3meck OBUIO 1BE OCHOBHBIC TIPUYHHEI,
00yCJIOBUBIINE TIOBBIIIEHUE JIOJIM YCIEUTHONW SKCTyOaluu ma-
nueHToB ¢ odeHb Hu3Kkod [ICK. Bo-miepBrIX, Kak mepcoHa, Tak
Y TTallMeHTHl UMEJTH OOJBIIE OTIBITA B ICTIOIb30BAHNHT MEXaHU4Ie-
ckux otkanumuBareneir u HUBJI, u, BO-BTOPBIX, 00sS3aTEIHHBIM
YCIOBUEM JUIsl SKCTyOallMM CTaBHJIOCH HaJH4YHe TOKazaTelel
caTypaiuu KpoBu He MeHee 95% 3a 12 4 10 mpoBeneHus dKc-
TyOaluy, B OTIMYME OT HOPMBI 92%, HCIONb30BaBILEHCA paHee.

B Tpex uccienoBanuax B3pocisix nanueHToB ¢ HM3 6bu10
pogeMoHCTpupoBaHo, uto [ICK nmpu HanmMYumM Wil OTCYTCTBUU
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TIOMOIIIX B OTKaNUIuBaHuu Oosnee 270 n/MUH A0CTaTO9HO Y deK-
THUBHO TIPEAYIPEXKAAET Pa3BUTHE OCTPBIX OCIOKHEHHIA peCIupa-
TOpHBIX HHpekmuii 3 % ¢ BeposrHas npudynHa TOro (Gaxra, uro
JUI PO HIIAKTHKH PECIMPATOPHBIX OCIIOKHECHHN HEOOXOIUM
ctonb Beicokuit ypoBeHb [ICK, cocTtonT B pe3koM CHIDKEHUU
CHJIBI JIBIXaTeNbHOM MYCKyJaTypbl y O6ombHBIX HM3 BO Bpems
ocTpoit mHpeKImu’. IT0 03HAYAET, YTO MPH MHUKOBOH CKOPO-
CTH Kalulsd manueHTa Meree 270 JI/MUH. B OTCYTCTBUU OCTPOM
rH(pEKIUN BO BpeMs MHPEKITMOHHOW OOIE3HH ATOT MOKAa3aTelhb
MOJKET yIacTh HIKE KpuTndeckux 1udp B 160 1/mMuH., 9TO TpH-
BEJIET K 3aCTOI0 TPaxeOOPOHXHAIBHOTO CEKpEeTa U JIBIXaTeIbHON
HEJO0CTAaTOYHOCTH. B OHOM HccrenoBaHuM IE€Te M B3POCIBIX
¢ MJIZT XKEJI menee 2,1 n mo3Bossana nporHo3uposats [ICK me-
Hee 270 n/mun.”.

Crnenyet ¢ ocToposkHOCThIO niepeHocuTh HopMbl [ICK, xa-
PaKTepHBIE 7S B3POCIIOH NOMyISAIHH, Ha fieTeit. OmyOnKoBaHbI
crangaptaeie nokazarenu [ICK y 3popoBeix aereit ot 4 mo
18 ner’. Ilsras mepuentuab [ICK Bappupyer ot 110 si/muH.
y 4-nmetHUX AeBodek 1m0 518 n/mMuH y 18-JETHHX MaBYUKOB.
B uccnenoBannm 46 neteit M MOIOABIX B3pOCHBIX OT 4 10 20 jet
¢ HM3 (cpemnuit Boszpact 12,7+3,7 ner) mukoBasi CKOPOCTh
kanuis MeHee 160 j/MUH. MO3BOJIsIa MPOTHO3UPOBATH YaCTOTY
Pa3BUTHS TSIKENBIX AbIXaTEIbHBIX OCIOKHEHUN C UyBCTBUTEIb-
HOCTBIO 75% u criennduaHoCcThI0 79%°% B 310 paboTe ncmoss-
3oBanuch abcomoTrHbie okaszarenu [ICK 6e3 yuera pocta 1 Bo3-
pacra nereil.

3uauenne [ICK na yposre 160 n/muu kxak 3¢ddexrnBHOE
JUTISE TIPO(HMIIAKTHKH MOBTOPSIOLIUXCS PECIUPATOPHBIX HH(EK-
U 3HAYUTENBHO HUXE, YeM COOTBETCTBYIONIUI IOKAa3aTelNb
st B3pocieix (270 n/mun). Ha maHHBII MOMEHT HE CyIIECTBY-
€T HaJIeKHBIX JAHHBIX O MOPOTOBBIX 3HAYCHUSAX MUKOBOMU CKO-
pOCTH Kanuig y AeTeH, 0 KOTOPBIM MOXXHO CYIHTh O BO3MOX-
HOM PHCKE PECTIUPATOPHBIX ociIokHeHnH. Ho 6110 OBI TOTHYHO
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WCTIONIB30BATh B3POCIIbIE MIOKA3ATENH I IeTeld OoJiee cTapIiero
Bozpacta (ctapuie 12 ser), B ocobenHoctu B cirydae MJI/1, mpu
kotopoit JKEJI HaunHaeT CHUKaThCsi UMEHHO B 3TOM BO3pacTe.

BbiBoAbl N0 AaHHLIM UCCNEA0BaHMIA

B3pocneiv ¢ HM3 it 3 pekTHBHOTO 0CBOOOMKICHUS JbI-
XaTeNbHBIX MyTel OT CeKpeTa HeoOXOAWMO MMETh MUHUMAJb-
HYIO TIMKOBYIO CKOpOCTh Kauuisi Ha ypoBHe 160 n/mun. IICK ne
MeHee 270 J1I/MUH. aCCOLMUPYETCS C YCTOMYUBOCTBIO K pECIUpa-
TOpHBIM HHPEKnusM. COOTBETCTBYIOIINX AAHHBIX B OTHOILIEHUH
neteit He mMmeetcs (YpoBeHb nokazarenbHocTH 111).

Mone3ublii onbIT

» Usmepenne I[ICK HeE0OXOOMMO TNPOBOAUTH BCEM JACTAM
¢ HM3 crapue 12 net ans onenku 3pPpeKTUBHOCTH OUYUCTKU
JbIXaTeNIbHON MyTEN OT CeKpeTa. [\/]

W3mepeHue razoB KpoBu B IHEBHOE BPeMs

Kak npaBmio, aHanm3 Ha ra3bl KPOBU JETSIM IPOBOST, HC-
IOJIB3YSl ApTEPHUATIBHYIO KaWJULIPHYIO KPOBb. Pesynprarel Mo-
I'YT OBITh UCKQKEHBI, €CJIM OpaTh aHaJM3 U3 TUIOXO0 KPOBOCHA0-
’)KaeMBIX TKaHEH WM B ClIydya€ THICPBCHTUIIALUA Y peGeHKa,
CBSI3aHHOM ¢ BoMHeHHEM. J|HEeBHas TMIIEpKAallHHUS YKa3bIBaeT Ha
TUIMIOBEHTHIISLIUIO BO BpeMsi OOAPCTBOBAHUS; NETH C JHEBHOMH
TUIEpKaHUeN TaKkke OyIyT cTpaaaTh HOYHOW TMIOBEHTHIIAIIN-
ed. Ecim B3sThIN U3 Kanwjuisipa IHEM aHaIU3 Ha ra3bl KPOBH Jie-
MOHCTPHUPYET MOBHIIIEHHBIA YPOBEHb OMKapOOHAaTa I1a3Mbl, 3TO
MOXXCT YKa3bIBaTb Ha HAJINYUC HOYHOU TUIICPKAITHUU.

LlaHHble uccnenoBaHuii

ﬂBa MONCPCUHBIX HCCICAOBAHUA IMPOAHAIU3UPOBAIN II10-
Ka3aTeJii ra30oB KpPOBH, Ha OCHOBAHHWU KOTOPBIX MOKHO BBbIA-
BUTH NMAHUCHTOB, HUCIIBITHIBAIOIINX HOYHYIO T'MIIOBECHTUIIALIUIO.
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B nebonbiiom uccnenoBannu 19 manmentos ¢ MJIJ] crapme 12
et (cpennuit Bozpact 18,6 rona) Benuuunna anesnoro PaCO, na-
MIPSIMYIO0 COOTHOCHITACh C OOIIIMM BPEMEHEM CHa, BO BPEMS KOTO-
poro carypanus nagana Hmwke 90%. HanpspkeHne yTiieKuciioro
ra3a KpoBu Oojbie 45 MM PT. CT. TO3BOJISTIO MTPOTHO3UPOBAThH
HaJM4YUe HOYHOW TUTIOBEHTHIIALNY (YCIOBHO OTPEACIICHHOMN KaKk
carypauus Hmwke 90% Oosee 2% BpeMeHH CHA) C YyBCTBHUTENb-
HOCTh 91% 1 crierduaHoCcThIO 75%% B HccienoBaHuu, B KO-
TOpOM yd4acTBoBaix 61 pebeHOK OT 5 n0l8 jer ¢ pa3nuyHBIMU
HEHPOMBIIIEYHBIMU 3a00I€BaHusAMH, nokasarenb PaCO, Gonee
40 MM pT. CT. CBHJAETEIHCTBOBAI O HOYHON THIIOBEHTIIIAIINU
C YyBCTBUTEILHOCTHIO 92% U cnienuduaHocThio 72%58.

B omHoO# paboTe cTaBUTCS BOMPOC O CBS3H JHEBHOTO MO-
kazarens PaCO2 u BeDKHMBaeMOCTU. B peTpocrekTuBHOM mpo-
JIOJBHOM OIHCATeNbHOM HccienoBanuu 18 mamuentos ¢ M/
(crapuie 14 net, B cpennem 17,8 roma) HanmpspKeHUE YIIEKHC-
moro raza mHeM KoppenupoBasio ¢ JKEJI m BeDKHBaeMOCTHIO.
IIpoBeneHHBIA 3aTEM MOIIArOBBI MHOXECTBEHHBIM perpeccu-
OHHBIM aHaMHU3 BEDKMBAEMOCTH IMOKA3aJl, YTO MPOTHOCTHIECKAS
uennocts PaCO, ne Bbiue, uem y JKEJI®.

Ho4YHO MOHMTOPUHT CHA

CHmKeHHe JIETOYHOM (QYHKIMU Y HalKMeHTOB C Iporpec-
CUpYIOLEH HEHPOMBIILIEYHONW MAaTOJIOTMEH B KOHEYHOM HTOTE
MIPUBOANT K JBIXaTeIbHONW HEAOCTATOYHOCTH M JTHEBHOW T'HIIO-
BeHTWsIMK. COH 3aTparMBaeT MEXaHMKY AbIXaHHS, [103TOMY
TUTIOBSHTIIIANIHS y TartueHToB ¢ HM3 cHauana oOHapyKruBaeTCs
MMEHHO BO BpEMS CHa.

®da3pl CHAa y JIETe MOXKHO IIUPOKO O003HAYUTH KaK ObI-
crpeiii (REM) u mennennsiii (non-REM) con. Tonyc nuadpar-
MBI COXpaHsieTCA Ha MPOTSDKEHWU Bcex (a3 cHa, a Mexkpedep-
HBIX, BCIIOMOTaTeIbHBIX MBIIII] U MBI BEPXHHUX JbIXaTeIbHBIX
myTeil cHWXaercsi B akTuBHY0 ¢aszy. Takum oOpazoM, HOUHas
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TUIMOBEHTHIIALUS TIpH TiporpeccupytomieM HM3 cHawama Bo3-
HUKaeT BO BPeMs aKTHMBHOTO CHA, KOT/Ia MBIIIIEI HanOomee pac-
cnabnensl. Korma MplmedHas c1abocTh IPOI0IDKaeT IPOTPeCCH-
pOBaTh, TUIOBEHTHJISIIIASL PACTIPOCTpaHsETCs Ha Bce (asbl cHa,
a ajnee HaOmrofaeTcs U B JHEBHOE BpeMs. [loaTomy HOUHOI MO-
HUTOPHUHI CHA HCIIOJB3YIOT IJIA BBIABJICHUA 6OJ'II)HI:IX C HOYHOM
THITOBEHTUIISLIUCH.

CymiecTByeT LeNbIid P MOAXOA0B K MPOBEACHUIO HOUHO-
IO PeCNUpaToOpHOTO MOHHUTOPUHTA, KOTOPBIE MOTYT HCIIOJNB30-
BaThCs JJIS TTONTyYEHUs JaHHBIX O HAPYIICHWH JBIXaHUS BO CHE.
Msr Oyzmem 0OCYXAaTh 3TH MOAXOABI B TOPAIKE BO3PACTAHUS
CIIO’)KHOCTH.

MynbcokcumeTpus

Camasi mpocTasi METOJIUKA BBHISBICHUN HApYyIICHUHN IbIXa-
HUS BO BpEMs CHa — HOYHOW MOHHTOPWHT HACBHIIICHHS KPOBU
KHCIIOPOZOM. 3aIliCh MOKa3aHUM MYJIbCOKCUMETpa WHOTAA ObI-
BaeT TPYAHO MHTEPIPETHPOBATH: TO, YTO BBIINIAIUT KaK JIecaTy-
parusi, MOXKET OBITH MOCIIEACTBAEM TOMEX OT ABMXKEHUS OO0Ib-
HOTO WM TPOOJIIeM C CUTHAJIOM OT Jardyuka. JIJjis Toro 4roObl
MIPOBECTH OKCUMETPHIO TEXHMYECKU KOPPEKTHO, HEOOXOAMMO
MPaBUJILHOE HAJIOKEHUE JIATYUKOB, IIUKIMYHOCTh PabOTHI CBE-
TouozoB Oonee 60 pas/c, BBIBOI NaHHBIX 3a 4—10 ¢ HaOmONEeHUS
U ©XKECEKYHTHOE 0TOOpakeHUe UX Ha uciuiee. JlaHHbIe TOKHBI
BBIBOJUTHCA B BHAE (HOTOTUIETH3MOTpaUIecKoi KPUBOM, UTO-
OBI MOXXHO OBIJIO OIICHHUTH WX Ka9eCTBO, M B (hopmare, KOTOPHIH
[TO3BOJISICT BHIBECTH Ha 3KPaH OJHOBPEMEHHO HECKOJBLKO 4acOB
OKCHMETPHH C BO3MOKHOCTBIO O0JIee 1eTaIbHOro MPOCMOTA.

Ucrtnnnas HOouHAs necatyparus MoxeT orpaxkars OAC wnu
runoBeHTHIANNI0. OAC W TUNMOBEHTWISIIUS Yallle MMPOUCXOIST
B akTHBHYIO (pazy cHa. [Ipu Hammumu OAC mynbcoKCUMeTpUYe-
CKasl KpuBas UMEET MUIO00Pa3HBIN BU U3-32 TIOBTOPSIOIIMXCS
IUKITMYECKUX TaJleHui caTypanuu Bo Bpems REM-da3zbr cHa.
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[Ipy rUNOBEHTWIIANINM K€ MEPHOMABI IecaTypanud Ooiee in-
TeapHbIe. OMHAKO 3TH pa3Iudrsl He Bcerna BUIHBL, Tak 4To OAC
¥ TUNOBEHTWIAIHAIO HENb3sl AocToBepHO anddepeHmmpoBats
IpyT OT ApyTa, UCIIONB3yA myiabcokcumeTpuio. Jlerkoe OAC mo-
JKET MPUCYTCTBOBATH Ta)KE MPU HOPMAJIBHBIX MTOKA3aTEISIX Tyihb-
cokcumeTpa’. B HEKOTOpBIX CiydasX TMIICPKArHHs PErUCTPU-
poBanach y aeteil, Haxomsmuxcs Ha HUBJI unu BeHTUISAIIMN
C TIOCTOSIHHBIM TIONOKUTENbHEIM naBienueM (CPAP), HecmoTps
Ha HOpPMAaJIbHBIE MOKa3aTelN IYIbCOKCUMETPUH (HACHIIICHUE
KPOBH KHCIIOPOJIOM He maaio Hike 92%)7.

Hecmotpss Ha mpuBeneHHBIE BhImE (HakKThl, ABTOPHI-CO-
CTaBUTENM HACTOSIIETO PYKOBOACTBA MPWHSIIM CIIEAYIOUIYIO
TOYKY 3PCHHSI: MAJIOBEPOSATHO, YTO KIMHUYECCKU 3HAYUMAS TH-
MTOBCHTUJISIIMSI BCJICACTBUC MOTEPH MBIIICYHON CHIIBI HE OyJeT
MpOSABIISITECA B BUJE MaJeHUM caTypauuu Hke 93%; moatomy
TEXHUYECKU TPaMOTHO BBHINIOJHEHHAS MTYJbCOKCUMETPUS OIY-
CTHMa B KaueCTBE CKpWHUHTA HA TUTIOBEHTWIALIUIO Y JieTel 0e3
CHUMIITOMOB JIBIXaTeIbHON HEIOCTATOYHOCTH — B CIy4asX, KOrT-
Jla HEJIOCTYIIEH KOHTPOJb YPOBHS YINIEKHCIIOTO ra3a. ABTOPHI-
COCTAaBHUTEIN HE PEKOMEHIOBAJIU OBl MyJIbCOKCHMETPHIO KaK
CIMHCTBEHHBIA METON KOHTPOJS 3(P(PEKTUBHOCTH BEHTHUIISAIMH
y nereit, ucnons3ytomux HUBJI. Mcnonp3oBanue nyiabCOKCUMeE-
TPUU IS UCKITIOYEHUS 3aTPYIHCHUN NIBIXaHUS BO CHE y JeTel
C MIPU3HAKAMHU JIBIXaTENbHBIX HAPYIICHUH TaKKe HEellb3sl CIUTATh
JIOCTaTOYHBIM. BBITIO MOKa3aHO, YTO MOHUTOPWHT HACKHIIIEHUS
KPOBHU KHCIIOPOJIOM Ha JIOMY IMOJIXOAUT JUTs manuenToB ¢ MJIJ17.

OxcukanHorpatus

HekoTopsle NOpTaTUBHBIE YCTPOUCTBA, OCHAILICHHBIE YpEC-
KOXKHBIM 1aTyukoM CO,, Ta0T BO3MOKHOCTb U3MEPSTH YPOBEHb
KHCIIOpoZa M YIIIEKUCIIOTO0 Ta3a BO BpeMs cHa. [lepuossl croiikoi
JecaTypalud W THUIEPKallMHUKA BO BpeMsl aKTUBHOHM (a3bl cHa
HECOMHEHHO CBHJETEIBCTBYIOT O HAJIWYUM THUIOBEHTWIALNH,
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XOTA TaKas k€ KapTHHA MOXKET HaOIFOaThCS B TSKEIBIX CITyda-
sx OAC.

Vposenb CO, MOKHO M3MEPSTH B BBIJABIXaEMOM BO3JyXe
1 YpECKOKHO. HekoTopble TpaHCKyTaHHBIE YCTPOMCTBA IO3BO-
JSIIOT OJJHOBPEMEHHO CJIEAHTH 32 COJACpPKaHUEM YIJICKHCIIOTO
ra3a ¥ HACBIICHHUEM KPOBU KUCJIOPOAOM, U IMPU 3TOM INOAXOAAT
MalMeHTaM BCEeX BO3PacTOB, BKIIIOYAsl B3pOCIbIX. B perpocmek-
TUBHOM 0030pe 609 mneauarpuvyecKux MalUeHTOB, KOTOPHIM
MIPOBOJIMIIOCH TTOJIMCOMHOTPaHUECKOe HCCIeNOBaHNe, TaHHBIE
TPaHCKYTaHHOW KAITHOMETPHH XOPOIIO KOPPEIUPOBAIH C U3Me-
PEHHEM YIIIEKHCIIOTO Ta3a B BEIABIXaEMOM BO3IyXe’.

Pecnupatopnas nonmcomHorpacus
(kapanopecnupaTopHbIii MOHUTOPUHT CHA)

[TapameTpsl, HcclieqyeEMBbIE B paMKax HOYHOIO MOJUCOM-
HOTPaUUECKOTO HUCCIIeAOBaHUS (KapaAUOPECIUPATOPHBIA MO-
HUTOPHHT CHA), Pa3IMYAIOTCS OT YUPEXKACHUS K YUPEKICHUIO.
bazoBrle peructpupyemblie mapaMeTpsl BKIIOYAIOT B ce0sl OKCH-
METHPHIO, TOTOTHCHHYIO IUICTH3MOTPaPUIeCKUMU JTaHHBIMH,
upeckoxkHblii MoHuTOpUHT CO, nim monutopunr CO, B KOHIIE
BeII0Xa, DKI, perucTpanuio IpIXaTelbHBIX ABUKCHUN TPYIHOM
KJICTKHU U TepeiHei OPIOIIHOM CTEHKH, TAaTUYUK JBHIKCHUS MallU-
€HTa M Ha3aJbHBIA AATYMK MOHUTOPHHIA BO3AYILIHOTO MOTOKA
(TepMUCTOBBIN, U3MEPSIOIINN TeMIepaTypy MOTOKA, WJIHM JaT-
YUK, PearupyroIInid Ha U3MEHEeHHe JaBICHUs BO3Ayxa). Takke
MOXET PErUCTPUPOBATHCS MOJIOKEHHUE TeJla allMeHTa U MPOBO-
JIATHCS] BUJIECOMOHUTOPHHT.

[lpu uccnemoBaHuU CHA y JAETEH MOXKET OOHApYKUBATh-
Cd MHOXXECTBO TIOMEX, MOCKOJIBKY JI€TH HEOXOTHO BBIMIOJIHSIOT
YCJIOBUS MPOBEICHUS U3MEPEHUH, a TAKKE U3-3a IBUKEHUS BO
cHe. [IpenmytecTBo Oosee CI0KHBIX UCCIICOBAHUIN B TOM, YTO
OHH TIPEOCTABISIOT Ooliee NeTaIM3UPOBAHHYIO WH(POPMAIIHIO
U IIYMOBBIE JaHHBIE JIETYE UCKIIOUUTh. CaMblii BaXKHBIA METOA
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JUTS. UICKITFOUEHHSI ITYMOB — ITyJILCOKCUMETPHS, IIPOBOIUMAS OJI-
HOBpPEMEHHO ¢ TieTu3Morpadueii. Ilocnenusas momMoraeT ompe-
JENINTh CTEMEHb TOCTOBEPHOCTH OKCHMETPHUYECKHX JTaHHBIX.
Hepmocratok Takux WcCleqOBaHWN — TPYIHOCTH Y TMAIMEHTOB
C MPHUBBIKaHHWEM K HEYIOOHOMY 00OpyHOBaHUIO, YTO MOXKET UC-
Ka3UTb pe3ybTaThl HCCIIE0BaHuUA B iesoM. HazanbHble qaTauku
MOTYT IIEPEHOCHUTBCS XYK€ BCETO, U JUI1 HEKOTOPBIX MAIlUEHTOB
WX HCIONb30BaHue Hed(PPEeKTHBHO.

Monucomuorpacpus

[TommucomHorpaduyeckoe ncciregoBaHNe COCTOUT U3 Helpe-
peIBHOU peructpamuu D31, 37EeKTPOMUOTPAMMEI B JIEKTPOOKY-
JIOTPaMMBI, a TaK)Ke 6230BBIX TAPAMETPOB KapAUOPECITUPATOPHOI
(GyHKIUH [OKCHMETPUH, AOTIOJIHEHHOH TIIETH3MOTpaduaecKUMHU
naHHbIMU, MOHMTOpUHTa CO, B KOHIIE BBIJIOXA, SJIEKTPOKAPANO-
rpaduu (OKID'), perucrpaunu IpIxaTeabHbIX ABHKECHUHN TPyIHON
KIIETKA W TIepefHel OpIOIIHOW CTEeHKH, AAHHBIX Ha3aJbHOTO
JATYMK TIOTOKA, JaTYHMKA IBIKCHHS MAIUEHTA U MOJIOKESHUS €r0
TeJa BO CHe, BuaeoMoHuTopuHra]. IlomHOE momrcomMHOTpadu-
YECKOe MCCIICIOBAHKUE TTO3BOJISET MOIYYUTh JTaHHBIC 00 d(dek-
TUBHOCTH U KaueCTBE CHA, a TAKXKE MOAPOOHYIO XapaKTEPUCTUKY
pecUpaTOpHBIX MOJIeNIel U HapyIIeH!s IbIXaHHsI BO BpeMs CHa.

OnTUManbHbie BpeMs U PErynsapHocTb NPOBEAEHUs
MOHMTOPWHIa HOYHOrO CHa

Kak roBopuiioch BhIIIe, UMEIOTCS HEKOTOPBIC JAaHHBIC HC-
CJIe/IOBaHUM, MOATBEPXKAAIONIME, YTO MOKa3aTesb >KU3HEHHOU
€MKOCTH JIETKMX — BA)KHBII NapameTp AJI1 IPOrHO3UPOBAHUS
HO‘-IHOI71 THUIIOBCHTUJIALIUU. I[pyrne COCTOsAHUA, yKa?,I)IBaIOHII/Ie
Ha I1eJIeCO00pa3HOCTh MPOBEACHUS MOHUTOPHHTA HOYHOTO CHA,
Mpe/UIOKEHHBIC B TaONHIlE 5, OCHOBBIBAIOTCS HAa SKCIEPTHOM
MHEHHUH aBTOPOB-COCTABUTEIIEH HACTOSIIETO PYKOBOJCTBA.
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Ta6nuua 5. CocToAHMSA, NPU KOTOPbIX AETAM C HEAPOMbILLEYHbIMM
3a6onesaHnaMu Uenecoo6pasHo NPOBEAEHNE MOHUTOPUHIA HOYHOrO CHA

IIpusnak

KommenTapuii

KEJI<60% ot momkHOMI

Kax npasuno, cnupomerpust
TTOKa3aTeNbHa TOJBKO y AeTel crapiie
6 mer.

YV manpunkoB ¢ M1/l noka3zarenb
JKEJI 6onee 1,8 1 yka3piBaeT Ha
MHUHUMAJIbHYIO CTENIEHb BEPOSITHOCTH
HOYHOH TUTIOBEHTHIISIIHN

Jeru, notepssiiue
BO3MOXKHOCTH

XOIIUTH B CBS3H

¢ IIporpeccupyromein
MBIIICYHOH c1a00CThIO
WJIH JIeTH, HE
HAYUHAOIINE XOTUTh

HeBo3MOXXHOCTH XOIHUTH YKa3hIBAET
Ha YMEPEHHYIO WU TSKEITYIO CTCIEHb
MBIIIEYHOH CJ1ab0CTH

Heru no 1 rona
C MBILIEYHON CJIa00CTBIO

Ecnu 3a6oneBaHme MpOSIBISETCS yXKe 10
1 roma, 3TO 4acTO yKa3bIBaeT Ha Ooyee
TSDKEITYIO CTENEeHb 3a001eBaHUs

Jetu ¢ cuMnroMaMu
00CTPYKTHBHOTO
armHod CHA MJIM HOYHOM
THIOBEHTHIISIIHCH

CwM. pa3zen ¢ TaHHBIMH KIIMHUYECKUX
HCCIIeTOBAaHUI

Jetu co c1abocThio
nuadparMel

HouHast rumoBeHTHIIALNS MOXXET UMETh
MECTO JaXKe IPH COXPaHEHUN (PyHKIIUH
JPYTHX MBIIIII

Jeru ¢ cuaapoMomM
PHUTHIHOTO MTO3BOHOTHHKA

VY Takux gerei UMeeTCsl MMOBBIIIIEHHBIH
PHUCK HOYHOW THIIOBEHTHIISIIIVH,
HECMOTPSI Ha OTHOCHUTEILHO COXPAHHYIO
OOIIIYIO CHITY MBIIIIII, COXPAHHYIO CITO-
COOHOCTB XOUTH U OJM3KUE K HOPME
noxka3arenu JKEJI

Ha nanHbIii MOMEHT HE NPOBOAWIIOCH UCCIEA0OBAaHUN ONITH-
MaJlbHOM PEryIsIpHOCTHU MIPOBEICHNS MOHUTOPUHTa HOYHOT'O CHA.
B CoBMecTHOM 3aKiTiOueHUN AMEPUKAHCKOTO TOPAKAIBHOTO 00-
[IecTBa 1o MHOIUCTpoduH J{IoleHHa mpe/TaraeTcs IPOBOIUTh
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MOHUTOPUHT | pa3 B roa’’. JleTsiM paHHEro BO3pacTa ¢ MoKa He
OTIPENIETICHHON CKOPOCTBIO MPOTPECCHPOBaHU 3a00NeBaHMS,
a TaKke JIeTsiM 0osiee CTapIIero Bo3pacTa, JeMOHCTPUPYIOIIIM
KJIMHUYECKOE YXYIILIEHUE WU CTPAJAIONIUM OT MOBTOPHBIX MH-
(exuuii, HOYHOH MOHUTOPUHI MOXKET OBITh II€JICCOOOPA3HBIM
MpoBOAUTH yarie 1 pasza B rof. JJaHHbIE HOUHOTO MOHUTOPUHTA
JIOJDKHBI UHTEPIIPETUPOBATHCS ONBITHBIM CIEIIMATUCTOM, 00JIa-
JAIOIIMM 3HAHUSMHU B 00JaCTH MEAHMIIUHEI CHA. B OonbIIMHCTBE
KpYMHBIX OonbHUIl BenmukoOpuTaHuu MMeeTcst Bpad-COMHOIIOT,
KOTOPBIA HHTEPIPETUPYET PE3YJIbTAThl UCCIIEIOBAHUM CHA.

IlaHHble uccnenoBaHuii

Pesynerarhl AByX HCCIEIOBaHMN ITOATBEPKAAIOT, YTO II0
JAHHBIM HOYHOTO MOHHUTOPWHTA MOXKHO TPOTHO3HPOBATH TEMITBI
MIPOTrPeCcCUpPOBaHKs HEWPOMBIIICUHBIX 3aboneBanuil. B panmo-
MU3UPOBAaHHOM KOHTPOJMPYEMOM HCCIICIOBAaHUN H3y4alliCh JIBE
rpymmsl nmanpeHToB: narueHTsl Ha HUBJI u nanmenTs! 6e3 pecrnu-
paTOpHOM MOJJIEPHKKHU, B 1IETIOM 26 YEJIOBEK C HEHPOMBIIIIEUHBIMHU
3a00eBaHUSAMHE 1 3a00JIeBaHUSIMU TPYIHON CTEHKH, C HOYHOW TH-
[IEPKAITHUEN U JHEBHOM HOPMOKAIHUEH. Y KOHTPOJIBHOM I'PYIIIIBI
B TeueHuUe 2 JICT pPa3BUJIaCh JHEBHAS THUIICPKAITHUS W/WIH HaOJFOIa-
JIOCh IPOTPECCUPOBAHUE CUMITOMOB'®. B peTpOCHEeKTHBHOM IIpo-
JOJILHOM OIMcaTeIbHOM HccienoBanuu 18 mamuentos ¢ M/ 6e3
nopaepxku UBJI (crapme 14 ner, menuana Bospacra 17,8 rona)
MUHHMAITbHBIE BEIWYMHBI TTOKA3aTelsl MapIHaibHOTO JaBJICHUS
KHCJIOpO/Ia B apTepuanbHoi KpoBu PaO, Ipy HOYHOM M3MEpEHNH
KOPPENPOBAIIH C JajbHEHIIEN BEDKHBAEMOCTHIO MAIIMEHTOB®,

MynbcokcumeTpus

Ha nacTodmuii MOMEHT HE MPOBOAMIIOCH MCCIENOBAHUM,
B KOTOPBIX OBbI CHEIMAILHO OIIEHWBAJIOCh, HACKOIBKO U3MEpe-
HHE TOJIBKO OJTHOTO MOKA3aTeNsl OKCUT€HAllMU KPOBU B paMKax
MOHUTOPUHIA HOYHOTO CHA JAOCTATOYHO WJIM MOKA3aTEIbHO IS
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OIpeNEICHNs HOYHON TMIIOBEHTWISILUY Yy JETEH W B3POCIBIX
C HEHpOMBILIEYHbIMU 3a00eBaHUAMU. B onHOM HccnenoBaHnu
aHan3upoBanrch nanueie 50 nereit (23 n3 aux ¢ HM3), ncrosns-
3oBaBmx HWBJI mnu anmaparel BEHTWIALMH C MOCTOSHHBIM
nonoxuTensHeIM faBieHueM (CPAP) B cBsi3u ¢ HapylleHHEM
JBIXaHHA BO BpeMs cHa. VccnenoBaHue npoaeMOHCTPUPOBAIIO,
YTO JIMIIb 110 JaHHBIM M3MEPEHHUs] OKCUTE€HAIMM KPOBH HE yna-
€Tcs BBIIBUTH BCEX MAIMEHTOB C TUIEPKAIHUEH (110 YPEeCKOX-
Hoi mynbcokcumerpun, CO, Gonee 50 M pr. cT. B Teuenue 10%
BPEMEHH M3MEPEHHI WM B TEUCHUE HE MEHEe 5 MUH. MoApsia)’.

OxcukanHorpatus

Ha nacrosiiumii MOMEHT HE NPOBOAMIOCH HUCCIENOBaHUM,
B KOTOPBIX OBl CHIEMAIEHO OLEHUBAIOCH, HACKONBKO YPECKOXK-
HO€ M3MEPEHHE TONBKO NBYX nokasarenei: CO, u OKCHIeHalMu
KpPOBHU B paMKaxX MOHUTOPHHI'A HOYHOIO CHa — JOCTaTOYHO MM
[IOKA3aTEeJIbHO VIS ONIPEAEICHUS] HOUHOH TMIIOBEHTHWISILMN Y Jie-
TEH WK B3POCIIBIX C HEHPOMBIIIEUHBIMU 3a001eBaHusIMU. OLICHKE
JAHHBIX IIyJbCOKCUMETPUM U OKCHKAaIHOrpaguu MOCBAIIEHO
JUIIb HeOonbIIoe nccnenoBanne 11 manuenToB ot 15 no 75 mer
C pa3HOOOpa3HBIMU MBIIICUYHBIMU 3a00JicBaHUAMU. [laHHBIC
MTyTbCOKCUMETPUH COMOCTABISUTUCH C PE3yNbTaTaMu H3MEpEeHUH
YIIIEKUCIIOTO Ta3a B BBIIBIXaEMOM BO3JyXe. Y BCEX 5 MaLUEHTOB
¢ BbIpakeHHOM runepkannueii (CO, B BBIIBIXaeMOM BO31yXe 00-
see 47 MM PT. CT.) TaKkxke ObLIa BbISBICHA JAecaTypaiys’.

Pecnuparopnas nonurpacgus
(kapauopecnupaTopHbIii MOHMTOPUHT CHA)

Ha nacrosiiiuii MOMEHT HE IMPOBOIWIOCH HUCCIICAOBAaHUM,
B KOTOPBIX OBI CIIEINAIbHO OIIEHUBAIOCH, HACKOIBKO PECTIUPATOP-
Hast monurpadus B paMKax MOHUTOPHHTa HOYHOTO CHA AOCTaTOY-
Ha WIN NTOKa3aTebHa sl ONPEAETICHNS HOYHOM TMIIOBEHTUIISILIA
y JETeH UM B3POCIIBIX ¢ HEMPOMBIILIEIHBIMH 3a00/ICBaHHSMH.
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Monucomuorpadus

Ha nacrosiiuii MOMEHT HE NPOBOIWIIOCH HCCIIEIOBaHUMH,
B KOTOPBIX OBl CIIEIHAJIbHO OLEHWBAINCH OOBEMBI HOYHOTO MO-
HUTOPHHTA, HEOOXOMIMBIC [T BEISIBIICHS ICTEH C HAPyIICHUSIMA
JIBIXaHUS BO BpeMs cHa cpeau faeteid ¢ HM3. B aByx coBMECTHBIX
3aKIIIOYCHUSIX 110 CTaHaapTaM nomotw nauuearam ¢ M/1JI u CMA
JICTSM C MOBBIIICHHBIM PUCKOM HAPYIIICHUS JBIXaHUS BO BpEMS CHA
PEKOMEH TyeTCs TIPOBOJUTE ITOJMCOMHOTPAHUIECKOe HCCIIEI0Ba-
HEe B IOJHOM 00beMe’” ¥, O6a ToKyMeHTa yKa3bIBAIOT Ha TO, YTO
TIPOBEICHUE TTOAPOOHOM MOIMCOMHOTpadH He BeeTaa BO3MOKHO,
[I0O3TOMY PEKOMEH/I0BAHO ITPOBOJUTH HCCIIEJOBAHUE B MAKCUMAJIb-
HOM 00beMe, HACKOJILKO 3TO MTO3BOJISIFOT UMEIOIIAECS PECYPCHI.

Pexomenpauum

» Jlna nereit ¢ nokasareneM JKEJI menee 60% OT J0JKHOTO,
a TaKKe M JIeTeH, TOTEPABIIUX CIOCOOHOCTh XOIUTH B CBSI-
3H C MPOrPECCUPOBAHUEM MBIIIICYHOM CTa00CTH UITH HE HAYH-
HABIIIUX XOJUTh, OIEHKY HAPYIICHUS JIbIXaHUS BO BPeMs CHa
HEe00X0IMMO TIPOBOIUTE He peke 1 pasa B rox. [D]

Mone3ubiii onbIT

» OueHKy HapylIEHHs AbIXaHHS BO BpPEMs CHa HEOOXOOMMO
MIPOBOJIUTH HE pexe | pas3a B roJ BceM AeTaM A0 1 roga ¢ Mbl-
LIEYHOH cJIa00CThIO, a TaKKe BceM aeTaM ¢ HM3, umeronium
CHUMIITOMBI OOCTPYKTHBHOI'O alHO® CHAa WJIM HOYHOH I'HIIO-
BEHTWJIILIMY, JCTSAM C KIMHUYECKH SBHOW cIabOCThIO Iua-
(pparMbl HITH CHHIPOMOM PHTHIHOTO MO3BOHOYHHKA. [V]

» Ornenky HapylIeHHUs ABIXaHUS BO BpeMs cHa damie | pasa
B IO/l cieyeT MPOBOJUTH JIETSIM paHHEro Bo3pacTa ¢ Hesic-
HBIMH TEMIIAMH NPOTPECCHUPOBaHUS 3a00JeBaHUs, OCTIM,
KOTOpBIE JIEMOHCTPUPYIOT YXYAIIEHNE KINHUYECKUX MOKa3a-
TeJel, CTpaJaroIuM OT HOBTOPHBIX MH(EKINI 1 MMEIOLIM
CHMIITOMBI HAPYIICHHS JBIXAHHS BO BpeMs cHa. [V]
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» Ecmu pesynasraTel KOPPEKTHO TPOBEEHHOW HOYHOU ITyihb-
COKCHMETPHH JEMOHCTPUPYIOT carypaiuio He Hinke 93%,
9TO CYMTAETCS TOCTATOYHBIM JJISI MCKITIOYCHHUS KIMHUYECKH
3HAYUMOM HOYHOW THITOBEHTUIIAINHN ¥ neteit ¢ HM3 6e3 co-
OTBETCTBYIOIIMX CUMIITOMOB. [\/]

» Bcem nersiM ¢ HOYHOM OKCUTEHAIMEH HIDKE HOPMBI JOJDKHO
MIPOBOJIUTHCS TTOTUCOMHOTPA(UIESCKOE UCCIICAOBAHUE, BKITIO-
yaroliee o MeHbLIeH Mepe OKCUKATHOTpaduio. V]

» B cryuyae HesICHON STHOJOTHH HAPYIICHHS JBIXaHUS BO Bpe-
ML CHa HEOOXOIMMO MPOBEICHIE onrcoMHorpadun. [V]

P /s HEKOTOPHIX MAlMEHTOB ONTHMAIBHBIM HCCIIEIOBAHHEM
OyzmeT TpoBeleHHAs B JOMAITHUX YCJIOBHSIX IOPTaTHBHAS
HOYHAs OKCHKAITHOTpadus Wik moxucoMuorpadus. [V]

» JlaHHbIE HOYHOIO MOHHUTOPUHIA JOJKHBI HHTEPHPETHUPO-
BaThCsl OMBITHBIM CIICIUAIMCTOM, OONATAIONIMM 3HAHUSIMHU
B 00J1aCTH MEIULIMHEI CHA. [\/]

WUccneposanus, no3sonsowmne BbISBUTD
pucK acnUpaunoHHO NHeBMOHUN

TpyaHoCTH pU IpUEME UM Y TALUEHTOB JETCKOIO BO3-
pacta ¢ HEHPOMBIIICYHBIMHA 3a00JIEBAHUSMU OAPOOHO OCBE-
LIEHB] B CIIELIMANIBHON JiuTeparype. Hapymenue mioraHus yse-
JMYMBACT PHCK Pa3BHUTHs aCIHMPalMOHHONW mHeBMOHHMH. Cpenun
CHMIITOMOB, CBHJIETEIbCTBYIOIIUX O POrPECCHPOBAHUY AUCha-
T'HH, — KallleJIb WK TIOTIEpXHUBAaHKE MIPU IPHEME TTUIIH, 8 TAKKE
yBEITUYEHHE TIPOIODKUTEIBHOCTH KOPMIIEHHUS®!,

Acnmpariysi MOXeT MPOUCXOANUTH HE3aAMETHO M MPOSBIISTh-
CA JIMIOb ITOBTOPHBIMU ITHEBMOHHUAMMU. He CyIE€CTBYET «30J10-
TOTO CTaHIaapTa» OJid BBISABJICHHSA CJIIy4acB acCIiUpalunu. HpI/I
MOIO3PEHUHU Ha aCIUPAMOHHYIO ITHEBMOHHIO B OOJIBIIMHCTBE
OOJIBHUI] MAIMCHTA HAMpaBAT Ha KOHCYJIBTAIMIO K KIHHHYE-
CKOMY JIOTOIIE/y, KOTOPBIA MPOBEAET OIEHKY KEBaHHS M TJIO-
TaHWs y TAlMEHTa W MPU HaJIWYUKM HApPYIIEHHH HAlpPaBHUT €ro
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Ha BHJEO(]IIOOPOCKONNYECKOE HCCIeNOBaHue. Takoe MCCieno-
BaHHE IMOMOXKET OMPENEIHNTb, HECYT JIN KaKue-TuOo Hapylie-
HUS JIBW)KEHUS OPTaHOB POTOBOM ITOJIOCTH, MPOIECCa JKEBaHUS
WIN IJIOTaHUsl PUCK acnupanuu. KpoMe yka3aHHBIX (akTopoB,
JUisl 0E30MACHOCTH KOPMJICHUSI BOXKHO TaKKe IMOJOKEHHE Tena
1 PUKCUPOBAHHOE MOJIOKEHHE TOJIOBBI PeOCHKA BO BpEMS €Il

Ecim nmocrie oleHKr KauecTBa IIIOTaHUs NAIlMeHTa CIeIHa-
JIUCT JIeTIaeT BHIBOJIBI O HAJTMYMH PUCKA aCIIUPAIIH, TTAIUEHT MO-
JKeT OBITh HalpaBJIeH Ha BUICOQIIOOPOCKOMHUI0. Takue ocMoTp
u obcnenoBaHne Mal0T NOAPOOHYI0 HHpopManrio 06 obenx (a-
3aX MIOTaHUs: POTOBOM M IIOTOYHOM. B ciiyuae siBHOU ropras-
HO¥ acnupalu B Xo/1e o0ciea0BaHus oHa OyneT 3aduxkcupoBa-
Ha. Ecnu copeprkumoe, Haxonsmieecss Ha 3a/HEH TOBEPXHOCTH
HA/IFOPTaHHUKA, MOMAAET B TOPTaHb, TAKOE HEPHU3HOIOTHIHOE
JOBIDKCHHE MUIIM MOXXET HPUBECTH K aclupaniy, OCOOEHHO
B ClIydYae, €CJIM MAIleHT YTOMIICH.

Ji pa3nuvHBIX HEPBHO-MBIIICYHBIX 3a00JIEBAHUN Xapak-
TEPHBI pa3HbIE BUBI HAPYIICHHS TIIOTaHUs. Y TIAIIEHTOB C TSKe-
JIOM CTETIEHBIO MaTONIOTHH, Takoi kKak CMA 1-ro Thia, MOXKET pas-
BUTBCS MApE3 TOJIOCOBBIX CBSI30K, M JIJIsl HUX XapaKTepHa «THXast
acruparus», KoTopas MpoXoauT HesamedeHHoi™ . ¥V meteii ¢ MIJ]
HauOoJiee 3aTpoHyTa poToBas (as3a IIOTaHWs, a 3HAYUT, MALUEHT
MOXKET JaBUThCS MHLIEH, JaXKe HECMOTPSI Ha OTHOCHTEINIBHYIO CO-
XPaHHOCTH I10TO4YHO# (ha3br®. Hexoropeie netu ¢ HM3 nozsepra-
FOTCSI PUCKY aCITUPAIIAX TOJIBKO B OCIIA0JIEHHOM COCTOSIHUU U TIPU
MIOBBIIIIEHHOM YPOBHE TpPaxeoOpOHXHANBHON cekperun. [lpu
BUICO(ITIOOPOCKOTIMYECKOM HCCIICJIOBAHUH JIENIACTCSl KOPOTKOE
BUJICO, OTpaXKarollee IMPOIECcC MIOTAaHUS Ha MPOTSHKECHWH JIHIIb
HeOOJIBIIOTO MPOMEXKYTKa BpeMeHH. [Ipr 3TOM MOXKET CO3/1aBaTh-
Csl WJUTIO3UsI HOPMBIL. Jlake TP MOBTOPHBIX MCCIIEAOBAHHUAX OT-
JeTbHBIC 3Talbl TIIOTaTeNIbHOTO MPoLEcca OCTaHyTCS HE OTpake-
HBI, B TOM YHCIIE, BO3MOXKHO, U MOMEHT acrimparun. [loatomy npu
WHTEPIPETAUN PE3YIBTATOB BUACOPITIOOPOCKOITNH HEOOXOIMMO
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YUUTHIBATh AHAMHE3 U KIMHUYECKUE IOKa3arenu. B uccnenosa-
Huu 30 marmentoB ¢ MIJI ot 6 niet 10 31 rosia ¢ TOBTOPHBIMU MH-
(heKkMsAMHU JIBIXaTENBHBIX MyTEH WIN MTOTIEPXUBAHUH TIPH TIPHEME
UM, KaK BBISIBHJIA BHICO(IIOOPOCKOIHS, MPOOIEMBI C TIIOTaHH-
€M He BCer/a IMPUBOIVIN K aCIHPaITim®?,

HenocpenctBeHHOE HAOIIONEHUE 32 MIPOLIECCOM TJIOTaHUS
MOKHO OCYIIECTBHUTD C [IOMOIIIBE) THOKOTO 9H]I0CKOTIA. DHJIOCKOI
MPOBOAUTCS YE€PE3 HOCOBBIE XOABI B 33JHIOI0 YaCTh IIOTKUA Haj
rOpTaHblo, YTOOBI HAOMIONATh 32 TOPTAHBIO HETOCPEICTBEHHO
B MOMEHT IJIOTaTeIbHOro ABMKeHus. Takas mporenypa TpedyeT
OT CIIEIMAJINCTA OIbITa U ONPEACICHHBIX HABBIKOB, U HA CEroj-
HAITHUAN JTIEHb OHA PEIKO HMCIOIB3YETCS JJIA OICHKU TTIOTaHUS
y JIeTei ¢ HeHPOMBIIIICYHBIMY 3200JICBAHUSIMH.

HaHHble nccnenoBaHmii

B xozie deThipex 00CEepBaIlMOHHBIX HCCIICIOBaHUI® 54

npu
[IOMOIIIM OIIEHKH KIMHUYECKHX IOKa3aTellel, a TakKe BHIEO-
(hmroopocKkoni OBLTH MPOAHATU3UPOBAHEl JaHHBIE 57 merei
¢ MIIJI, BpoXKJeHHON MHOMaThue W BPOXKIECHHON MBIIIEYHOM
nuctpodueli. Kak mokazanu ucciienoBaHus, BUACOPIFOOPOCKO-
mus y aereit ¢ HM3 yacto mokasbsiBaeT OTKJIOHEHUSI OT HOPMBI,
HO 3TO HE BCEI/Ia COYETAETCS C HAIMYUEM CUMITOMATHKU. B oni-
HOM HuccienoBanuu 14 getel ¢ Mepo3UH-HETaTUBHON MBIIIICUYHOM
muctpoduelt mATH AeTsAM, Y KOTOPhIX Ha BHIEO(IFOOPOCKOIINU
BBISIBIICHBI CUMIITOMEI TIOTIA/IaHUS TIUIU B TOPTaHb WM TPaxelo,
ObLTa MpOBeIeHA TaCTPOCTOMUS M TPEKpaIleHO NMUTaHHUe 4depes
pot. BriocnencTBum y Bcex 5 neTel yBeMMUMIIACh Macca Tela
M COKPATHJIOCHh KOJIMYECTBO PECIUPATOPHBIX OCIOXKHEHHI®' . 13
24 ManBEIMKOB U MOJIONBIX Jroneit ¢ MJI/I, mMeBImx B aHaMHe3e
TPYAHOCTH C TIIOTaHUEM, TIOTIEPXUBAHUE 1 TIOBTOPHBIC HH(EKIMH
JbIXaTeNbHBIX MyTeH, Ha BUACO(IIOOPOCKONUN HH Y OAHOTO Ma-
[IMEHTa HE 0OHAPYKUIOCH MOMAaHus THIIHU B Tpaxero®> &,
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Mone3Hblii onbIT

» Jletsm c HM3 u TpyaHOCTSIMHU TJI0TaHUS B aHAMHE3€ He00X0-
JMMa KOHCYJBTalus KIMHAYECKOTO JIOTONe a, KOTOPBIH Mpo-
BEJIET OIICHKY IIIOTaHHUsI, a TAKKE BHIEODIII00POCKOITNIECKOES
HCCIieI0OBaHUE IPH HAJTMYUH TI0I03PEHHI Ha HApyIICHHUE TII0-
Tarus. [V]

OYUCTKA OAbIXATENbHbIX NYTEN OT
CEKPETA U TPEHUPOBKA [AbIXATENIbHON
MYCKVIATYPbI

B COOTBETCTBUU C TEXHUKOW OOJILILIMHCTBA METOAOB Ca-
MOCTOSITEIbHOW OYMCTKH JIBIXaTCJIbHBIX MyTeH pPeOCHKY Mpel-
JlaraeTcs CHauaja cJenath rTyOOKWH BJIOX, a 3aTeM — PEe3KUi
YCHUJICHHBIA BBIIOX WM KanuieBoe aprokeHue. [Ipu riryboxom
BJIOXE BO3JYyX, IPOXOJsl IO OCHOBHBIM U KOJIJIATEPaJbHBIM ITy-
TSIM, OKa3bIBAE€TCS HIDKE CIIM3UCTOH MPOOKH, pacKphIBaeT yda-
CTOK JBIXaTeIbHBIX IyTeH, CIIOCOOCTBYET 3BaKyallld CEKpeTa
M3 MEJIKMX MyTeH M MPOJABMIKEHHUIO €ro K KPYIHBIM OpOHXaM.
3areM CeKpeT APEHUPYETCs U3 IEHTPATBHBIX JBIXaTCIbHBIX Y-
TE€H 3a CUET MPOAYKTUBHOIO KAl WM YCUJIEHHOIO BBIIOXA.
CaMocCTOsITeIbHBIE METOJbI OYMCTKHU JBIXaTCNbHBIX MyTel He
3¢ (eKTUBHEI B ciiydae ¢ JEThbMH C TsDKEIbIMU (popMaMu Hew-
POMBIIIEYHBIX 3a00JIeBaHHMA, TOCKOIBKY TaKWe AETH HE MOTYT
CAeNaTh TTyOOKHA BIOX M HE MOTYT IMTPOU3BECTH MPOAYKTUBHBIH
Kamienb. Anmaparbl BbICOKOYAaCTOTHOW OCHUJUISSTOPHON BEHTH-
JIALIMK C ITOJIOKUTEJIBHBIM JIABIICHUEM B KOHILIEC BBIIOXA TAKKE
He TIPUMEHHUMBI JUIs JieTel ¢ TshkenbiMu HM3, Tak kak peOeHKy
MPUXOIUTCS JenaTh Ooee ITyOOKUi BIOX, a Ha BBIOXE — TIpe-
0J10JIEBAaTh COMPOTUBJICHHUE, B TO BPEMS KaK OCLMIISLIUS TPOUC-
XOAUT UMEHHO BO BpEMs BBIJIOXA.
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®u3nyeckan Tepanus rpyaHoii KneTku ans perven
C HelipoMbILIEYHbIMN 3260/1EBAHUAMM

s 6omee 3PpPEeKTUBHOTO TPESHUPOBAHUS MOKPOTHI (HhH3H-
YCCKYIO TCpalllui0O MOXKHO MMPE€ABAPATh UHIaJIIIUAMHA, B TOM YHC-
JIC YBJIQXHCHUCM BAbBIXaCMOI'0 BO31YyXa, HHTAJIALIUAMUA C MYKO-
JIMTUYCCKUMMU IIperiapaTaMu WJIN THINECPTOHUYCCKUM PaCTBOPOM

NaCl.

CranpaprtHas thuanyeckas Tepanus rpyaHoil KneTku

B crarmapTHyio (QU3MYECKYIO TEpanuio TPYIHON KIETKH
BXOJIUT MOCTYPaIbHBIN APEHAX U TEXHUKHA MaHyaJIbHOTO BO3/ICH-
cTBUS (MEPKYTOPHBIN 1 BUOpPAIIMOHHBINA Maccax). [lepkyTopHBIit
MacCaXX IPyJHON KJIETKM MOXKHO IIPOBOAMTH PYKOM, MaJIbLIAMU
WM JBIXaTeNIbHOM Mackod. OOBIYHO OH XOPOIIO MEPEHOCUTCS
Y LIMPOKO MPUMEHSETCS s AeTel MIIaIIero Bo3pacTa u Ipya-
HBIX JIETEH, a TaKKe MOXET OBITh A (EKTUBEH IS IETeH TPpyI-
Horo Bo3pacta ¢ HM3 Hapsany ¢ caHanyeid HOCOINIOTKHU.

[Ipu BHOpanMOHHOM Maccake TPYIHOW KIETKH B Havale
BBIJIOXa TPOM3BOAUTCS OBICTPOE HAJABIMBAIOIIEE IBM)KEHHE
C TOCJIEYIONUM BHOPAIMOHHBIM HAJaBIMBAaHUEM 0 OKOHYA-
HUs BbIoXa. [IpUHATO cunTaTh, YTO HaJABIMBAHUE C BHOpPAIH-
eil Ha TPYAHYIO KJIETKY COCOOCTBYET JPEHHUPOBAHUIO MOKPOTHI
3a CYET MOBBIIEHNS TUKOBOM CKOPOCTH BBIOXA, YTO IIOMOTAET
MIPOIBMXKEHHIO CEKPETa K KPYITHBIM JbIXaTeIbHBIM Iy TAM, U3 KO-
TOPBIX CEKPET MOXKET OBITh YJaJIeH IPU Kalllle WU IIyTeM CaHa-
nuu. Jletsm o 1 roma BUOpAITMOHHBINA Maccak HEOOXOAMMO IIPO-
BOZIUTH C OCTOPOXKHOCTBIO M3-32 MOJATIIMBOCTH TPYIHONW CTEHKH
Y BBICOKOTO 00BbEMa 3aKpBITHA JIETKHX, YTO 00yCIOBIMUBAET PUCK
pasBuTHs atenekraza. CtaHaapTHas u3HUecKas Tepamnus Tpy-
HOM KJIETKH OyzaeT 3¢ QeKTuBHEe, €ClIM NalUeHT CIIOCOOCH cle-
nate TiTy6okuit Box. [myGokoe AbIxaHne MOKHO MOAJICPKUBATH
3a CYUeT aIapaTtoB HEMHBA3UBHOW BEHTHIISIIUY WM BEHTHIISAIIUU
C TIEpEMEKAIOIIIUMCSI TTONIOKUTENHHBIM fAaBieHueM (IPPV).
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WuTpanynbmoHanbHasa NEepKyCCUOHHAA BEHTUNALUA NErKuxX

UIIBJI (IPV, intrapulmonary percussive ventilation) — 3to
MoAu(UKAIM TEXHUKA BEHTWIALMH C IEPEMEXAIOUIMMCS T10-
noxutensHeIM naBienueM (IPPB). Ilpu ucnonszoBarnu MITBJI
MaIMEeHTy MOAAIOTCS Malible MOPIIMK BO3/IyXa C BBICOKOW Ya-
croroii (100-300 u Oosee AbIXaTeNbHBIX OBMKECHUN B MUHYTY)
B COOTBETCTBUH C MHIMBHIYATbHBIMU XapaKTEPUCTUKAMH BIOXA
U BBIAOXA ManueHTa. [Ipu 5ToM BHYTPH JIETKOTrO CO31aeTcsl BU-
Opauusi, KOTopasi IOMOTaeT OTXOXKICHUIO MOKPOTHI.

BbicoKoyacToTHAA OCUMANALUA FPYAHOIA KNETKN

BricokogactoTHas ocrmustus TpyaHon kietku (HFCWO,
BOTI'K), obecneuunBaromiascs pUTMHUUYESCKHMMU CIABIMBAHUSMU
TPYIHOM KIIETKH, MOXET CO37aBaThCs IUIOTHO MPUJIETAIOIINMHU
HaJyBHBIM JKUJICTOM WU KUPACHBIM PECIUPATOPOM C 3aJaHHOU
yactotoit B 5-20 I'ti. Bubpanus rpyqHOH CTEHKH CO3/1aeT OCIHII-
JSAIUIO JBIXaTeNbHBIX MyTEeH W TakuM 00pa3oM CIOCOOCTBYeT
JIPEHUPOBAHUIO CEKpeTa M3 Mepu(epuIecKux MyTel K poTOBOM
nonoctu. B ycnosusx npumenenus: MIIBJI u BeicokouacTOTHOM
OCIWUISILIMY CYIIECTBYET BEPOSATHOCTh MOOMIIM3ALIUN OOJIBIIIOTO
00beMa MOKPOTBI, ITI0O3TOMY Ba)KHO UMETh O]l PYKOH COOTBET-
CTBYyIOIIICE OOOPYJIOBAHUE JJIsi SKCTPECHHOW CUTyaluu (MEUIOK
AMOY, 3JIEKTPOOTCOC | JIp.) Ha CIIy4aid, €CIM CIU3UCTasi MPoOKa
MIOTAJIET B IEHTPAJbHBIC JAbIXaTebHbIC Ty TH.

CTumynupyowas cnupomeTpus

CTUMYIMPYIOMHANA CITUPOMETP IO3BOJISET COBEPIIATH JIbI-
XaTeIbHbIC BIKEHUS, MMUTHUPYIONTNE B3JI0X N 3€BOK, ITOOY-
JKIas TalUeHTa CIeliaTh MIyOOKHM, MEJICHHBIN, JIMTEIbHBIN
BlIOX. B cTUMynupyroleM CupoMeTpeE UMEIOTCS MHANKATOPHI,
KOTOpBIC JAI0T MAIMEHTY HADIATHYIO IMOJOXKHUTEIBHYI0 00par-
HYIO CBSI3b, KOIJIa OH MPOU3BOAUT BJIOX C YCTAHOBJICHHBIMU CKO-
POCTBIO I 00BEMOM TTOTOKA U 33JIepKIBAET IBIXaHUE HE MEHee
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yeM Ha 3 c. Takoil npubop yBenuunuBaeT 00beM BABIXaEMOI0 BO3-
IyXa, pPa3BUBACT [IbIXaTeIbHYI0 MYCKYJIaTypy U BOCCTaHaBIIUBA-
€T WM BOCIPOM3BOAUT Yy MAalMEeHTa (HU3UOIOTHUECKUN THII JIbI-
XaHHA C Iepepas3ryBanneM Jerkux. [Ipudop yacto ncnomnp3yercs
B [TOCJIEOTIEPAIIIOHHOM TIEPHOJIE.

®opcupoBaHHblii Kawenb

Mertons! GopcHUpOBaHHOTO Kallisl 3aHUMAIOT BaXKHOE Me-
CTO CpeaH YHIpaXHEHUH A 3G GEKTUBHONW OUYUCTKH AbIXaTeNb-
HbIX myTeil y mereit ¢ HM3. dopcupoBaHHbBIN Kallenb UMEeT
JIBE COCTAaBJISIIOLIME: BO-IIEPBBIX, YBEINUYEHHE 00beMa BIOXA H,
BO-BTOPBIX, YBEITMUEHUE CHJIBI BBIJI0XA, TPUIIOKEHHOM K BIBIXA-
eMoMy 00beMy. O0a KOMIIOHEHTa YBEIIMYMBAIOT IKCITUPATOPHBIN
MIOTOK BO BPEMsI KalllI.

Cy1ecTByeT HECKOJIBKO METONUK, MPU MOMOLIM KOTOPBIX
MOXHO YBEJIMYHUTh HHCIIUPATOPHBIA 00BEM JIETKUX, €CIH (PyHK-
st OynbOapHON MYCKyJIaTypbl HO3BOJISIET 00ECIICUUTh 3aKpPbl-
THE TOJIOCOBOM wLienu. MakcuMmaibHas €MKOCTh MHCYGIInuu
(MIC) — »T0 MakcUMaNbHBIH O0BEM BO3IyXa, 3armacacMbIid
B JIETKHX MalMeHTa MOMHMO CIIOHTaHHON >XW3HEHHOW eMKO-
CTH JIETKUX. DTOT 00BEM JOCTHUTAETCs, KOT/AA MAIMEHT AejaeT
DIyOOKHMI BIOX, 33Jep)KUBACT JIBIXaHUE, a 3aTeM MPHUMEHSEeTCS
MeIoK AMOY, pEKMM HCKYCCTBEHHOH BEHTHJISIIMU C YIIPaBIs-
€MBIM 00BEMOM HJIM HAalMEHT UCHONB3YET IoccodapruHIeansb-
Hoe apixanue. Ecnu B cuity OynbOapHOi AMCOYHKIMHM HalUeHT
HE B COCTOSHHUM IIOJHOLEHHO 3aJep)KUBaTh AbIXaHHE, MOTYT
HCTIONIB30BAaThCA METONBI maccuBHOW WHCypQusamuu. C 3Toi
LEJIBI0 MOXKHO UCIIONIb30BATh CIIEUANLHBIN Memok AMOY ¢ Tie-
PEKPBITHIM 3KCIUPATOPHBIM KJIallaHOM (BapHaHT Melrka AmOy
JUISL pEKPYTMEHTA JIETKHX)® B COYETAaHUU C MEXaHHMYCCKUM OT-
KalllTMBaTeIeM WIH PECIUPATOPOM C KOHTPOIUPYEMBIM 00Be-
MOM JIs TOTO, YTOOBI €JMHOBPEMEHHBIN 00BbEM MOJa4YH IPH BIO-
Xe MPHOIIKANICS K JOIKHOM eMKocTH Broxa®. JlocTuraemsiit
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IIPY UCIIOJIb30BAHUN METOAOB NAacCUBHOM HHCY(husnuu o0b-
€M BJOXa Ha3bIBaecTCAd HMHCY(D(UIALMOHHON E€MKOCTBIO JIEIKHX
(lung insufflation capacity).

I'moccodapuHreanbHoe JpIXaHUE OCYIIECTBISETCS 3a CUET
cepur u3 6—10 mIOTaTEeIBHBIX JBUKEHUH, COBEPIIAEMBIX C IO-
MOIIBIO TYO, s3bIKa, MSATKOTO HEOA, IOTKH U TopTaHu. Bo3myx
yAEPKUBAETCS B TPYAHOM IOJIOCTH 3a CUET rOpTaHH, KOTOpas
JEeCTBYeT Kak KJalmaH B TO BPEMs, KaK POT MALEHTa OTKPBIT
ISl HOBOT'O TIOTaTeNnbHOro aBikeHus® ¥, Takum ob6pasom ocy-
LIECTBIISIETCS] IbIXaHUE Y JIATYLIKH, [O3TOMY IiloccodapuHre-
QJIBHOE JIbIXaHNE UMEET TaK)Ke HeTEPMHUHOJIOIMIECKOE Ha3BaHUE
«IIBIXaHUE JSITYIIKW». Takoil crnoco® AbIXaHHs, IOMUMO TTOMO-
M TPOAYKTHBHOMY KAlIUTIO, MOXKET IO3BOJHTH MAIlMEHTaM,
nosb3yromumMces UBJI B TeueHue nHs1, HEKOTOPOE BpEMS AbIIIATh
CaMOoCTOATEIbHO. HeKoTopble manyueHThl NpUyYaroT ce0st K II0c-
co(aprHIreanbHOMY IBIXaHUIO U MOJHOCTBIO NMEPEXOIST Ha ca-
MOCTOSITEJILHOE IbIXaHUE B JHEBHOE BPEMSI.

O6wem BeIIOXa y nereit ¢ HM3 MOXXHO yCHITUTH HaXKaTh-
MU Ha TPYAHYIO WM OPIOLIHYIO CTEHKY, TAKOH METOJ MOXKHO
Ha3BaThb MaHyaJbHOW TEXHUKOW oTkaunuiMpanus. IIpu HajgaBu-
BaHUH Ha OPIOIIHYIO CTEHKY MallUeHTa OHOBPEMEHHO C Kalllie-
BBIM JBI)KEHHEM HPOHMCXOAWUT PE3KOE IMOBBIIICHHE NaBJICHUS
B OPIONIHOI MONOCTH, OPTaHbl OPIOLIHOM MOJNIOCTU JaBAT CHH-
3y Ha quadparmy, 3a CUET YEro yBEJIMUUBACTCS SKCIIUPATOPHBIN
00beM® ?°. DTy TeXHHKY MOXKHO COBMEIATh C IIOCCOhapHHTe-
QJIBHBIM JIBIXaHUEM 711 o0ecredeHust OoJbIIero o0bemMa BblJ0Xa
BO BpeMs KaIlljIsl.

Mexanudeckuit  uHCYQPisitop-akcyddusTop  (MexaHH-
YEeCKHH OTKAIIMBaTeb) OCBOOOXKAAET JbIXaTelIbHbIE MYTH OT
CeKpeTa 3a CYeT MEXaHM3Ma, NIPH KOTOPOM CHaudajia CO3JaeTcs
MOJIOKUTENBHOE JaBJICHUE B JBIXAaTCIbHBIX MyTAX (MHCYPPs-
LUsl), 3aTeM OHO OBICTPO CMEHSETCS Ha OTpHULATeNbHOE IaB-
nenne (dxcydmsamus). braaromapss ObIcTpoil cMeHE TaBIEHUS
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CKOPOCTh JKCITUPATOPHOIO IMOTOKA TOBhImIaeTcss mo0 611 1n/c
(360—660 11/MUH.), TO €CTh IPOUCXOAUT CUMYJISIIHS €CTECTBEH-
HOTO OTKAIUTUBAHWSI.

LlaHHble uccnenoBaHuii

Merogb! 04nCTKY AbIXaTENbHBIX NYTEIH APYU OCTPOI PECTUPATOPHOIN UHGhEKUUN

Ha nacrosiiuii MOMEHT He CyIIECTBYET JaHHBIX KOHTPOJIH-
PYEMBIX HCCIEIOBAaHHH, KOTOpPBIE MOATBEPKIAIN Obl MOJO0XKH-
TEJIbHBIE PE3YNIBTaThl OT (PU3NUECKON TEpaluy IPYOHON KIETKU
y nmereit ¢ HM3 Bo Bpems OCTpOro yXyAIIEHHUS IbIXaTeIbHON
(hyHKITUH B CBSI3U C peCIHpaTOpHON HHpeKuen. OgHako MHCHHE
CHETMAITUCTOB M KIIMHUYECKUH OMBIT MOATBEP)KIAIOT, YTO (PHU3H-
yecKkas Teparus rpyJHON KJIETKH 3aHIMAaeT OUY€Hb BaXKHOE MECTO
B OOJIErYeHUH 3TOTO COCTOSHHSA, a IJIane00-KOHTPOIUpPYEeMbIe
uccienoBaHus ObUTH OBl 3/1eCh HEIPUEMIIEMBI C STHYECKOH TOY-
ku 3penus. Jlersam ¢ HM3, koTopsIM BO BpeMs pecliupaTOpHBIX
obocTpenuil Tpedyercs NmoAlepKKa WHBa3UBHON BEHTHISLUEH,
IU1s HOPMAJIM3aLUK COCTOSIHUSA M YCTIELITHOM SKCTyOaIu Heo0xo-
JIMa KaueCTBEHHAs! O4MCTKA AbIXaTeNIbHBIX IyTel. CylecTByOT
OITyOJTMKOBaHHBIC TIPOTOKOJIBI JICYCHNUSI, YKa3bIBAIOIINE Ha BBICO-
KW TPOLIEHT YCIEUIHBIX YKCTYOalni B CBSI3M C aKTUBHBIM TIPH-

MCHEHHEM OYHMCTKH JbIXaTeIbHBIX MyTeii*” ¢7 6891794,

CpennecpoyHbie ¥ JONrocpOYHbIE Pe3ynbTarbi

Ha nacTosimuii MOMEHT HE CYIIECTBYET JaHHBIX KOHTPOJIH-
PYEMBIX HCCIIEIOBaHUA, KOTOPBIE MOATBEPK AT Obl, 4TO (HU3N-
gecKasi Tepanus TPYTHON KIETKH 00eCIIeunBaeT CYICCTBEHHBIC
MOJIOKUTEIbHBIE CPETHECPOUHBIE U JOJITOCPOUHBIE PE3YIbTATHI:
BO3MOXKHOCTh M30€KaTh OCTPOM JIbIXaTEIbHON HEIOCTaTOYHO-
CTH BO BpPEMs OCTPOU PECHHPATOPHON HMH(EKIIMU, COXPAHUTH
(byHKIMIO JIETKUX W O0ECIedYuTh OoJice NITUTCIBHYH BBDKH-
BaeMoCTh. OOcepBallMOHHBIE HCCIIEOBAHUS M PETPOCIIEKTHUB-
HBII aHaJIN3 CIIy4aeB MOKA3aJM, YTO MPOLEHT IOCIUTAIN3ALMM
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CHUKAETCs, a MPOLEHT BbDKMBaeMocTu y geredt ¢ HM3 pac-
ter®” %891% py comocTaBIeHUH MyTEM HCTOPHYECKOTO KOHTPO-
151, [lonoxXuTeNnpHbIE pe3ynbTaThl MOXKHO CBA3aTh C BHEIPEHUEM
MIPOTOKOJIOB JICUEHHUS, BKIIOYAIONIHX SPQPEKTUBHBIC METOIBI
OYHMCTKH JIbIXaTeNbHBIX MyTeil. CeMbH MONTYyYaloT MyIbCOKCUME-
TPBI AJIS TOMAIITHETO HCTIONIb30BaHUs, U €CIIU [T0Ka3aTelb caTy-
paumu omyckaercs Hmwke 95% npu ApixaHuu 0e3 KUCIOPOAHOM
MOAJICPKKH BO BpEeMsl PECHUPATOPHON HMH(EKUWH, MpUMEHS-
IOTCSl pa3jIM4Hble METOABl OYMCTKH JbIXaTEJbHbIX IyTeH (Me-
XaHUYECKUH OTKalIMBATENb, IOCCO(AapUHIEaIbHOE JbIXaHHE,
MaHyaJlbHasl TEXHUKAa OTKaluIMBaHMA). [IpoToKonbl neueHus 3a
TOT JK€ MEPHOA, KOrAa HAOIIOMannCh MONOKUTENbHBIE PE3YIlb-
TaThl, BKIIOYAJIM UCIIOJIb30BaHue HeMHBa3uBHOU NBJI, mosromy
TPYAHO Pa3rPaHUYUTh, HACKOIBKO TIOJOKUTEIbHBIE Pe3ybTaThl
00ycnoBneHbl 3P(PEKTUBHON OUYMCTKOW [BIXaTENbHBIX ITyTEH,
u Hackonbko — HUBJL

Huransynonnan repanva (BopHa3a anbgha, MyKONTUTUKN, (OU3NONIOTNYECKUI
pacTBop) u yBnaXxHeHne BO3AYXa

Ha nanHbIii MOMEHT HE MPOBOAUIIOCH MCCIIEIOBAHUH, I0-
CBAIICHHBIX BJIMSHHIO WHraJSIMMOHHOW Tepanmuu Ha 3ddek-
THBHOCTh OYHCTKH JAbIXaTeNbHBIX MyTed y nereit ¢ HM3. Kax
MPaBWIO, HAPYLIEHUE MYKOLIMJIMAPHOTO TPAHCIIOPTA U CHUKEH-
HBIE PEOJIOTUYECKHUE CBOMCTBA MOKPOTHI HE BXOAST B UHUCIIO OC-
HOBHBIX TIpOOIeM IS AeTel ¢ HeHPOMBITIIEYHBIMH 3a00JI€BaHN-
smr. He TIpOBOIMIIOCH MICCIICOBAHMMA, OIICHUBAIOMINX d(h(EKT
YBIIQXKHEHUS BO3/yXa JIJI1 OUUCTKH JIbIXaTeJIbHBIX yTeH y IeTeit
¢ HM3, ucnone3ytomux HUABJIL.

Ocyunnaropuas repanus

Ucnonb3oBanue HHTPANyIbMOHAIBHON TMEPKYCCUOHHOU
BEHTWJIAINIAHN JIETKUX BIIEPBBIE OBLJIO OCBEIICHO B UCCIIEOBAaHUHU
CEpHH CITydaeB YeThIPEX MAIEeHTOB (Tpoe U3 HUX — JIETH), TPOE
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13 KOTOPBIX MMEIH HEHPOMBIIICYHbIE 3a00JeBaHUS W OIWH —
arenekras jerkux. Ilocae ncnonp3oanust UIIBJI y Tpex mauu-
€HTOB HaOIF0aJIOCh TIOBBIIIEHNE YPOBHS OKCHTEHAIMH M pas-
pemieHne arenekTaza Ha peHrreHorpamme. OgHOMYy peOeHKyY
MOHAA00MIAaCh JKCTPEHHAs TOMOIIb B YOAJCHHU CIU3UCTOU
MpoOKH M3 Tpaxeu Mmocjie MOOHIM3ALKUN MOKDPOTHI BCIEICTBHE
ucnons3oBanus UITBIT.

NmeeTcss uccnenoBaHue, B KOTOPOM CPaBHHUBAIOTCS Me-
TOIVKHU (DOPCHPOBAHHOTO BBIZOXA W MAaHyallbHbIE TEXHHKH OT-
KallUIMBaHUS IS 8 TPaxeoCTOMHPOBAHHEBIX B3POCIBIX ¢ MIJI%.
VY 5 nanueHToB ¢ JJIMTENIbHOM XPOHUYECKOUN rurmepcexpenyen
(B mewb Mo Tpaxeocrome caHupyetcs 6osee 30 MII MOKPOTHI) IpH
ucnonb3oBanuu MIIBJI ouncTka oT MOKpOTHI ObuTa OoJice (-
(dexTrBHOM. PeapsoH U coaBT.”® MpoBENH PaHIOMH3HPOBAHHOE
uccnenoBanue Ha 18 gerax ot 11 mo 19 net ¢ HeBpoIOrHYECKu-
MH ¥ HEHPOMBIILIEYHBIMH 3a001€BaHUSIMHU, PA3AeIUB MMALHCHTOB
Ha JIBE TPYMIBL: OlHA TPyIIa B TeUYeHUe 7 Mec. MpOUIaKTh-
yecku ucnonb3oBana WUIIBJI, a npyras — CTUMYIHpYIOLIYIO
crimpomerputo. Y mereit w3 rpynmnsl MIIBJI He mabmromamock
CIIy4aeB THEBMOHUH U MPUMEHEHNS aHTHOMOTHUKOB IIPOTHUB TPEX
cirydaeB HHQEKIMH U 44 nHel aHTUOMOTUKOTEpANuu B TPyIIIe
ctumynupytouieil cnupomerpuu. Ilanmentsr B rpynne HMIIBJI
TaK)K€ MEHbIIIE HAXOAWINCH B CTALlMOHAPE B CBSI3U C pecHupa-
TOPHBIMU TIpoOIeMamu (8 THEH B TPpyIIe CTUMYIUPYFOIIEH CIin-
pomMetpuu 1 HE ogHOTO HS — B rpynme UIIBJI) u pexxe npomy-
CKaJIH TITKOIY.

Bru1o nmpoBeneHo 01HO paHAOMU3NPOBAHHOE HCCIIEJOBAHNE
pe3yapTaToOB MPUMEHEHHS BBICOKOUACTOTHON OCHMIUIALINYN TPy~
Hoii knetku (BOI'K). 23 pebenka: 9 ¢ nepedpalibHbIM apagTuaoM
u 14 c HeHPOMBIIIEYHBIMH 3a00I€BaHUSIMU OBUTH pa3esicHbl Ha
JIBE TPYMIIBI, B OAHOM M3 KOTOPBIX poBoamiIock neuenne BOI'K,
B JIPyTO#l — TpagUIIMOHHON (usmueckoii Tepanueii' . 13 14 na-
uuentoB ¢ HM3 10 maxogunuce Ha HouHOU noanaep:xke HUBJL.
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[larueHTHl AOKHBI OBLTH TPOBOAWTH HAa3HAYEHHOE JICYCHUE
3 pa3a B I€Hb B CPEIHEM B TeUEHHUE 5 Mec. Mexay IByMs TPpyII-
1aM¥ He HaOJI01a10Ch 3HAYUTENBHBIX PA3INIHH 110 KAaKOMY-JIH-
00 M3 OCHOBHBIX KOHEUHBIX MMOKa3aTeseH (ToCIUTaTN3aIus U HC-
MIOJIb30BAHUE AHTHOWOTHKOB). JIWIla, OCYIIECTBISIFOIINE YXOJ
3a MalUeHTaMH, OTMEYAIOT 0O0JIee BBICOKYIO MPUBEPKEHHOCTH
K neueHuo y aereit B cnmyyae BOI'K, yem npu ucnonp3oBaHuu
TPaIUIIMOHHON Tepanuu. B onucaHny KIIMHUYECKOTO CITy4as pe-
oenka co CMA 1-ro trira MeTo BEICOKOYACTOTHON OCIAJUIALAN
MIPOJAEMOHCTPUPOBAIT ceOsl Kak Oe30IMacHBIi METOH, KOTOPBIH,
BEPOSATHO, ITOMOT B Pa3pelIeHNH XPOHUYECKOTO aTeeKTa3a Ha
PEHTreHOrpaMMe TpyIHO# KiaeTku'’!.

CTumynupylowas cnupomeTpus

Bruio mpoBeAeHO OMHO PaHAOMH3UPOBAHHOE KOHTPOJIH-
pyeMoe ucciiezioBaHue (ONMMCAaHHOE B MPENBIIYIEM paszele 1mo
OCIWJUIATOPHOW TEpanuu), B XOA€ KOTOPOTO aHAJIN3HPOBAJIOCH
npuMeHeHue ctumynupytoneil cnupomerpun u UIIBJL y 9 ne-
teir ¢ HM3 Bo Bpems ux mpeObiBanus B 6onpaMIE. [lanmentam,
KOTOPBIC MOJIb30BAIIMCh METOOM CTHMYJIUPYIOIICH CIHpOMeE-
TpUuH, NPpUXOJUIOCH 60H€€ JJIMTEJIBbHO HAXOOUTHCA B CTAallMOHA-
pe ¥ HHTEHCUBHEE MTPUMEHSITh aHTHOMOTHKH.

moccothapuHreanbHoe fbixauue

Heru co CMA u MIJ] ucnonb3yIoT «JIbIXaHUE JISITYIIKH
IUTSL TOCTIDKEHUS] MaKCUMalTbHOM eMKocTH HHCy Qs (MIC),
U, KaK IIOKAa3aHO B HCCIIECIOBAHUSIX, 3TO YBEIUYUBAET ITUKOBYIO
ckopocTh Karwitt® 192719, JTona-IlIBake u coasr.'” mpoananu3u-
pOBaNiu MPUMEHEHHE BEHTHISALUHU C IMepeMexaroluMcs Mojo-
xutenbHbIM AaBneHueM (IPPB, BIIII/]) uepe3 Macky niau MyHJI-
LITYK I TOCTHKEHUS] MAKCUMAIbHOW €MKOCTH MHCY(DISIIN
Ha rpymme u3 29 gereit ¢ HM3. CpenHee naBneHune B AbIXaTelb-
HBIX TNyTSAX, HEOOXOOMMOE Ul TakOro YpOBHS MHCY(DQIIALNH,
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cocrtapisieT oT 22 1o 44 m6ap. MakcuMainbHast eMKOCTh HHCY()-
¢usiuK B X0[€ UCCIIEI0BAHNUS YBEININBAIACh C YPOBHS HHCIIH-
paTOpPHOM €MKOCTH JIETKHX, cocTaBisromiei 0,68+0,40 m (mean
+ SD) npu orcyTcTBuM BMemaTenscTs, 10 MIC = 1,05+0,47 n
(» < 0,0001). IICK Bospactana ¢ 119458 n/mun. g0 195+74 n/
MuH. (p <0,0001). ¥V nanueHToB ¢ HaMMEHbIIEH HHCITUPATOPHOI
€MKOCTBIO IIPH OTCYTCTBHHU BMEIIATEILCTB B XO/I€ UCCIICTOBAHUS
Habmonancs camblii Beicokuii poct [ICK. Ilpu 6ynsbapHoii He-
JOCTaTOYHOCTH YBENWYEeHUE MHCY()OIALMOHHON €MKOCTH JIer-
KHX, KaK IT0Ka3aHo B uccienoBanuy, moseimaer IICK mo cpas-
uernto ¢ IICK mpu oTCYTCTBHM BMEMIATEIbCTB®.

B nccrnenopanu 11 gereit co CMA, KOTOpIX 00ydaTi TIIOC-
codapuHIrea IbHOMY JIBIXaHUIO, 5 CMOIIM OCBOUTH ITy TEXHUKY
¢ nocinenytoumm ysenmueHueM JKEJI B quanazone ot 0 o 58%'%.
B xone npyroro uccnenoBanus 27% u3 78 naruentos ¢ MJIJI (cpen-
Huit Bo3pact — 20,6+3,1 roga) ocBOMIIM TEXHUKY [IOCCO(apUHIe-
aJIbHOTO JbIxaHus'®. YV MalMeHToB, HAyYHBILIHXCS TAKOMY CIIOCO-
Oy mpixanws, JKEJI yBemmaunacek ¢ 244+151 no 8244584 mi (p <
0,001), a IICK — ¢ 164+76 no 289+91 n/mun. (p < 0,001), xpome
TOTO, 3TO TIOMOIJIO OTOIBUHYTH Ha (oJiee Mo3IHUH CPOK HEOOXOIH-
MOCTb JIbIXaTeIIbHON HOJICPIKKH THEM.

ManyanbHasi TEXHUKA OTKaLUBAHUA

ManyanbHas TEXHHMKA OTKAILIUBAHUS — 3TO MPOCTOU
1 3QPEKTHUBHBIA METOJl, KOTOPHIi MOXXHO HCIOJIB30BaTh IMPHU
MOOBIX 00cTOATENhCTBaX. MaHyanbHOE OTKAILIMBAHHE IOKa-
3a”o noBeimaet [ICK y merei n B3pochbix manueHToB ¢ HM3
1o cpaBHeHHIO ¢ nokazarensmu [ICK npu orcyTcTBHM BMmela-
10 pac-
cMaTpuBaroTcs JaHHbie 179 manuentoB crapiie 8 ner ¢ HM3:
65% TmManueHTOB WMMENH MBIINICYHYI0 auctpoduio JlromeHHa,
u 60% ot o611ero urcia nmons3osanvuck HWUBJI. JlanHble nccieno-
BaHMsI IOKA3aJIM, YTO UCIOJIB30BaHUE JIUIIb OJHOW MaHyaJIbHOU

TenbeTB! 3105 109, 110 B yecnenoBannn TroccEHa U COABT.
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TEXHUKH OTKAILIMBAaHUS O3 JAPYTHX BMEMIATEIHCTB IMOBBIIIAIO
nokasarenu I[ICK y manuentoB ¢ JKXEJI B auamasone ot 1030
mo 1910 M (unm mpu Makc. JaBICHWHM Ha BBIIoxe 14-34 cm
Boz. ct.). IIpu JXKEJI BHE 3TOTO MMana3oHa MaHyaabHas TEXHHUKA
otkanuinBanus yeennuuBana [ICK ¢ manoit BeposiTHOCTBIO.

moccothapunreanbHoe AbiXxaHne B KOMOUHALMK ¢ MaHYaNbHON
TEXHUKOW OTKALIMBAHUSA

Heckoipko 00CEpBallMOHHBIX HMCCIIENOBAaHUN  B3POCIBIX
u neteir ¢ HM3 mokaszanu, 9Tto coderanue nioccodapruHreanbHo-
IO bIXaHUS U MaHyaJbHOW TEXHUKU OTKALUIMBAHHUS MOXET CIIO-
co0CTBOBATh 3HAUNTENBHO OoJbmiemMy pocty IICK, uem kaxxmprit
U3 JByX METOJOB B oTAenbHOCTH * 105199110 B xone uccnenosa-
nus Troccena u coasr.''” G110 BEISBIIEHO, YTO ManuenTam ¢ HM3
c XKEJI <560 miu (no >340 mm) mns poctmwxenus [ICK Brbime
180 yi/MMH. HEOOXOIMMO KOMOWHHMPOBAHHE METOAOB IIoccoda-
PHHICIBHOTO ABIXaHUS U MaHyalbHOTO OTKALUTMBaHHUS. Y Ia-
neHToB ¢ Oonee Beicokoi JKEJI mmoccodapunreansHoe nprxaHue
OTZEJIbHO WIM B KOMOMHALMM C MaHyaJbHbIM OTKAallUIMBAaHHEM
moxeT noBbitiark [ICK; monoxuresbHbIi 3GEKT YMEHbIIACTCS
o Mepe yBenuuenust JKEJI.

Mexanun4eckas uncyctdnayua-akcydpnauus

Ha nanHBIi MOMEHT HE NPOBOAMIOCH PaHIOMHM3UPOBAH-
HBIX KOHTPOJIUPYEMBIX HCCIEAOBaHUHN, MONTBEPXKIAIOIUX 3(]-
(hexTuBHOCTH MexaHmueckor nHCYpPsaum-sxcyhduannn (me-
XaHWYECKOTO OTKAIIINBATENsI) B MPEAOTBPAIICHHH 000CTPEHUS
WHQEKIUN ABIXaTeIbHBIX MyTel y neteit u B3pocisix ¢ HM3 no
CPaBHEHHUIO C IPYTUMH METOJaMHU (PU3NUECKON TEpaIyH.

Heckonbko  mccnenoBaHWid — MOKa3bIBAIOT 3 PEKTHUB-
HOCTh MEXaHHUYECKOro oTKamutuBaress g nosbimeHus [1CK.
UccnenoBanue 17 pmerelt ¢ pa3nUYHBIMU HEUPOMBIIICYHBIMU

3abosneBanusAMH'!!  MPOAEMOHCTPHPOBATIO, YTO HPHMEHEHHUE
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MEXaHMYECKOTO OTKALUIUBATEeNs C AMana30HOM HHCIHMPATOp-
HOTO W 3KcnupaTopHoro napieHus 15—40 cM Box. CT. Xoporio
[IEPEHOCUTCSI AETbMH U HE BIIUSIET HA CaTypalHiO BO BPeMsI UC-
MOJIb30BaHMS, HE TIPOBOIMPYET JKan00 Ha B3AyTHE )KUBOTA, O0JIb
B IPYIU WU KaKHe-IUOO JAPyrue AUCKOMQOPTHBIC ONIYIICHHS.
CymectBennbiii poct [ICK Habmromancs mocie UCIoib30BaHUS
MeXaHH4YeCKOro oTkauumaress Ha 40 cMm Boa. ct. B apyrom uc-
cnemoBanuu Ha 22 marnuentax ¢ HM3 (ot 10 mo 56 ner) Obu10
[IPOaHaIU3UPOBAHO, HACKOIBKO MCIIOIb30BAHHE MEXaHUYECKOTO
orkauumsarens ysenuuusaeT 1ICK mo cpaBHEHHIO ¢ HCHONb-
30BaHMEM MAaHYyaJbHOI TEXHWKM OTKALUIMBAHUSA WIN TEXHU-
KM Kalllsd Nocje eIMHUYHOTO BIOXa C MOIJCPIKKOW armapara
HUBJI''?. Han6onbmmii poct [ICK Habar0ma1Cs IPU MCIIONIB30-
BaHMM MexaHndyeckoro orkauuuBarens (IICK npu orcyrcTBun
BMeIIarensCcTB = 169 + 90 1/MuH., ¢ HCIIOIL30BAHHEM OTKAIILIH-
Baresst [ICK = 235 + 111 n/mun.). He nmpoBoausock comocTas-
neHud 1o 3(QQeKTUBHOCTH AN JOCTHKEHHUS MAaKCHUMaJIbHOM
€MKOCTH MHCYGGIAIMH MEXIy MEXaHHYECKUM OTKaIllJIMBa-
TEJIEM 110 CPaBHEHHUIO C HCIOJIB30BaHHEM IIIOCCO(ApPUHIEalb-
HOTO JIBIXaHUsl B COYETAHHW WM HE3aBHCUMO OT MaHyaJbHOTO
OTKAIIJIMBaHUSI.

Ha nacrosimmii MOMEHT HET OIHO3HAYHBIX AaHHBIX 00 OII-
TUMaJIbHOM PEXHME JaBlICHHUS B amlmapare MEXaHW4YeCKOW HH-
cybdsuuu-sxcypdrsaun. Hekoropeie aBTOpBI UCCIIETOBAHHIMA
TOBOPAT 0 OombIel 3pPEeKTUBHOCTH MpH O0Jiee BHICOKOM YPOB-
ue gasnenns (ot +40 1o —60 cM Bog. ct.)*- 3% 919296 L 13 yrye
IIPUBOJST XOPOIIHNE PE3yIbTaThl Ha 00JIee HU3KOM JaBIEHUU (OT
+30 mo —30 cm Box. cT. u or +20 g0 —30 cM Bom. cr.)!'% 14116,
Mmucke u coaBT.'"” mpoananu3upoBaiu Ha 62 AeTIX (CpeaHHi
Bo3pact 11,3 rona) ¢ HM3 addexT MexaHHUECKOro OTKAIUIUBA-
Tesl, KOTOPBIN HCIOIB30BaJICA B cpeaHeM 13,4 Mec. Xoporio ne-
peHocunu anmapar 90% nanueHToB, y 4 NalMeHTOB HACTYITHIO
paspelieHre XpOHNIECKOTO aTeNieKTasa.
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MexaHWYeCKU OTKAIINBATeIh MPUMEHSIICS Y IalHueH-
toB ¢ HM3 Bo Bpems MHQEKIINN OpIXxaTedbHbIX myTel. B mepe-
KpECTHOM HCCIICOBaHNH 8 marnueHToB ¢ HM3, nemonb3yronux
HUWBJI, npumeHeHre MEXaHMYEeCKOro OTKalUIMBaTeNs Cyllle-
CTBEHHO COKPAaTWJIO BpeMs JIEUEHHS IO CPAaBHEHHUIO C Tpaju-
LHUOHHBIMU MeToJaMH (PU3HYECKOH Teparnuu TPyJHOH KIETKH
IpH PECNUPATOPHON MONJCpPKKE HEHMHBA3HBHBIM PECIHPATO-
poM (30 MuH. pabOTHl MEXaHMUYECKOTO OTKALUIUBATENS IPOTHB
47 MuH. TpaAuIHOHHOW (u3mueckoit Teparnuu, p = 0,03). Ilpu
9TOM HCIIOJIb30BaHNE MEXAaHIMIECKOTO OTKAIILUTHBATEISI COTIPOBO-
KAAIOCH OoJiee BHIPAKEHHBIM CYOBEKTHBHBIM YyBCTBOM YTOM-
nenus'. BuaHemsao u coaBT.''® mpoaHaMM3MpPOBANIU JaHHBIC
11 marmenToB (2 u3 HUX — aetu) ¢ HM3, nmocnenoBarensHO
MOCTYNMBIIMX HAa JICYEHUE B OT/ACICHNE HHTCHCUBHON Tepanuu
C pecnuparopHoil HHPEKIHEH, KOTOPHIM MPOBOAMIIOCH JIEUCHUE
MEXaHWYECKHM OTKaluiuBaTeneM. VX mMmokaszarenu CpaBHHIU
C UCTOPHYECKHM KOHTPOJIEM — JaHHBIMH 10 16 marueHTam
(2 U3 HUX nmeTn), He TOMYYaBIINM TePANTUI0 MEXaHUYECKUM OT-
kanumuBareneM. HesddextuBHOCTh Tepamuu (HE0OXOMUMOCTD
B KOHUKOTOMHUHU WJIW MHTyOanuu) ObUIa HUXKE B TPYIIE, TOTY-
YaBIICH JICUCHUE MEXaHMYECKUM oTKanumuparenem (2/11 mpo-
tuB 10/16, p < 0,05).

[Tpu ucionb30BaHUM JFOOOTO ABIXATEIBHOTO anmapara ¢ mo-
JIOXKUTEIHHBIM JIABICHUEM CYIIECTBYET NMOTEHIMAIBHBIA PUCK
ITHEBMOTOpaKca, HO Ha JaHHBII MOMEHT HET JaHHBIX O CITydasx
pa3BHUTHSI TTHEBMOTOPAKCa, HEMOCPEACTBEHHO CITPOBOIMPOBAH-
HOTO TIPUMEHEHHEM MEXaHH4YEeCKOTO OTKamummBatens. Mmeercs
onucaHue KIMHUYECKUX cly4yaeB JIByX narnuentoB ¢ HM3, uc-
I0JIb30BABIINX MEXaHHMUECKUH OTKallIMBATENb, Y KOTOPBIX pa3-
BuICs THeBMOTOpakc'!”. OTHAKO y ATUX MAIMEHTOB IPUCYTCTBO-
BaM Apyrue (HakTopbl pUCKa Pa3BUTUSI THEBMOTOPAKCA, B TOM
yucie ucnonszosanue HUBJI u nerkast popma XOBJL.
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IlaHHble uccnepoBaHuii

Hcnonp3oBaHue METONOB OYUCTKH IbIXaTEJbHBIX ITyTEH,
yBemmuuBaromux [ICK, kak gacTe JomamiHero BEACHHS Talld-
eHToB, Hapsny ¢ HUBJI, cokpaiiaet cpoku rocnurain3auui 1o
[OBOJY PECIUPATOPHBIX MH(MEKIMK U YBEJIMYUBACT BBDKHBAC-
MOCTh (ypOBeHb JlokazareiabHocTu 11I).

CyliecTByeT HECKOJIBKO METOAOB OYHMCTKHU JBIXaTeIbHBIX
myTei ot cekpera. Hanbonee moaxoasmuii METON Ui KOHKPET-
HOTO peOeHKa OMpeNeNsIeTCs UCXOA U3 THKECTH €r0 COCTOSHUS
¥ CITOCOOHOCTH B3aMMOJCHCTBOBATH B XOn€ JieUeHUs (YpPOBEHBb
nmokazarenpHOCTH I1I).

Pexomenpauum

P Jlereil ¢ HENPOAYKTUBHBIM KallljieM (B TOM 4HcIe JeTel cTap-
e 12 ner ¢ [ICK menee 270 11/MUH. ), B OCOOCHHOCTH HMEBIIIAX
SMM30/bI YXYIIICHUS! B CBA3U C PECIUPATOPHON MH(EKIHeH,
HeoOxonuMo o0ydars MeTogaM GopcrupoBanHoro Kauws. [C]

P MaHyanbHas TeXHUKa OTKAILIMBAaHUS U IVI0cco(apruHIeansb-
HOE JIbIXaHUE AJISI JOCTHXKEHUSI MAKCUMAIbHOW €MKOCTH HH-
cybdnsimun — 3¢ deKkTUBHBIE METO/BI MTOBBIIICHUS MTPOTYK-
TUBHOCTH KallUIsl, U TIPY HATMYHMH [TOKa3aHUI UMH HE CIIeAyeT
npenebperars. [C]

P Jlna kpaiine cnaObIx neTei, nereil ¢ yrparod OymbOapHBIX
(yHKIMHA, TAIMEHTOB, KOTOphIE HE CIIOCOOHBI B3aMMOZEH-
CTBOBAaTh IPH HCIIOJIB30BAaHUM MAaHyaJbHOW TEXHUKH OT-
KaIlJIMBAaHWS WIH ITOCCO(GapHHT€aIbHOTO ABIXaHUS, U €CITH
MIepPEeYHCICHHBIE METOABI He AafoT 3(dekra, MOXKeT OBITH He-
00X0IMMO MTPUMEHEHHE MeXaHHYeCKOro oTkanuinBarest. [C]

P JleTsiM, y KOTOPBIX HapyLICHO OTXOKICHHE MOKDPOTHI HWIIU
UMeeTCsl XPOHUYECKHH aTesIeKTas, IOMUMO Pa3InYHbIX METO-
JIOB OYMCTKHU JBIXaTeIbHBIX MyTeH MOTYT OBITH HEOOXOAUMBI
OCLWJIISITOPHBIE TEXHUKH, TaKW€ KaK BBICOKOYACTOTHASI OC-
uuusius rpyaHoi crenku u UIIBJLL [D]
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>

K mMeTonamM ounCTKYM JIBIXaTeNbHBIX IMyTeH HEOOXOMUMO MPH-
Oeratb BO BpeMs OCTPBIX PECIUPATOPHBIX HH(MEKIINH, KOT/a
YPOBEHB CaTypaliy OIrycKaeTcs Himke 95% mpu oTCyTCTBUH
KHCIIOPOAHOHN moanepkku. Ecin ucnonbp3yemble METOAbI He
MO3BOJISIIOT MOBBICHTH carypatuio 10 95% u Bbllie, HE00X0-
JUMO HCTIONb30BaTh Apyrue. B TakoM ciiydae MOXXET moTpe-
OoBatbcs rocruTanuzanys. [D]

Jl71sl HEOTJIOKHBIX CHUTyalui BO BceX OOJBHHUIIAX, B KOTOPBIX
MIPOXOJIAT JIeYeHNE HEHPOMBIIIICYHbIE OONBHBIE, TOJDKHBI OBITH
MIPEAYCMOTPEHBI MEXaHUIECKHE OTKAILTIBATE ! KaK aTbTepHa-
TUBHBIA METOJ OYHCTKH ABIXaTeNbHBIX MyTeH. JTO MO3BOJISET
HEJIOMYCTUTh YXY/IIICHUSI COCTOSTHHS OOJIBHBIX, & TAKKE TTOMO-
raeT MpeA0TBPaTUTh HEOOXOIMMOCTh B MHTYOanuu u IBJL. [D]

Mone3Hblii onbIT

>

>

g neteil ¢ MOCTOSIHHOM BA3KOM MOKpPOTOM MOXHO HCIOJIb-
30BaTh MHrasIIMK Gusnonornueckoro pacrsopa NaCl. V]
s ucnonesyromux HUBJI nerel ¢ Bs3koil MOKpOTOM MoO-
KT OBITh IeNIecO00pa3sHO YBIAXHATH BO3AyX. OmHAKO He-
00XOAMMO JIeNaTh 3TO C OCTOPOKHOCTHIO, YTOOBI BIAXKHBIN
BO3/1yX HE CIPOBOIMPOBAJ YPE3MEPHOTO MOBBIIIEHUS CIIO-
HooTeneHus. [V]

[Ipu ucnons30BaHUM METONOB MOOMIIM3AIMM MOKPOTHI He-
00XOIMMO UMETh MOJ PYKOH COOTBETCTBYIOIICE PEAHMMALIH-
OHHOE OCHaleHue (Mewmok AmOy, 3JIEKTPOOTCOC U TIp.), IO0-
CKOJIBKY MOOMJIM3aLMs CIU3UCTOM NPOOKU MOXKET IPUBECTH
K 0OCTPYKIIMHA ICHTPATBHBIX JbIXATETBHBIX MyTei. [V]
JeTsiM, peryisipHO HCHOB3YIOIUM HOYHYIO MJIM KPYTJIOCY-
tounyro HUBJI, Bo BpeMs mpoueayp Mo OYUCTKE JIbIXaTeIlb-
HBIX ITyTeH OT CEKpeTa ceIyeT M0JIb30BaThCsl pECIIUPATOPOM,
KOTOPBII IOMOXKET UM DITyOOKO JBIIATh B XOI€ MPOLEAYPHI.
OTO TakXKe MOXXET IOMOYb yOepeub JbIXaTebHYI0 MyCKyJa-
Typy OT HEPEyTOMIICHHUS. V]
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P JleTsM, HCIIONB3YIOMIUM JIJISi OYUCTKU JIBIXaTeNbHBIX ITyTen
MEXaHWYEeCKHI OTKAlINBATeNb, HEOOXOANMO JIeNaTh Tepe-
PBIB B X0O7Ie TIPOIEAYPHI, AJISI TOTO YTOOBI HE TOYCTHTH TIepe-
YTOMJICHHS IBIXaTEIHFHOM MYCKYIaTyphl IIPH Kariie. [\/]

P BaxxHO 3aBepuiaTh CECCHUI0 TEpalmld MEXaHUYECKUM OT-
KanuBateneM MHCy(hQusiueid, 4To0bl B KOHIE 3aHATHS CO-
31aTh peOCHKY JOCTATOYHYIO (PyHKIMOHATIBHYIO OCTaTOUHYIO
€MKOCTBIO JIETKHUX. [\/]

TpenupoBKa AbIXaTeNbHOi MYCKynaTypbl

TpeHupoBKa IbIXaTENbHOW MYCKYJIATYpPbl Y 340POBBIX JIO-
JIel MOXKET TOBBINIATH CHJIY U BBIHOCIHUBOCTH JIBIXaTECIBHBIX
MbI' '8, DTOT BBIBOJ CTaJl OCHOBAHHMEM JUJIS TOTO, YTOOBI HC-
MOJI30BAaTh TPEHUPOBKY JBIXaTEIbHON MYCKYNaTyphl MPU Psijie
3a0oNeBaHMid, B TOM 4YHCIE IUIsl B3pOCHbIX U netet ¢ HM3.
TpeHnpoBKa IBIXATENBHBIX MBIII MOXET ITOMOYb COXPAaHHUTh
WM YBEIMYUTH JHEBHYIO U HOYHYIO BEHTWISAIMOHHYIO CII0C00-
HOCTH JIETKHX, & TaKXXE CHU3HUTH BEPOATHOCTH OOOCTPEHHH CO
CTOPOHBI JBIXaTEIbHON CHUCTEMBI 3a CYET MOBHIIICHHS TPOIYK-
THUBHOCTH KaIIlJIsl.

Cuna JApIXaTeIbHOM MYCKYJIaTyphl OILICHHBACTCS ITyTEM
M3MEPCHHUS MaKCUMAJIBHOTO JIABJICHUS Ha BJIOXEC W/MJIM MHHU-
MaJbHOTO NIABJICHUS Ha BBIJOXE B POTOBOW IOJOCTH, KOTOPOE
CIOCOOCH CO3/1aTh MAIMeHT. BEIHOCINBOCTD JBIXaTeFHOW MY-
CKyJIaTyphl OIICHUBAETCS ITyTEM HW3MEPEHUS MaKCUMAaIbHOTO
BEHTHJISIIMOHHOTO 0o0beMa Il JAaHHOTO TallMeHTa 3a 3aJaH-
HBII Iepuoj BpeMeHH, kKak npasuio, — 1015 ¢ (MmakcumanpHas
MIPOU3BOJIbHAS BEHTUJISINS), WU TIYyTEM U3MEPEHUS BPEMCHH,
KOTOPOE€ JaHHBIN MAalMeHT MOXKET MABIINIATh C 3aJaHHOM pecru-
paTopHOil Harpy3koul. JlpIxaTenbHas TPEHUPOBKA MPEICTaBIs-
€T co00ll MOBTOPSAIONINECS MHCIIMPATOPHBIE W AKCHHPATOPHEIC
JIBIDKCHHUSI C MaKCUMAJIbHOW WU ONU3KOM K MaKCUMAaJIbHOM
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CWJIOH C 3aKPBITON TOJIOCOBOW IIEIHIO WM MOYTH MEPEKPHITHIM
KJIAITaHOM COTIPOTHBIIEHUS (resistor valve). TpeHnpoBKa BEIHOC-
JINBOCTH JIBIXaTEIIbHON MYCKYyJIaTyphl 3aKI09acTCs B JbIXaHUH
C TIEPEMEHHBIM COIMPOTHUBICHHEM Ha 3aJaHHOW MAaKCHMAaJlb-
HOM BEJIMYMHE B TCUCHHUE 3aJaHHOTO IMPOMEKYTKa BPEMEHHU.
[IporpaMMsI 17151 TPEHUPOBKH OOBIYHO COCTOST M3 yIPAKHEHUH
Ha 10-20 MuH. ans 3anstuit 1 wnm 2 pas3a B I€Hb.

[annble nccnenoBaHnii

Ha nmaHHBI MOMEHT HET MCCIICAOBAaHHNA, B KOTOPBIX OBLIO
ObI IPOAHATU3UPOBAHO, KAKUM 00pa30M TPEHUPOBKA AbIXaTENlb-
HOM MYCKYJIaTypbl y A€TEH W B3pPOCIBIX C HEHPOMBIIICYHBIMHU
3a00JIeBaHUSIMU BIIMSICT Ha KIMHUYECKH 3HAUYUMBIE JIOJTOBpE-
MEHHBIE MMOKa3aTeNn (YHKIH BHEIIHETO BIXaHUS WU Ha CHU-
YKEHHME YaCTOTHI JIBIXATEJIbHBIX OCIOKHEHHH.

Bbruno nposeneno nsate PKU TpeHupoBky AbIXaTenbHONU My-
CKyJIaTyphbl, B KOTOpPbIX yyacTBoBanu 107 metreil U mOAPOCTKOB
C HEHpPOMBIIIEYHBIMU 3a00JieBaHUAMHU. B KkauecTBe KpuTepues
OLIEHMBAJINCh WM3MECHEHHUS B IOKA3aTeIsIX CHUJIbI W/WIU BBIHOC-
JIMBOCTH JIbIXaTeNIbHOW MycKynarypbl'® '3, Haubosnbiee uucio
Y4acTBOBABIIMX B HCCIIEJOBAaHUM MAI[MEHTOB MMEIH JTHAarHo3
«vuoauctpodust Hromennay, ocranbieie — CMA 2-ro u 3-ro
TunoB. TpeHnpoBKa, Kak IPaBUIIO, COCTOSIIA U3 €KEAHEBHBIX HH-
CIHMPATOPHBIX W/WIN 3KCIUPATOPHBIX YIPAKHEHUH C HArpy3Kon
COIIPOTHBIIEHUEM, B TO BpeMsI KaK Ijanedo-rpymnia BhITOIHsIIA
yOpaxHeHus 0e3 Harpy3kd. 3aHATHS NPOBOIMINCH B TEUECHHUE
1-6 mec. Tpu ucciaenoBaHus HNOATBEPAMIM MOBBIIICHUE CHIIBI
JBIXaTeNbHON MYCKYJIaTypbl M TPU — TOBBIIICHHE BBIHOCIIH-
BoCcTH. B Xozie onHOro HccienoBaHWs BeMWYMHA IOBBIIIEHUS
BBIHOCJIMBOCTH COOTHOCHJIACH C OOIIMM BPEMEHEM TPEHUPOBOK
3a 6-HenleNbHBIA Tepuoa'*. PasnuyHble MCCIeIOBaHUS MPOJIC-
MOHCTPUPOBAJIU Pa3HbIC IaHHBIE OTHOCUTEIHHO MPOIOIKUTEIb-
HOCTH 3(QdeKTa OT 3aHATHH: CUIa ObIXaTeIbHON MYCKYJIaTyphl
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BO3BpaIllaeTCs K IMOKa3aTelsiM, IMEBIIUMCS 10 Hadaia 3aHATHH,
gepes 3 Mec. Mocie MpeKpaIieH s 3aHsTHA, ' HiTH, COTTacHO Ipy-
rOMy HCCIIeIoBaHuio, — depe3 6 mec.'?. Mccnenopanne Banke
M COABT. HE BBISBHJIO IOBBIIICHUS CHJIBI JIBIXaTEIBHON MYCKY-
JIATyPhI TIOCTE 4 HE/l. 3aHATUN B MOATPYIIIIE U3 MATH MAIUCHTOB
¢ XEJI menee 25% OT AOJDKHOW W/WIM JTHEBHOW TUIICPKAITHU-
eit'?. Hu omHO MCClieIOBaHUE HE MOATBEPIUIIO, YTO O0BEM JIeT-
KHX TIOBBIIIAETCS OT TPEHUPOBKH JBIXaTeIbHONW MYCKYJIATypHI.

beumn mpoBeneHpl JBa AONTOCPOYHBIX OOCEPBAITMOHHBIX
HCCIeNO0BaHUs (ITUTENBHOCTRIO B 9 B 24 Mec.), OICHUBAIONTHX
pe3yibpTaThl TPEHUPOBKH IBIXaTE€IbHONH MYCKYJIaTypbl Ha CMe-
[IAHHOM KOHTHHI'€HTE U3 43 MallMeHTOB — JICTeH U MOAPOCTKOB
¢ MIZT u CMA!* 125 O6a ucciemoBaHUs BBISIBIIN yCTOWYH-
BBII POCT CHUJIBI M BHIHOCIIMBOCTH JIBIXaTEIBHON MYCKYJIATypbl
B TEUCHHE BCETO MEPHOA, ITOKA MAI[UCHT MPOJODKACT 3aHSATHUS.
[larueHThl, y4YacTBOBaBIIME B HCCICAOBAHUSIX, HAXOIMIUCH
B IIUPOKOM JIMaNa30He UCXOMHON (DYHKIMH JIETKUX (KHU3HEHHAas
emkocth oT 27 mo 100% ot mporunosupyemoii). Ilpu sTom pe-
3yJbTaThl 3aHATUN He 3aBucenu oT ucxonnou JKEJI. [ToBbieHus
JKEJI B CBSI3U C TPEHUPOBKOW JBIXATEIILHONM MYyCKYJIaTyphl Bbl-
siBTIeHO He Obu10. KEcciep M coaBT. onucany JaHHBIE MO TPYII-
ne u3 27 manpunkoB ¢ MJI/] 3a 2 roga u BRISIBUIM OTCYTCTBHE
camkenuns JKEJI'*, OqHako MHTEPIPETANNIO dTHX JAHHBIX 3a-
TPYIHSET OTCYTCTBHE KOHTPOJIBHON rpymnmbl. Hu omHO M3 nBYX
WCCIIEZIOBaHUH HE TPOJEMOHCTPHUPOBAJIO, YTO 3aHSATHS HAHOCHT
Bpe ABIXaTelbHOW MyCKYyIaType.

BbiBoabl N0 AaHHBIM UCCNEA0BAHNIA

TpeHUpOBKa MOXET MOBBICUTH CHITY M BBIHOCIUBOCTH JIbI-
XaTeNIbHOH MYCKYNaTypsl y JOeTed M MOJIOABIX JIIOAEH C MHO-
muctpodueii ronenna (ypoBeHb 10Ka3aTenbHOCTH le).
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BCNOMOTATEJIbHAAl BEHTUNALUA

Bcnomorarensaas BeHTIIISAINS Y AeTedt ¢ HM3 ucnomns3y-

€TCsl CO CIEAYIOMIMMH HEJIIMU:

® CHSATH CUMITOMBI HOUHOM TUIIOBCHTUJIALIUH

® CHSTb CUMIITOMBI I[HCBHOI\/'I TUIIOBCHTUIIATI WU,

® CHHM3UTHh YacTOTy TOCHUTANIM3ANUN M3-3a MH(EKIHH IbIxa-
TEJbHBIX MyTEH;

® TIpeZOTBPATUTH JiehOpMAIHIO TPYTHON KIETKH Yy AeTed paH-
HETO BO3pacTa ISl yIyqIIeHHs TOITOCPOIHOTO POTHO3a;

® YBEIUYUTH IPOIOJDKUTEIBHOCTD JKU3HH.

HeunBasusHaa BeHTURALNSA

Bentunsinyg depe3 Ha3aJIbHYI0 MacKy, HOCOBbIE KaHIONH,
JIMLEBYK0 MAacKy WM MyHITYK HasbiBaercs HUBJL Ee mox-
HO HUCIIOJIb30BAaTh ISl MOAJECPKKU Ablxanus aeret ¢ HM3 kak
JIoMa, Tak U B OonpHUIIE. HazansHbIe MacKku, KAaHIONH U JIMIIEBBIE
MacK{ UMEIOTCS B TPOJIaXKe JUIS JETe BCEX BO3PACTOB, KpoMe
HOBOPOXKIEHHBIX. Macka yIepKUBaeTcs C MMOMOIIBI0 TOJIOBHO-
TO KpeIuieHus ¢ pememkamMu. Ha3anbpHble MacKu U KaHIONH, KaKk
IpaBUII0, 00JIee YIOOHBI U MPEAIOYTUTEIbHBI IS OOJIBIINHCTRA
JeTei.

Ecnn BeHTHIALMHM OCYLIECTBIIAETCSA C MOMOIIbIO Ha3allb-
HOM MacKH, 4epe3 OTKPBITBIH POT peOeHKa MOXKET IMPOUCXOIUTh
yTeuka BO3Ayxa. B 3ToM ciydae MOXXET TOMOYh PEMEIIOK s
mox0opoIKa MIIM HOCOPOTOBOM (nmmeBoi) Macku. [lodrn Bcex
JeTel MOXHO YOeTUTh B HEOOXOAMMOCTH HAJEBaTh HA3AIBHYIO
WM JHUIEBYI0 MAacKy Ha HOYb B IENAX BEHTWIALWH, W, KOTJa
peOCHOK MPUBBIKHET K 3TOMY, UCTIOJIIb30BaHUE MAacKd He Oyaer
BBI3BIBATh TPYAHOCTEH. YPOBEHb MPHUBEPKEHHOCTH MAIIEHTOB
k HYBJI 00bIYHO BBICOK, 0COOEGHHO €CiiM peOEHOK M €r0 CeMbs
yOeXKIat0TCsl, 9TO BCIIOMOTATENbHASI BEHTHIISIUS TI03BOJISIET 00-
JIer4aTb CUMITOMBI 3200JI€BaHNS.
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HeneueHnas HOYHas TUNOBEHTWIALMS MOXET NPUBOIUTH
K JHeBHOW rumepkanaud. [lpu >¢¢deKkTHBHOM TpoOBEIECHUU
HHWBJI, cnpaissich ¢ HOUHOM THMIOBEHTUIISLIUEH, MOXKHO TaK-
K€ YCTPaHUTh M THEBHYIO THIIEPKATHIIO. MeXaHU3M TOTO, Kak
HouHass HUBJI yny4maeT CIIOHTAaHHOE [bIXaHUE JHEM, IOKa
JI0 KOHIIAa HE M3YYCH, OJHAKO YBEIMYCHHUE UyBCTBUTEIHHOCTH
K YIJICKUCIIOMY Ta3y y MAallMEeHTOB B BUJIE YCHIICHUS TOOY XK ICHUS
K BCHTHJISILIMK OTMEYAeTCs BO BceX paborax Ha 3Ty Temy!?6131,

VY nereit ¢ Oonbielt moTepei MBIIIEYHON CHJIBI JIBIXaTEelhb-
Hasg HEJOCTaTOYHOCTh C TUIIEPKAIIHUEH MOXET MPOSBIATHCA
B 9achl OOAPCTBOBAHMS M BO CHE B TaKOW CTETIEHHU, YTO TOIBKO
HOYHAS BEHTWISIIHS OKA3BIBACTCS HEIOCTATOYHON. DTHM JCTAM
nokasana aueBHas HUBJI mis oOneryeHuss CUMIITOMOB THIIO-
BEHTWISLIMY, YIYYIICHHUS] Kaue€CTBa U YBEIHUYCHHUS MPOOIKH-
TEJNBHOCTH )KU3HU. [JHeBHyt0 HVIBJI MOXHO NpoBOAUTH YEPE3 TE
K€ Ha3aJIbHbIC MACKU U KAHIONIHU, YTO UCIONB3YIOTCA AJ11 HOUHOU
BEHTWISILIUU.

Jlns meteit Gosree crapiiero Bo3pacra ¢ COXPaHHBIMHU JIBH-
rarejJbHbIMU M KOTHUTHBHBIMU HABBIKAMU BEHTWISALUS 4Yepes
MYHIIITYK MOXKET OBITh IpenodyTuTenpaee. HageBanne Ha3anb-
HOM MacKu WJIM KaHIONU TpeOyeT CTOpOHHEH MOMOIIH, a HOIlle-
HUE €€ Ha JIUIC MOXKET MEIIaTh COIIMAIbHOMY B3aUMOJICHCTBUIO,
peuu u mpueMmy nuuy. BeHTunsanus yepe3 MyHAIITYK, €CIU Uc-
MIOJIb30BATh CIEIMAILHOE MPHUCIIOCOONCHUE /ISl YIepKUBaHUS
MYHJIITYKa BCETNa PAIOM C JIMIIOM MAIMeHTa, IIOMOraeT 00Ib-
HOMY YIPAaBJIATh BEHTWISALIUEN U JENaTh BAOXH, KOIJa U KaK 3TO
HeoOxomumo. Ecim pebenky TpebyeTcst apixatelbHas MOIIepK-
ka Oosiee 16 4/CyT., ee PEKOMEH/IyeTCsl MPOBOIUTE Yepe3 Tpaxe-
OCTOMHYECKYIO TPYOKY (CM. pa3ies 0 TpaxeoCTOMHH).

HaHHble nccnenoBaHmii

Hanusie o Tom, yto HYBJI cHM>KaeT HOUHYIO THIIOBEHTUIIS-
LU0 ¥ 00JIeTYaeT CBSI3aHHBIE C HEl CHMIITOMBI, TOJIyYEeHBI B XOZI€
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OJTHOTO PaHJOMH3UPOBAHHOTO HCCIIEIOBAaHUS CMEIIAHHOW BHI-
OOpKH JeTeil ¥ B3pOCIBIX’S U YSThIPEX HEPaHIOMU3UPOBAHHBIX
o0CepBalMOHHBIX HCCaeqoBanmii mereii!™ 1327134 Myrmeunas
C1aboCTh y 3TUX JeTel Oblia CBsi3aHa C pa3iMYHBIMU 3a00J1e-
BaHusiMH, Takumu kak MJIJ], CMA, BpoxIeHHbIE MHUOIATHH
Y BPOXKJCHHBIC MBIIICUHBIC TUCTpOodUu. Y Bcex HaOMoaanach
HOYHAs THITIOBSHTHJISIUS C THCBHOW TUIICpKAITHUECH Hin Oe3 Hee.

EnuncrBennoe pannomusupoBanHoe uccienosanue HUBJI
JUISL KOPPEKIIMH HOYHOM TMITOBEHTHIIAIMU'® BKIIIOYATIO B ceOs
Y HECKOJIBKO MIKOJIbHUKOB (CpeIHHH BO3pPACT YYaCTHHUKOB —
18 net, ot 7 mo 51 roma). M3ydaemMble ManueHTH OBLTH BBHIOpa-
HBl W3 KIMHAYECKOW MOMYJSIITNN OOJMBHBIX C BPOXKICHHBIMH
HEHPOMBIIICYHBIMU 3200JICBAHUSMH ¥ ACPOPMALIUAMU TPYIHON
KIICTKA M UMENIM JIMOO CHMIITOMbI HOYHOW THIOBEHTHJISALIUH,
6o JKEJI mensmie 50% or mODKHOM. Y IMAllMEHTOB OLIEHU-
BaJi TIOKA3aTeNId Ta30B KPOBH JTHEM, a TaKK€ YPOBHU HOYHOH
OKCHUTECHAIINHU H YIJIEKUCIIOTO Ta3a. J[eTH ¢ koMOnHaIe HO9HOM
TUIMOBEHTIISLUN U JHEBHON HOPMOKAITHUW OBLUTH CIy4YailHBIM
00pa3oM pasfesieHbl Ha JIBE€ TPYIIIBI: B OMHOW B HOYHOE BPEeMs
ncnons3oBanace HUBJI, Bropas Bemach mo 0OBIYHOMY IPOTO-
KOJIy; ¥l UX COCTOSIHHE MPOCJIEKHUBAIOCH HA MPOTSKEHUHU 2 JIeT.
Beuto BersicaeHo, yto HUBJI addexTuBHO ycTpaHSIET HOYHYIO
TUMOBCHTWIALIMIO U YAy4lIaeT KadyecTBO XKuU3HU. CTOUT OTMe-
TUTB, 4TO 9 13 10 ManKueHTOB KOHTPOJIBHOW IPYMIIBI HAYaJId HC-
nonb3oBate HUBJI k koHIy 2-ro roga ucciaeaoBaHus: 2 — Iis
o0JyierdeHusl CHMIITOMOB HOYHOM THMOBEHTWIALINHU, 5 — 1ocIe
pa3BUTHS THEBHOW THUIIEpKAHWH, | peOeHOK — M3-3a OTCTaBa-
HUS B pOCTE, U emie 1 — u3-3a yXyamenust QyHKINHA JIETKUX.

B derbipex 0OCEpBALMOHHBIX HCCIeqOBaHMsX 20 1327134
B o0mieit cnoxxnoctu 91 pebenky Obuta Hauara HUBJI B cBsizu
C CUMITOMaMH TUIOBCHTWISIIIMY, HAJIWYUEM ITHEBHOW THIIEp-
KaITHUM WM TIOCJIE DIU30/I0B JBIXaTEIbHON HEIOCTaTOYHOCTH.
HccnenoBarensM B TOM WM WHOM OOBeMe OBUIM H3BECTHBI
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(bm3nomornyeckue mokaszarenu OONBIIMHCTBA AETEH 10 Hadaja
HUBIJI. B Tpex u3 geTsipex paboT M3y4yairnch CUMIITOMBI TTaIlH-
€HTOB M Ka4eCTBO X XU3HU. CHMIITOMBI OTCIICKHBAINCH C TI0-
MOIIIBIO OTIPOCHMKA MIJIA TIO COOOIIEHHUSIM poanTenei. Bee ueTsi-
pe MccenoBaHus MOKa3aId YIyqIlIeHHE OKCUTCHAIINHA U YPOBHS
VIJIEKUCIIOTO ra3a BO CHE, a TAKXKE 3HAYUTENILHOE YIyUIICHUE TO0-
KazaTelel MHIEKCA AbIXaTeNbHbIX pacCTpoicTB. CUMITOMAaTHKA
TaK)Ke 3HAYUTEIbHO CHU3UIACh.

B onHoMm uccaenosanuu'® 30 gereil, HaXOnALUXCA HA He-
MHBAa3UBHOI BEHTWISILUU, MONPOCUIM B TEUEHUE TPEX HOUEH
Bozzepxkarbest o HMBJI. Bocemb cemell oTkazainuch cpasy,
12 nmereit mompoGoBanu caenarb 3To, HO Bo3oOHOBHIN HUBIJI
13-3a TOSBJICHUS CUMIITOMOB. be3 BEHTWISAIIMU BCE TPHU HOYH
ocraBanuchk 10 gereil. Y Bcex ObL1 0OHApYKEH OBICTPHIN BO3BpaT
K HOYHOM I'MIOBEHTWISILIMY C TUNIepKanHuel. Bee msath uccneno-
BaHMi nokasanu, uro HouHass HUBJI s¢dexTnBHO n3baBnseT ot
JHEBHOU TUIIEPKAITHUU.

CymecTByeT OIHO pPaHIOMHU3MPOBAHHOE HCCIIEOBaHUE
pannero Hawama HMBJI, B xoTtopoMm OBUIO NpoOaHAIH3HPOBA-
HO, MPEAOTBpAIlacT I HEWHBA3WBHASI BEHTIIALNS PA3BUTHE
JIHEBHOM IbIXaTEJbHOU HemocTaToyHocTu'>. B wmccnemoBaHuu
ydacTBoBasiu Manpuuku ¢ MJIJ1 (cpemuuit Bo3pact 15,5 roxna),
KoTopbie Ha ocHoBanuu nokazarens JKEJI 6onee 20% ot cpen-
HEro 3HayeHWs M HOpMalbHbIX mokasarened CO, aprepualb-
HOH KpOBHU HE HyXAaIuch B HeMeyieHHOM Hadanie HMBJI. Ouu
OBUTH CITy4YaifHBIM 00pa3oM pas3felieHbl Ha JIBE TPYIIIBL: C MOJ-
nepxkoit HUBJI m oOmenpuHITHIM JICYCHHEM; WX COCTOSHHE
MPOCTEKUBAIOCH HAa MPOTHKEHUM S JieT. [T1aBHBIM H3y4YaeMbIM
rmapamMeTpoM OblIa IPOAODKUTEIBLHOCTS Xu3HU. 1o 3ToMy Tmo-
kasarento HYBJI He mpomeMOHCTpUpOBala HUKAKUX I[PEUMY-
IIECTB: B rpynine aetei, ucrnonbsytommx HUBJI, Obuio Bocemb
cMmepTelt (MATh U3 HUX — OT JBIXaTelbHONW HEeIOCTaTOYHOCTH),
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a B KOHTPOJILHOH Ipylne — ABe (0OHAa — OT JbIXaTesbHON
HEJOCTATOYHOCTH).

OpnHako uccie0BaHUE UMENO Pl HegocTarkos. B HeM He
YYUTHIBAJIOCh HAJIMYHME WM OTCYTCTBUE y MAlMEHTOB CHMIITO-
MaTH4ecKoll HOYHOW TMIIOBEHTHIISIIH U HE YKa3bIBAIOCH, ObLIa
mu oHa ycrpaneHa HUBJI. He mpoBoawinchk HOYHas OKCUME-
Tpus u KanHorpadus. O perynspHocTa ucnonszoBanusi HUBJI
3[€Ch MOXKHO CYAMTBH TOJBKO IO COOOLICHUSIM CaMMX HalueH-
TOB WJIM UX pojuTencil. JleueHne B KOHTPONBHOH TPyIIIE BKITIO-
a0 B ce0s ImprueM aHTHOWOTHKOB M (DM3MUYECKYIO TEeparuio,
MOAPOOHOCTEH O KOTOPBIX B MCCIEAOBAHUU HE INIPUBOIUTCA.
Taxxe HUYETo HE TOBOPUTCS 00 OCOOCHHOCTSX BMEIIATEIHCTB
JUIS TIOMOILM B OTKAIIJIMBAHUM M OUMCTKE JBIXaTeNbHbIX IMyTeH
OT MOKpOTHL. 1Ipy 3TOM B HCCIENOBaHUU IETAETCS CAEAYIOIUN
BBIBOJI: MaJIOBEPOSITHO, 4TO Ucnionb3oBanre HUBJI y nanuenTos
0e3 CUMIITOMOB OyZIeT yCIIEIIHBIM, €CIIM BHUMATEIBHO HE OTCIIe-
XKUBaTh 3 (EKTUBHOCTh BEHTHIISIIMU M HE 00paIliaTh BHUMaHUS
Ha COCTOSTHUE 37I0POBbS MALIMEHTA B IIEJIOM H JbIXaTeIbHON CH-
CTEMBI B YaCTHOCTH (B OCOOGHHOCTH Ha OUUCTKY JbIXaTEIbHBIX
ITyTEeH OT MOKPOTHI).

BbiBoAbl N0 AaHHLIM UCCNEA0BaHMIA

HUBJI s>ddextuBHO ycTpaHseT HapyLIECHHs IBIXaHUS BO
CHE U THEBHYIO THIIEPKANHUIO (YPOBEHb OKa3aTeIbHOCTH I-).

HUBIJI 3¢ dexruBHO 00NErIa€T CUMITOMBI HOYHOW THIIO-
BEHTWJIANNY (YPOBEHB J0Ka3zaTensHOCTH I-).

IIpodunaktnueckoe wucnonszoBanne HUBJI y npereit
¢ MJ1/1 He mpeAoTBpaIllaeT pa3BUTUA JbIXaTEIbHON HEAOCTATOY-
HOCTH (YpOBEHb JJ0Ka3aTeNIbHOCTH [-).

CHMXXeHune 4acToTbl rocnUTanu3auuii

B TpeX HEOONBIINX PETPOCHCKTUBHBIX HCCJICAOBAHU-

six 134 136. 37 oy deHpl JaHHbIe 0 TOM, 4TO Hcnosb3oBanue HUBJI
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CHIDKAET YaCTOTy rocrnuTanu3anuid. B o0mieit c1okHOCTH B Tpex
WCcCIeoBaHuAX ydacTBoBaio 59 nereit ¢ HM3, kotopbiM Obiia
Hagara HUBJI B cBs131 ¢ 3auKCHPOBaHHON HOYHOW THITOBEHTH-
JIALIMEH, THEBHOM TMIIEpKAalHUEH, OCTPBIM YXYIUIEHUEM PECIIU-
pPaTOpHOTO cTaTyca WM MOBTOPSIOIIMMUCS TOCHUTATN3ALUIMHI
Mo TMOoBOAYy o0oCTpeHMi MH(GEKIUH AbIXaTelbHBIX MyTei. Bo
BCEX MCCIEAOBAHUSX CPAaBHMBAJIACH YACTOTA TOCIUTAIU3ALMMA
B roj, npeamectByomuid Hauany HUBJI, ¢ konnuecTBoM rocnu-
Tanu3auuii B 1-1 rox ucnoie3oBanusa HUBJIL. Bee nccnenoBanus
MTOKa3aJId CHIDKEHUE YacTOTHI TOCTHTAIM3aui (2—4 3a rom 1mo
Havana HUBJI mpotus 1 3a ron ¢ mogaeprxkoit HUBJI) u o6mmero
konyecTBa aHei B crarmonape (40—50 B ron mo HMBJI potus
10 ¢ momnepxkxoit HMBJI) 3a 1-it ron ucnons3oBanust HUBIIL.
HccnenoBanus sIBISIIOTCS. PETPOCIEKTUBHBIMU, TOATOMY MOXHO
MpEAnonaraTb, YT0 CHIKCHUIO YKCIA TOCHUTAIU3AUUNA MOIIH
crioco0cTBOBaTh nHbIE (akTopsl nomumo HUBJL, nanpumep, 3¢-
(heKTHBHOE HCIIONF30BaHUE JIBIXaTEeIbHON (PU3NUECKON Tepaniu
JUTSL OYUCTKH JIBIXaTeIbHBIX ITyTEH.

ITou u bax* coo0mamT 0 MpUMEHEHHH CIIEIHMAIbHBIX IIPO-
TOKOJIOB BEJICHHSI TTAI[IEHTA B CITy4ae pecIrpaTopHOro o0ocTpe-
HUs, BKJIIOYAIOIIMX B cebs ucnonb3oBanue HUBJI, B perpo-
CIEKTUBHOM HCCJIEZIOBaHUM 94 B3pOCIHBIX U JETEH, B TOM YHCIE
31 manmenta ¢ Ml (cpenuuii Bozpact 19 ner) u 18 — co CMA
(cpennuii Bo3pact 7 ner). Mcrnonp30BaHue 3TUX MMPOTOKOJIIOB CO-
OTHOCHIIOCH CO CHHKEHHEM YaCTOTHI TOCTIMTATTN3AINH (TiprOiu-
3UTENHHO | cydail rocrMTanu3anyy B TO JO Hadana MpruMeHe-
Hus IpoTokoia nmpotus 0,1 cimydas mocie).

LlaHHble uccnenoBaHuii

HcnonszoBanne HUBJI 3¢ dexkTHBHO CHUKAET 4acCTOTY TO-
CIMTAIM3ALHUH 110 TOBOLY PECITUPATOPHBIX 00OCTPEHUH y neTel
C CUMIITOMaTH4YE€CKOM HOYHON T'MIIOBEHTUISIUUEH WM THEBHOU
runepkanauei (ypoBeHs gokaszarensHocT I11).
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MpepotBpawenne aethopmanum rpyaHoi KNeTku

Hedopmarum TpyaHOH KJIETKH, B YaCTHOCTH BOPOHKO-
obpasHas nmedopmanms («Tpyab CallOKHHUKAY), 4aCTO BCTpeda-
10TCs y AeTeit ¢ Tspkenoi popmoit CMA. Cunraercst, uto nedop-
Malys y 9THX JeTel MPOUCXOANT 3a CUET BIHMSHUS HA TPYIHYIO
KJIETKY OTHOCHUTEIbHO COXpaHHOW auadparmbl. JpIxarenbHbie
JBIDKCHHSI HE CHHXPOHU3UPYIOTCS C YIUIOIEHHEM Tuadparmsl:
OpIoIIHasl CTCHKA MPUIIOAHUMACTCS, @ HIDKHSSA 4acTh IPYIHON
KJIETKW TIPY 3TOM BTATHBaeTcs. Ha HadalbHOM dTare «KOJOKO-
nooOpazHas nedopMalis TpygHON KIETKH o0paTuMa IMpH HC-
TOJTF30BaHUH BEHTHJISIIINH C TIOJIOKUTEIHHBIM JJABIIEHUEM, HO 110
MPOIIECTBUHM JJIUTEILHOIO BPEMEHH BOPOHKOOOPa3HyI0 edhop-
MalHMIO UCTIPaBUTh yiKe HEBO3MOXKHO. [IpenoTBparienue nedop-
MaIlui 00eCIICYUBACT COXPAHCHUE OOJIBIIEr0 MACCUBHOTO 00be-
Ma JIeTKUX B OoJiee cTapiieM Bo3pacTe, HOTeHIUAIBHO o0Jeryast
BEHTWJIALINIO U YIIy4Ilas CEPACYHO-JIETOUHYI0 (PYyHKITHIO.

Hanueie o Tom, uto ucnoiszoBanue HUBJI moxer mpe-
JIOTBPATUTH AeOpMaINIO TPYIHON KIETKH, IPUBOASTCA B JBYX
00CepBaIMOHHBIX HCCIIENOBAHMAX MiageHieB co CMA 138,
ABTOpBI cOOOIIAIOT, 4TO pedepHble JiehopMalii MOTYT OBITh
MPeI0TBpAIlleHbl WM 00paTUMbI NpuU HUcHonb3oBanuu HIBJI
B TIOJIHOM 00BbEME CO CPEJIHUM MHUKOBBIM JaBicHHEM 18 MM
Box. cT. [lonOupas Takue napamerpsl nasnenus HUBJI, uroOs
JIbIXaTeNbHAs MOIePKKa YCTPaHsIa He TOJbKO HOYHYIO THIIO-
BEHTWJIALINIO, HO U ACHHXPOHUIO B JIBIDKEHUSIX TPYIAH M )KHBOTA
MIPH IBIXaHUHM, MOKHO TPEAOTBPATHUTH JAe(pOopMaIuio TrpyaHOH
KIETKH B JIOJTOCPOYHOM mepcrekTuse'’.

BbiBofbl N0 AaHHLIM UCCNEA0BaHMIA

HUBJI >¢dextuBHO mpenoTBpamaeT AeGopManuu rpya-
HO¥ kieTku y aeteit co CMA (ypoBeHb noka3arenbHoctu 1),
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VBenun4yenne npoaoKUTENIbHOCTU XKU3HU

Ponmu HUBJI B yBenuueHUH NPONOKUTEIBHOCTH KU3HU
JETel ¢ OTPaHNYMBAIOIINMH JKU3HD HEHPOMBITIIETHBIMH 3a00I1e-
BaHUSMH TOCBAIICHBI CEMb HCCIIEIOBAaHMA, B KOTOPBIX MMPOaHa-
JU3UPOBaHBI AaHHbIe qeTeil ¢ MJJT u CMA3S 9395 1407142 B ye.
THIpeX paboTax OTMeuaeTcs 3HAYMTEIBHOE MOBBIIICHHE CPOKa
BBDKMBAEMOCTH Y MaJIBUMKOB ¢ M/l 10 cpaBHEHHIO CO CPOKaMU
JKU3HU ITHX O0NbHBIX 10 nosieinenus HUBJL. YBenuueHue BbI-
JKUBAEMOCTH B paboTax CBSA3BIBAETCS C €KEAHEBHBIM HCIIONB30-
Baanem HUBJI, xoTs mpumenenne 3 PeKTUBHBIX TEXHUK OUUCT-
KU JBIXaTENbHBIX MyTeH TOXKE MOTIIO UTPATh CBOIO POJIb.

B onmoii pabote onmchIBaeTca KIMHUYECKOE HAOMIONEHUE
10 manmentoB ¢ M/1J1 ¢ AHEBHOM TUniepKanHuei (CpeaHuii Bo3-
pact 20,2 roga): 5 u3 HUX Hauanu ucnoinp3oBanune HUBJL, a npy-
rue 5 OTKa3alIucCh 3TO jAejaTh. B koHIe 2-ro roga HaOMIOACHUS
4 u3 5 nanuenToB, otkazasiuxcs or HUBJI, ymepnu ot Tshxenoin
JIBIXaTeIBHOM HeIOCTAaTOYHOCTH, B TO BPeMs KaK 5 MaIleHTOB Ha
HUBIJI Ob11H KUBBI.

IBe paboter’ * mocesimensl BiusHuio HUBJI Ha BEDKHBae-
mocTh gereit co CMA 1-ro tuma: ogHa 0CHOBBIBAETCS HA TaHHBIX
aHKeTHOTo uccienoBanus 391 pebeHka ¢ TMarHo3om, BTopas —
PETPOCIIEKTUBHOTO U3ydeHus: 92 nereil, HaOMONABIIMXCS B Of-
Hol kiuHuKe. O0e TPyHIbl MPOAEMOHCTPUPOBAIN YBEITHUCHHE
BBDKMBA€MOCTH BCIICAICTBHE HCIIOJIB30BAHHUS HCKYCCTBEHHOMN
BEHTWJIANNY (d4epe3 MacKy WU TPAXeOCTOMY).

BbiBofbl N0 AaHHBLIM UCCNE0BAHMIA

Hcnonp3opanne HMBJI yBenuunBaeT NpogoKUTEIbHOCTh
JKU3HH JIETEH C OIrPaHUYUBAIOIINMMU KU3Hb HEHPOMBIIIECYHBIMU
3a00neBaHUSAMU (ypOBeHb nokazarensHocTH I11).
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WUcnonb3oBanue HUBJI B gHEeBHOE BpemMs

JlanHabIe 0 BO3MOXKHOCTH 3(()EKTHBHOW JTHEBHOW BEHTH-
JSIIAM 9epe3 MAacKy WM MYHAIITYK (a HE TPaxeocToMy) I0-
Jy4eHbI B X0/l TPeX 00CEpBAIlMOHHBIX HCCIICAOBAHUIA: B JBYX
n3yvaiauch Manparku ¢ MJIJ] (Bcero 66 nmamuenTtoB)'*> 4, B ox1-
HoM — et co CMA 1-ro tuna (47 aeteit u3 0aHOTO IIeHTpa)™.
B 5TuX HCCiIen0BaHUX MPOJOIKUTEIBHOCTD KU3HH HAIIHEHTOB
Ha HEMHBA3HWBHOW JHEBHOM BEHTUIAIMU ObLiIa CPAaBHHMA C TPO-
JIOJKATEIBHOCTBIO KHU3HU TMAIMCHTOB, BEHTUIMPYEMBIX depe3
TPaXeoCTOMY.

IlaHHble uccnenoBaHuii

Bentuisinus B AHEBHOE BpeMst 4epe3 MYHALITYK WK Ha3alb-
HYIO MAacKy Mo3BOJsIeT 3QEeKTHBHO KOHTPOJIUPOBATH CHMITOMBI
JHEBHOU T'MIOBEHTUIISILMY (YpOoBeHb JokazarenbHocTH 111).

Pexkomenpauumn

» JleTn ¢ HEWPOMEBIIICYHBIMY 3a00JIEBAHUSMH, TTPHUBOISITAMU
K CHMIITOMaTHY€CKOH HOYHON THUITOBEHTHWIAIIUA WIN JTHEB-
HOMW TMHEPKANHUU, JOJHKHBI MOJIy4YaTh PECIUPATOPHYIO MOJI-
nepxkky ¢ momornisio HUBJL. [C]

» [l geTeit, HyKIAIoNIUXCs B allllapaTHOM MOICPIKKE B THEB-
HOE BpeMsl, ClIeAyeT pacCMaTpPUBAaTh BOIIPOC O HEMHBA3UBHOU
BeHTWJIAIUU. [D]

Tunbl, peXXumbl U HACTPOIiKa
AbIXaTeNbHbIX annaparos

Tunbl annapatoB

Cy1iecTByeT HIMPOKHUMA CIIEKTDP JbIXaTENbHBIX amnmnapaTos,
KOTOpBIE MOXKHO HCIOJIb30BaTh AoMa y aereit ¢ HM3. JIBa oc-
HOBHBIX THUIIA PECOHPATOPOB — C YIPABICHUEM IO JABICHUIO
U ¢ ynpaeieHneM 1o oObeMy. Hexoropeie (Oomee moporwue)
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rUOpHUIHBIE anmaparbkl MOTYT COBMEIATh B cebe 00e GpyHKIuH,
U HEKOTOPhIE MOTYT IOJaBaTh BJOXU C 3aJaHHBIM JIABICHHEM
¥ KOMITCHCanuen mo ooreMy. Ha qaHHBINE MOMEHT HE MPOBOIH-
JIOCH JIOJITOBPEMEHHBIX MCCIE0BAaHMI, B KOTOPHIX Obl CPaBHU-
BaJIMCh KJIMHUYECKU 3HAYMMBIC MCXOJbI (BIMSHUE HA KOHTPOJb
CHMIITOMOB, KOJIMYECTBO TOCIHUTANN3AIUMA, YBEIMYCHNE BBIKH-
BAacMOCTH) Ha Pa3HBIX PEKUMAX BEHTHIISIINH.

Cample TepBbIe JOMAIHHE almaparbl MOAABAIN 3allaH-
HBIW JIBIXaTeNbHBIA 00bEM MM MUHYTHBIH 00bEM BEHTHIISAIUH,
U B HEKOTOPBIX [IEHTPAX JIO CUX TOP NPEAIOYUTAIOT PEKOMEH I0-
BaTh TAaKUE PECIUPATOPHI. [JTaBHOE MPEUMYIIECTBO BEHTHIISIIH
0 00beMy — BO3MOXHOCTh HarHeTarb HEOOXOAMMBIH 00beM
BO3/lyXa KaK 4acTh MaHEeBpa JUIsl TIOMOIIH OTKAILIMBAHUIO. XOTs
anmaparsl ¢ yIpaBieHHEM M0 00beMY TEOPETHUECKH MOTYT J0-
CTaBJISITh HEOOXOIMMBIH AbIXaTelbHBIH 00beM, HX CHOCOOHOCTh
KOMIICHCUPOBATh YTEUKH (U3-110J] MACKH MJIU Yepe3 POT IPHU UC-
MOJIb30BAaHUH HA3AJIbHOW MACKH) OTPaHUYEHA, YTO MOXKET MPH-
BECTH K HETOCTATOUHOW BEHTHIISIIHH.

Ammaparsl ¢ yNpaplIeHUEM I10 JIABICHUIO OOBIYHO Jierde
u nemiesie. OHU YCTPOEHBI TAKMM 00pa3oM, YTO YBEIUYUBAIOT
MOTOK BIIOTH O MOMEHTa JOCTIDKEHHS IMHKOBOTO JIABIICHHS,
YTO O3HAYaeT, YTO OHU YCHEIIHO KOMICHCUPYIOT BCE yTEUKH
o0beMa, KpoMe OYCHb 3HAUUTENbHBIX. B ammaparax, ynpasise-
MBIX IO JABJICHHUIO, UCTIONB3YETCsl OMHOMATPYOOUHBIH KOHTYD,
B KOTOPOM BBIJIOX OCYIIECTBIISICTCS Yepe3 KiamaH psAioM C Ha-
3aIbHOW WM JIMIIEBOH MAacKol. 3/1eCh €CTh BO3MOXKHOCTH BIOX-
HYTbh YK€ BbIJICJICHHBIH YIIICKUCIIbIH ra3'*, eciii MOTOK BO BpeMst
BBIJIOXA CITUIIIKOM HU3KWH, TOATOMY IIPH MCIIOIH30BAHIH PECITH-
paropoB, YNpaBIIEeMBIX [0 JaBICHHIO, PEKOMEHIYETCS ycTa-
HaBJIMBaTh 3HAUYCHHE JABICHUs KOHIIA BBIOXA HE MEHbIIEC 4 cM
BoA. cT. Ecniu rumepkanyus y nanpeHnTa coxpaHsercsi, HeCMOTpS
HAa aJICKBATHO MPOBOIUMYIO BEHTHIISAIUIO, U CBSI3aHA OHA CKOpEe
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BCCTO C IMOBTOPHBIM BJbIXaHUCM YIJICKHUCJIOTO I'a3d, K KOHTYPY
MOXHO ITPUCOCAMHUTD KiIallaH BbIJ0Xa HU3KOI'O COIIPOTHUBIICHMA.

PeXumbl BeHTUAALUN

B ammaparax, ynpaBJisieMbIX U 110 JAaBJICHHIO, H I10 00bEMY,
BO3MOXKHBI Pa3/IMYHbIE PEKUMBI BEHTHUIALUU. [[ns1 HEHPOMBI-
IICYHBIX OOJILHBIX Yallle BCEr0 MCIIOJB3YIOT JIBA PEKUMA: MPU
OJIHOM TAIMEHT MOXKET MHUIMUPOBATH IOJICPKMBACMBI Ma-
IIMHOW BJIOX, HO HE MOXET YIPABJIATh BPEMEHEM BJIOXa, — 3TOT
PEXKUM TO-pa3HOMY Ha3bIBAIOT CIIOHTAHHBIM C TOJJCPKKOM Ya-
CTOTHI ¥ BpeMEHH BJoxa (spontaneous/timed) Wi IPUHYIUTEITb-
HBIM PEXUMOM C YIpaBlICHWEM MO JaBIeHHIO (assist/control,
pressure-control ventilation); mpu BTOpoM peXKUME MAIIMEHT caM
UHULUUPYCT NOAACPKMBACMBIC allllapaToOM BAOXU U YHPABJIACT
JUTMHOW BJOXa, TAKOW PEKMM HA3bIBAlOT BEHTHJISLMEH C IMOA-
Jep>KKOW aBieHueM (pressure-support ventilation).

PasHple pexUMBI CYHMIECTBYIOT JUIS TOTO, YTOOBI MaKCH-
MaJIBHO aJaNnTHPOBaTh ammapar JUisi KOHKPETHOTO MAllMeHTa,
9TOOBI 00ECIICYNTh OOJILHOMY HanOONMbITUi KoMpopT u ober-
YUTb €EMY ABIXaTCJIbHBIC YCUIINA. HpI/I BCHTWIAIWU C MMOAACPK-
KOW JaBICHHEM BJIOX NPOJOIDKAETCS MOCIC HHUIMUPOBAHMS
MNanMeHTOM WJIM almaparoM A0 TEX I10p, IMOKa I/IHCHI/IpﬂTOpHLIﬁ
MOTOK HE CHU3UTCS O PEAyCTaHOBICHHOTO YPOBHSI, WU TIepe-
KIIOYaeTCsl Ha BBIIOX MOCIIE MAKCUMYM 3 C. DTOT PEIKUM MOXKET
OBITh CAMBIM MPUEMIICMBIM JIJISI B3POCIIBIX, HO HE IPUMEHUM IS
OOJIBLIIMHCTBA JIETeH PAaHHETO BO3pacTa ¢ HEOOIBIIUM JbIXaTeNb-
HBIM 00BEMOM.

®dapy u coasr.'*

IIPOBEJIH JTA0OPATOPHOE HCIBITAHUE Pa-
00ThI 17 pecnupaTopoB, UCIOIB3yeMbIX it qoMantaeir HUBJI,
Ha CICHIUAIBHBIX MOJENAX JIETKUX. UyBCTBUTEIBHOCTH TPHI-
repoB BbIJOXa (M BIOXa) OONBIIMHCTBA anmapaToB ObLIa OYEHBb
HU3KOW JUIsi MIIQJICHIIEB W JieTell Oollee CTapIiero BO3pacrTa,

€CJIM MMenach yTeuka B KoHType. HecrmocoOHOCTE pecniuparopa
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OOHApYXUTh HKCIUPATOPHYIO IOMNBITKY peOCHKa INPHBOIMIIA
K YUIMHEHHBIM BBIIOXaM, JUCKOM(OPTHBIM [UIsl nanueHTa. s
TaKHX MaJICHBKHUX JETEH PEXXHMMBI C YCTAHOBJICHHBIM BPEMEHEM
BBIJIOXa OoJiee MPUEMIIEMBI 1 TIEPEHOCSTCS JIeT4e.

XoTsl BEHTWIALMS C MHHUMAaJbHOW YacTOTOW JIbIXaHUS
HE U3yyanach B KIIMHUYECKHUX HCIBITAHUSX, ONBIT MOKAa3bIBAET,
410 OONBIMHCTBO AeTeir ¢ HM3, 3hhekTHBHO MCHONB3YIOMNX
HUBJI, Bo Bpemsl cHa JplIaT ¢ yCTAHOBJICHHOW 4acTOTOW M UX
BJIOXHM MHUIIMHMPYIOTCS amlaparoM, a He CAaMUMH NTallUECHTAMH.

Ha4yano HeMHBa3MBHON BEHTUNALUN

YV kIuHUYECKH cTa0MIbHBIX Aeteld HouHyo HYBJI moxHO
Ha4YMHAThH MMOCTEIICHHO B JIOMAIIHUX YCIIOBUAX HA MPOTSHKCHHUH
HECKOJIbKUX HOYEH, yBEMMYMBAas BpEMsl Ha ammapare OT HOYH
K HOYHM, OOBIYHO MIPH MOJACPIKKE MEICECTPHI MOBBINICHHON KBa-
muukanui. Y MHOTHX JleTel nokasanue K Hadarny HUBJI —
CUMIITOMAaTHYECKass THIIOBEHTIIIAIUS, U OOJeTYeHnue €€ CUM-
IITOMOB OBIBAa€T JOCTATOYHBIM TSI POTUTENICH U peOCHKA, YTOOBI
yOeauTh uX B HEOOXOIUMOCTH POAoDKeHus edeHus. [loaromy
JUIS BHIPAaOOTKM MPUBBIKAHUS K allapary Ba)KHO, YTOOBI M3HA-
YaJIbHO YCTAHOBJICHHBIC 3HAYCHUS NaBJICHHS M oObeMa ObLIU
HU3KHMH, a TIOTOM MX MOXXHO OBICTPO MOBBICUTH JI0 3HAYCHUH,
obecneunBaronux 3G PEeKTUBHYIO BEHTHIISIHIO.

[annble nccnenoBanuii

B onmHo#t paboTe paccMaTpuBaeTcs BOIPOC O TOM, TAe -
(extuBHee HaumHaTh npuMeHernne HUBJI: B crammonape wim
B JIOMAIIHUX YyCJIOoBHAX'Y. B 3TOM paHIOMHU3UPOBaHHOM HC-
CJIEJIOBAaHUU YYacTBOBAJIO 28 JieTel U B3pOCIbIX, HAUMHAIOIINX
ucnonp3oBarb HUBJI u3-3a cuMnromMariyeckoil HOYHOW THUIO-
BeHTWIANUU: 14 U3 HUX — B CTalMOHApe (CPEIHSS TPOJOTIKU-
TENBHOCTH rocriuTanm3anuu 4 aas) u 14 — Ha nomy (C omHUM
WM IByMsI aMOyJIaTOpHBIMU BU3UTaMu). [lasiee BcexX MareHToB
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BeJH 110 TeaedoHy. Yepes 2 Mec. BBIICHUIIOCh, YTO MEKAY AByMS
rpylnaMy He HaOMIofaeTcs pa3iuduil HU B yIy4IIEHUH Ta3000-
MeEHa II0 HOuaM, HU B IPUBEP)KEHHOCTH K II0JIb30BAHUIO alapa-
TOM, HM B Ka4€CTBE YKU3HH.

BbiBoAbl N0 AaHHLIM UCCNEA0BaHMIA

JeTsiM co cTaOMIIbHBIM TEYEHUEM OOJIC3HH HEHMHBa3HBHYIO
BEHTWJIALUIO JIETKUX MOYKHO HaUMHATHL 0e3 00s3aTeIbHOM rOCIIn-
Taju3aiun (YpOBEeHb JOKa3aTelbHOCTH [-).

Mone3Hblii onbIT

» MeaumnmuHCKAM cTy’k0aM, KOTOphIE TTOMOTAl0T ACTSIM, HaXo-
JUIIMMCS Ha JIOMAlllHEH BEHTWISALMH, HEOOXOIUMO HMETh
MIPEJICTABJICHUE JIMIIb O HEOOJBIIIOM KOJUYECTBE Haubojee
MIPUMEHUMBIX amaparoB. BolbIIMHCTBY JeTel XOpOoIIo Mmoj-
XOIIST PECIHPATOPHI, YIIPABIseMble MO JaBICHHUIO, KOTOPHIC
K TOMY K€ TIPOCTHI B HCITOJIb30BAHHH. [V]

» PexuMBbI BEHTHIISIIINY ¢ GUKCHPOBAHHOHN UTMHOHN BIOXa HAH-
JTy4YAM 00pa3oM MOAXOAST JJIsl JeTed paHHEero Bo3pacTa
WJIA OCJIa0JICHHBIX JCTCH. [\/]

» Jlns neteii Oosiee cTapiiero Bo3pacTa U MOJAPOCTKOB, KOTO-
pBIM HEOOXOIUMa BEHTHJIAIUS Yepe3 MYHIIITYK B TEUCHUE
JHS W/WIA WCIOJb30BAHHUE JILIXATEIBHOIO armapara Jyist
HarHeTaHus BO3/IyXa MU MOIBITKaX OTKAIUIATHCS, MPEAIoY-
TUTENbHEe OyAyT PECHHpATOpPhI C yIpaBIeHHUEM MO 00beMy
YN THOPHIHBIE pecrpaTopsl. [V]

» K jumeBsiM MackaM HEOOXOTUMO TPHCOCTUHSATH Kiarma-
HbI, MPELyNPeKIAIONIMe aC(HUKCUIO, YTOOBI MPH IOJIOMKE
arnmapara Oblla BO3MOXXHOCTh JIBIIIATH KOMHATHBIM BO3ITY-
XOM. Y JeTel cleAyeT YUYUTHIBaTh BOSMOXKHBIA PUCK PBOTHI
Y acmupainuu, 0COOEHHO €Cclii peOCHOK HE B COCTOSIHMU CaM
CHSTB C ce0s Macky. [\/]
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P Jletn, HyXHaloIuecs B JIBIXaTEIbHON IMOAJECpPIKKE Ooiee
16 4/cyT., MOMKHBI OBITH 0OECTICYeHBI 3aITACHBIM alIapaToM
Ha CITy4ail IIOJIOMKH OCHOBHOTO. [V]

Benenue pereii, ncnonb3yowux
HEWHBA3WUBHYH0 BEHTUNALUIO

Bae 3aBucumocTH OT npuumHbl, 1o Koropoid HUBJI Obuia
Hauara, INIaBHas €€ 1eJIb — YCTPaHWUTh TMIIOBEHTUIISILIUIO U CBA-
3aHHbIE C HEH cuMNTOMBI. D()(HEKTUBHOCTh BEHTHIISIIUYU Pa3iiu-
4aeTcsl B 3aBUCHMOCTH OT HECKOJIBKUX (PaKTOpOB, BKJIIOYAs BO3-
pact peGeHKa, I0aINBOCTh JIETOYHOM TKaHU U IPYIHOM KIETKH,
a TaKoKe TIOTHOCTD Mprieranus Macku. Kak Tonbpko peOeHoK cTa-
HOBHTCA criocobeH nepeHocuts HUBJI B Teuenne Houn (IpUBHI-
KaHHe 0ObIYHO 3aHMMAET JIBE-TPU HOUH), CIIEAYeT YOeIUThCS, UTO
THIIOBEHTWISILMS yCTpaHeHa. J{Jis 5Toro kak MUHIMYM HE0O0X0TH-
MO TIPOBECTH HCCIIEAOBaHUE CHA, (PUKCHpPYIOIIee HENPEPHIBHYIO
OKCHUMETPHIO U KanHorpaduio. B ciyuae ecnu sxenarenbHa KOp-
PeKIMs TOPaKoaOJOMHHAIBHONW ACMHXPOHUM NP AbIXaHUU (C
LEJIBIO TIPEAOTBPALeHUs JeopManny IpyIHOi KIETKU B Oymy-
IeM), UCCIIEIOBaHUE CHA, IOMUMO OKCHMETPHH U KalTHOTpaduH,
JOJDKHO BKJTIOYATh HAOIIOICHHE 3a IBUXKSHUSMU TPYAHON KIIETKH
W KUBOTa. [ mpenoTBpaiieHnss aCHHXPOHHH HeoOXomuma J10-
MOJHUTENbHAST HAcTpoliKa ammapara. CooOuieHue camux 00Jb-
HBIX 00 YMEHBIIEHUN CUMIITOMOB CaMo 10 ce0e He MOXET ObITh
JIOCTOBEPHBIM TokazareneM ddexrusrocTi HUBJI, Tak kak mpu
YaCTUYHOM YCTPAHEHUH TMIIOBEHTUJISIIMA CUMIITOMBI HCUE3AI0T
HETIOIHOCTBIO.

Yacrora, ¢ KOTOpOW NMPOWCXOAUT JAajbHeiiiee Halmoze-
HUE 32 OONBHBIMH, 3aBHCUT OT KIMHHUYECKHX OOCTOSITEIBLCTB.
HenaBHO 1uarHoCTHPOBAHHBIX MIIAIEHLIEB C IPOTpeCCUpYIONIEH
c1abOCTBIO CIIEAYET OCMaTpUBaTh HE pexke | pasa B HECKOIBKO
Henenb. [t Oonee cTaOMIIBHBIX eTel mocTapiie ¢ MEIIEHHO
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MIPOTPECCUPYIOIUM MM HEHNPOrPECCUPYIOLIMM 3a00JI€BaHIEM
JOCTaTOYHO OIHOTO BpadyeOHOro 0CMOTpa B IOII.

HewnnBa3uBHas BEHTHWIIALMS HE IPUHECET PE3YIBTATOB, ECIH
€e He HCIoib30BaTs. PopmupoBanue npusepxeHHocTy k HUABJI
y JETEU, KOTOPBIX MOIIEPKUBAIOT POAUTENH, OOBIYHO HE SIBIISET-
csi mpobeMoii. MHOTHe anmaparbl HIMEIOT TaliMep, YKa3bIBaIOLIUI
00111e€ KOJIMUECTBO YaCOB HCIIOJIb30BAHMSL, U T10 TUM IOKa3aTEIsIM
MOYKHO CYIUTh O IIPUBEPKEHHOCTH K JIedeHHUI0. [ 0BOpsI 0 mpuBep-
JKEHHOCTH, CIIEyeT UMETh B BUJLY, UTO JUII MHOTHX JETEH ITIaBHas
uens ucronb3oBanust HUBJI — 370 obnerdenrne cCMMITOMOB.

VYTeuku Bo3gyxa

YTeukn BO3Myxa HEM30€KHBI NPU BEHTWISIUU Yepe3 Ma-
CKy, HO u3-3a HuXx HUBJI yacto oka3eiBacTcs Hed)PEKTUBHON
U IUIOXO NMEPEHOCUTCS. YTEUKH MO0 NEPUMETPY MAacKH MOKHO
MPeIOTBPaTUTh, TIIATENIBHO ee monodupas. Celyac cyliecTByeT
00JIpIIOE KOJIMYECTBO MEIUATPUYECKUX MACOK: C HA3aJbHBIMHU
KaHIOJISIMH, Ha3aJIbHbIE WIN JIULEBbIE MAaCKH. ACCOPTUMEHT Ma-
COK Ul MIIQJICHIIEB JO CHUX IIOP OCTAeTCs HE TAKUM IIHPOKHM.
VYTeuku BO3ayXa 4epes3 poT IPU HUCIIOJIb30BAHUM HA3aJIbHOU Ma-
CKH MOYKHO IIPEIOTBPATUTB 34 CYET UCIIOJIb30BAHUS TECEMOK JUIS
HOo00POIKA HIIH EPEXO/ia Ha JIULIEBYIO MACKY.

VBnaxHeHue fbixaTesibHoil CMEcH

Hetsm, ucnonp3ytonum HUBJI Toipko HOYBIO, OOBIYHO
yBIaKHEHHE HEe TpeOyercs. TeM, KTo BEHTHINPYeTCs KaK B HOU-
HOE, TaK U B JHEBHOE BPEMS, YBIAKHCHHE BIBIXaeMOT0 BO3IyXa
MOXKET TIOMOYb MPEAOTBPATHTH BBHICHIXaHUE CEKPETa JBIXATEIhb-
HBIX ITyTEH ¥ TIOBBICUTH IIEPEHOCUMOCTh BeHTHIIsAMU. Hanbonee
3¢ (EeKTUBHBIN CTIOCO0 YBIAKHCHHUS — YBIIAXKHSIOIIAS CHCTEMA
C TIOJJOTPEBOM JBIXaTEIbHOTO KOHTYpA.
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IlaHHble uccnepoBaHuii

B snteparype He ocBelaeTcsi BOIPOC O MEPUOIUYHOCTH
1 HEOOXOIUMBIX TPEOOBAHUAX K MEAMLIMHCKOMY COIIPOBOXK[E-
HUIO JeTel, nonb3yronuxcs HUBJL

Tpu ucciegoBaHus B3POCIBIX MOCBAIICHBI BIUSHUAIO yTeU-
KM BO3/lyXa Ha COCTOSHUE MAI[MEHTOB, UCTIONB3YIOLUNX HOUHYIO
BeHTHILIIHIO ¥ 1%, VTeukn Bo3ayxa ObUIM OOHApYKEHBI y BCEX
OOJIbHBIX, @ B OJHOM HCCIIEIOBaHUHM BEHTWIIALMH Yepe3 amrma-
parsbl, monarome onpeeneHHbii 00beM, B cpenHeM 25% cre-
JIAHHBIX PECIUPATOPOM BAOXOB OBUIO IOTEPSIHO 3 CUET yTEUEK.
Jpyroe uccienoBaHue okasaio, YTo IepeBOJ NALMEHTOB Ha all-
raparsl, KOMIIEHCUPYIOIINE YTEUKH, IIPUBEI K YITyqIICHHUIO TTOKa-
3arenel HaCHIIICHUS YIIIEKHUCIIBIM Ta30M apTepHalbHON KPOBH.
A HeOOJIbIIIOE UCCIIETOBAHUE IECTH B3POCIIBIX, MOIb3YIOLUINXCS
annaparaMmy, yInpasiseMbIMU IO AABIEHUIO, BBIIBUIIO, 4TO 60—
90% HOUYHBIX MPOOYXKIECHUN Yy HUX NPOUCXOAMIIO B PE3yJbTare
YTEUKH BO3IYyXa, KOTOpas MpeKpalianack mnocie npoOyXKIeHHs
Ha Hekoropoe BpeMms. Carypauus Jepkajack B IIpefenax HOp-
MBI y BCEX IAIIMEHTOB, KPOME OZIHOTO, 3a CUET aIlllapaTHON KOM-
MIEHCAIH yTEYEK, MO3TOMY MPUYMHOMN MPOOYXAEHHUS OOIBHBIX
ObLI1a, IO-BUIUMOMY, HE TUTIOKCEMHUSI, 2 KOMIIEHCATOPHOE YBEJIH-
YeHHE MOTOKaA.

BbiBoAbl N0 AaHHbIM UCCNEAO0BAHMIA

YTeuku Bo3lyXa 4acTo CIIy4aloTCsl IPU UCIIOJIb30BAHUH Ha-
3aJbHBIX MAcOK M MOTYT IIPUBECTH K HEIIOJHOMY YCTPaHEHHUIO
HOYHOM TMIIOBEHTWIALIMY U HAapYLIEHUSIM CHa (ypOBEHb J0Ka3a-
tenpHOCTH I1I).

Pexomenpauum

» Korna pebeHOK HaYUMHAET UCTIONb30BATh HEMHBA3UBHYIO BEHTH-
JISIIUIO, EMY CIIEAYEeT MPOBECTH MOJMCOMHOTPA(UIO W OKCHU-
KarmHOTrpa(uio BO BpeMsI CHa, YTOOBI YOEIUTHCS B yCTPAaHEHHH
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HOYHOH rumoBeHTWISIINH. [[py HE0OXOIUMOCTH CeyeT Ipo-
BEPATH U KOPPEKTHPOBATh HACTPOUKH armapara. [D]

» JleTn Ha HEMHBA3WBHOW PECITUPATOPHOM IMOAIEPIKKE JOIHKHBI
pETyISIpHO MPOXOJANTH HOYHOW MOHUTOPHUHT CHA, 4TOOHI yOe-
qutecst, uto HYBJI cnpaBnsiercss ¢ npenynpekKIeHUEM TH-
nmoBeHTHWISIMK. YacToTa 00ciejoBaHHsI MOKET BapbUPOBATh
B 3aBHCUMOCTH OT KIMHHUYECKUX OOCTOSTENHCTB, HO JOIDKHA
ObITh MeHee | pa3a B roa. [D]

Mo6ounbie aththextol HUBJI
MoBpexpaeHune KoOXu

[Ipu BeHTHIALIMK Yepe3 Ha3aJbHYIO WU JUIEBYI0 MAacKy
MOXKET BO3HUKHYThH IMOBPEKICHUE KOXKU, OCOOCHHO Ha CITMHKE
HOca U Ha JIOy. [IpenoTBpaTUTh 3TO MpPOIIE, YeM JICUUTh: €CIU
TIIATEIBHO MOAOUPATh XOPOIIO MPHIIETAIONIYI0 MacKy u m30e-
rath Iepe3aTsaruBaHusl PEMEIIKOB, ITOT0, KaK MPaBHUIIO, OBIBACT
JIOCTaTOYHO, YTOOBI MECTa KOHTAKTA JINIA U MACKH OCTAaBAJIUCh
HEMOBpPEXIECHHBIMU. Jlydle AOmycTUTh HEOOMNBIIYIO YTed-
Ky BO3yXa IO MEPUMETPY MACKH, YEM €€ CIUIIKOM IUIOTHOE
MIpUJIeTaHue.

Ecau mocie ucmojb30BaHMS MAacKd Ha KOXKE IMOSBISIOT-
Csl TUIIEPEMUPOBAHHBIC YYACTKH, CJIEIYyEeT HPHUHSITH CPOUYHBIC
MepBbl, MTOKa He MPOU30IILIO MOBpexaeHHe Koku. OOBIYHO B Ta-
KHX CIIy9asX XOpOIIO TIOMOTAIOT THIPOKOJUIOWIHBIC IIOBS3-
ku. CrieruanbHble MPOKIAAKH IS J0a TakKe MOTYT CHU3WTh
JIlaBJICHHE MacKUd Ha CNUHKY Hoca. B mpomaxe ceifuac umeercs
MHOKECTBO MAacoOK JIJIsl ieTei OoJiee cTapiiero Bo3pacTa, U, Kak
MPaBUJIO, UCIONB3YIOUIYIOCS MAacKy MOXXKHO 3aMEHHTH Ha Ipy-
T'YI0, C HHBIMH MECTaMU TpUJICTaHUs K Koxke. DTo Ooliee 3aTpyi-
HUTEIIEHO B CITy4Yae ¢ MIIQJICHIIAaMH, JJIs1 KOTOPBIX BBIOOP MacoK
He Tak Oorar. [Tpu ncrons30BaHUM MacoK, CIeIaHHBIX Ha 3aKa3,
MOBPEXKICHUS KOKU CITy4aroTCsl ropasio pexe's!.
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FMnonna3sus cpeaHeit YacTi nuua

JlaBiieHue, Mpou3BOAMMOE Ha3aJIbHOMN UITH JIUIIEBOM MacKon
Ha pacTyInee Jumno pedbeHka, MOXKeT MPUBECTH K HEAOPa3BUTHIO
BEpXHEW YEIOCTH, YIUIOLIEHUIO CPEJTHEN TPETH JIUIIA U HapyIlIe-
HUSM npuKyca. He cymecTByeT KpyHBIX HCCIIEIOBaHUH, 1€ OBl
YKa3bIBAIOCH, KaK 4acTO 3TH MPOOIEMBbI BCTPEUAIOTCS WIH Kak
HX MOKHO U30€Karh.

®apy u coast."”! coobmaror 00 uccienoBanuu 40 nerei,
ncnons3yromux HUBJI unn CPAP we menee 4 Hen. O0miee yrio-
LieHue Juua 0bu10 oTMeueHo y 68% nereit, 12% onuceiBanuch
KaK UMEIOIIHE «JTUI0 BOTHYTOH ()OPMBI». YIUIOIIEHUE JTUIIEBOTO
CKeJeTa, [0-BUIUMOMY, He OBUIO CBA3aHO C THIIOM MAacKH, Bpe-
MEHEM €€ UCIIOJIb30BaHUs WIH BO3pacToM pebeHka. CMmereHne
Ha3aJ] HWKHEH 4YenocTd oOHapyxuinock y 37% nereit 1 ObLI1O
HaNpsIMYIO CBA3aHO C €XKEAHEBHOW MPOAOIKUTEILHOCTHIO HO-
LIeHusl Macku. B onHol pabore onuchIBaeTCs eIMHUYHBIN CITy-
Yail TOro, KaK Ha3aJbHasg Macka ObLIa YCHEIIHO MOAH(HUIIIPO-
BaHA, YTOOBI MO3BOJUTH IPOBECTH OPTOJOHTHYECKOE JIeYeHHE
y ceMusieTHEN JieBoukH, ucnoinb3yromieit HUBJI o Houam ¢ ae-
BATHMECSYHOTO Bo3pacTa'™”. JIuieBble MaCKH, HE OKa3bIBAIOIINE
JIABJICHUSI HA BEPXHIOIO YENIOCTh, TAKXKE MOXKHO HCIOIb30BATh
JUIS yCTPAHEHMSI €€ CMEILEHUs Ha3al.

Mone3Hblii onbIT

» OcMOTp Ha HpeAMET MOBPEXKISHUH KOXKU WU YIUIOMICHUS
JIUTA TOJDKECH PETYISPHO MPOBOAUTHCA Y AETEH, UCTIONB3YIO-
mux HYBJI, u Macka nomkHa OBITH Too0OpaHa TakuM o0pa-
30M, 9TOOBI CBECTH 3TH OCIIOKHEHUS K MUHIMYMY. [\/]

TpexeocTomus

BenTunsauusa Ha 10My MOXKET OCYIIECTBISATBCS YEpe3 Ma-
CKYy, MyHALITYK HJIM TpaxeocToMmy. B mpomuiom, 1o mosBieHus
CHELUAIBHBIX AETCKUX MACOK, BEHTHJIILMSA Yepe3 TPaxeoCcToMy
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Ha IOMY HcIonb3oBasach yanie. C IMEOIUMHUCS B HAJTMYUH HA
CETOMHsI ammaparaMd M pa3HooOpa3neM MacOK HEHHBa3HBHAs
BEHTHWIAIINS SBJISACTCS HanOoJiee MPEATIOYTHTEIEHBIM METOIOM
IBIXaTeITBHON TOMAEpKKU st Aeterd ¢ HM3, Hyxmaromuxcs
B peCIMpaTopHOil NOJJAEPKKE BO BPEMSI CHA.

Korna cnegyet nogymatb 0 TpaxeocToMuu

» Cepbesnbie OynbOapHbie HapymeHus. [Ipu cepbe3HbIX Oymb-
OapHBIX HAPYIICHUSX, NPUBOMAIINX K YaCTBIM acIHPaLUsIM,
TPaxeoCTOMHSI MOKET OBITH HEOOXOMUMOH i1t 2 hEeKTUBHON
OYHCTKH JIBIXaTeIbHBIX IMyTeH OT CeKperTa.

» HeBo3MmoxHOCTh dKCTyOanuu. Ecnmu Tspkenmoe pecmuparop-
HOE 000CTpEeHHE MPHUBEIO0 K HEOOXOIUMOCTH HCIIOJIb30BaTh
WHBa3MBHYIO BEHTHISIHIO U SKCTYOAIMIO OCYIIECTBUTH HE
yAaJI0Ch, HECMOTPS HA TPaMOTHOE MPUMEHEHHE MPOTOKOJIOB
B TeYeHUe 2 HeA. U Ooree.

» Korna anmmaparHast mogaepkka HyxxHa oonee 16 4/cyT.

» Koraa momsITKH YCTPaHUTh THIIOKCEMHIO HIIH THITCPKAITHUIO
¢ nomo1nbio HUBJI He npuBenu K pe3ynbrary.

P Tsokenast TUIIOIUIA3USI CPEHEH YacTH JIWIa, He yCTpaHseMas
3aMEHOH M OA00POM MACOK.

[Tpy NpUHATHU pelleHUs O TPaxXCOCTOMUHU CIENyeT Y4H-
THIBaTh MPEANOYTCHUSI CEMbU, peOeHKa WM MOJIOIOTO B3pOC-
JIOTO ¥ ONBIT KOMaHAbI CTICUATICTOB, 3a00TAIIMXCA O peOCHKeE.
[TpenMymiecTBa TPaxeOCTOMBI COCTOSIT B TOM, YTO OHA OCTABIISACT
JMI0 CBOOOJHBIM, HE MEIIAET IPHHATHIO THIIN U COLIHATBHOMY
B3aMMOJICHCTBUIO, a TaKXKe O0ECIeYnBAET MPSIMON MOCTYH IS
CaHaIllUM TPaxeoOPOHXHAIBHOTO JpeBa. TpaxeoCTOMHS TaKke
SIBIISIETCs1 O0JIee MPEAIIOYTHTENBHON IS MAIlHEHTOB, MOJTHOCTHIO
3aBHCUMBIX OT HCKYyCCTBEHHOH BEHTHJISILINH.
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OcnoXHeHna TpaxeocToMum

Tpaxeoctomust y MaleHbKUX AeTel ¢ Tskempimu HM3
MOXET OBICTPO TPUBECTH K YTPaTe CaMOCTOSTEIHHOTO IbIXa-
HUA, BEPOATHO, U3-3a TOr0, YTO MOTCPA KOHTPOJIA HAA MBIIIIA-
MU TJIOTKH MPHUBOAUT K HECIIOCOOHOCTH TMOIICPKHUBAThH JOCTa-
TOYHBIM (PyHKIMOHATIBHBIH OCTaTOUYHBIA 00beM jerkux. OueHb
ciabble TPaxeOCTOMUPOBAHHBIC JETH TaKXKe PEXe CIOCOOHBI
pasroBapuBaTh, 4YeM JIETH HA HEMHBA3WBHOW JBIXaTeIbHON IOJI-
nepxke. [Ipu uccrnemoBaHuy B3pOCHBIX JFOAEH, HYXKIAIOIUXCS
B JHEBHOW BEHTHJISINH, HEKOTOPBIE M3 HUX OJHO3HAYHO TIPEI-
rowtn HUBJI TpaxeoctoMuu (Ipyrue marmueHTs — HA000poT),
BO3MOJKHO, U3-32 TOTO, YTO BEHTUJISIIIUS Y€Pe3 TPAXEOCTOMY ac-
COLMMPYETCS Y MAaEHTOB C PECIHPATOPHBIMU OCIOKHEHHIMHU
)41 60.]'[66 YaCTbIMU IroCrTaIU3alUuAMUA, YEM IIPU UCIIOJIL30BAHUN
HUBIIL.

[To6ounble 3(pPeKTh TpaXeoCTOMHN — YBEIUYCHHE Tpa-
XEOOpOHXHAIBHOW CEKpPEelMd M YacTOTHl PECIHPATOPHBIX HH-
(hexunii, nucdarus, odpazoBaHue TPaHYISAIIN U TpaxeoapTepu-
aNbHBIe (UCTYIBI, YpeBaThiec GaTalbHBIM KPOBOTEUEHHEM S 154,
BonbmmHCTBO 3THX TpOOIEeM MOXHO H30€XKaTh, HCIONbB3Ys
CHEIMATILHO MMOI00PaHHYI0 TMOKYIO TPaXeoCTOMUYECKYIO TPYO-
Ky, Pacroiaraomyocsi CTporo o UeHTPY MPOCBETa TPaxeH.

TpaxeocTromuueckue TPYOKM 4Yallle HATUPAIOT CTEHKY
Tpaxew, eCI CaMH JbIXaTellbHbIe MyTH Je(hOpMUPOBaHbBI (KaK
B cITydae ¢ JeTbMH CcO CKomro3oM). [loBpexenue Tpaxen Mox-
HO yCyTyOWTh, €CIIH KOHTYp ammapara 0e3 AeprKaTells oKa3bIBa-
€T Ha Hee JaBJICHUE WIN B PE3yNIbTaTe HEMPAaBHIbHON CaHAIHH.
C moMoIIpi0 THOKOTO JHIOCKONa MOXHO YOETHTHCS, YTO KO-
HEll TPaXxeoCTOMUYECKON TPYOKH HAaXOOUTCS 1O LEHTPY Tpaxeu
U caMa Tpaxesl He UMeeT MOBPEKACHUH.
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IlaHHble uccnepoBaHuii

B Tpex uccnenoBaHUAX CPaBHUBAIOTCA KIMHUYECKHE HC-
XOJIbl BEHTWJISIIIUK Yepe3 TpaxeocToMmy uiu ¢ nomounisio HUBJI
y MalMeHTOB C JIHEBHOM JIbIXaTe€bHOW HEAOCTAaTOYHOCTHIO.

CymoH u coaBrt.'*

CpaBHMBAJIM T€UeHHE 3a00neBanus y 16 namu-
eHToB ¢ MJI/], noiyyaromux BEHTWIALMIO Yepe3 TPaxeoCTOMY
(cpennuii Bo3pact 32,7 roxa), ¢ TeueHHEeM 3a0oeBaHus y 26 ma-
LIMEHTOB HAa HEWHBA3UBHOW BEHTWJISAIMH (CPEIHUH BO3PACT
27 net). 3a NATWIETHUH TIepro]] HAOIIONEHNs Pa3HHIIBI B YPOB-
HE CMEPTHOCTH MEXKAY AByMs rpynmaMu He Obuto. OT ociokHe-
HHW, B OCHOBHOM CBSI3aHHBIX C CaHAIMEH M 00pa3oBaHUEM Tpa-
Hy/siwid, cTpagann 60% TpaxeoCTOMHUPOBAHHBIX MAIlMEHTOB.
[ManmenTs! 3TOW Tpynmbel yaiie OOJEeNd pEeCHUPaTOPHBIMH WH-
¢dexuusimu (38% npotus 8% B rpynne HUBJI). [Totepst maccel
Tena ¥ HEOOXOOUMOCTh B CIIEUAIBLHOM SHTEPAJIbHOM MUTAHUH
peXke BCTPEYaInCh B TPYIIIE TPAXeOCTOMUPOBAHHBIX ITAIIUEHTOB.

Bbax u coaBr.® cOCTaBWIIM OMPOCHHUK U PA30CIIAIH €ro 1o
noure 654 B3pOCIBIM MALMEHTAM, MOJYyYAIOIIUM BEHTUJISLUIO
JIeTKUX Ha aomy. M3 mammentor ¢ M/IJ] 33 genoBeka UCIONB30-
Baau HVIBJI Gosbiiie 16 4 B ieHb U 24 4yeiioBEeKa BEHTHUINPOBA-
JIUCh Yepe3 TPAxXeoCcToMy. Y NalueHToB, nojb3ytonuxcs HUBJI,
YacToTa rOCIUTANM3aui okazanack Hke (0,2 rocnuTanu3anuu
Ha manueHTta B ron nportus 0,6; p < 0,05). Cxoxue pesynbTa-
THI OBLIM MTOJTyYEHBI TIPY CPaBHEHUH MTOKa3aTelel MmalueHToB Ha
HUBJI u nanueHToB ¢ TpaxeoCcTOMaMu, CTPaJAIOLIUX OT APYTUX
TUTIOB MHUOMATHA. Takke He 0TMEUaIoch 3HAYUTEIBHBIX Pa3Iin-
YU MKy JBYMS TPYIIIaMu B Pa3BUTHH Oylnb0apHBIX HapyIe-
HUH WK B IJIUTEIHHOCTH MCIIONIb30BaHUS arapara.

bax u coaBT.** Takke MPUBOAAT JAHHBIC W3yUCHUS HEPaH-
JOMHU3UpPOBaHHON Tpynnsl 74 mnaneHieB co CMA 1-ro tuma
(47 neteil momydyanM IBIXATENbHYIO TOAJEPKKY C MOMOIIBIO
HUBIJI u 27 — 4yepe3 tpaxeoctomy). Bo Bcem ocrambHOM Be-
JieHre OONBHBIX OBLTO MACHTUYHBIM, BKITFOUAs MPEIOCTABICHUE
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JOMAIIHUX IYJIbCOKCUMETPOB M MEXaHWYECKHX OTKaIllUIH-
BaTenell, ¢ HaUIeKalUM OOYYeHHEM OOpalleHdus C HUMHU.
Hab6monenue npomomkanock okoio 5 et [lorepsimu cmoco6-
HOCTbH JIbIIIATh CAMOCTOSITENIHO TOYTH Cpasy MOCje ONeparuu
25 u3 27 TpaxeoCTOMHUpPOBAaHHBIX jaeTei. M3 47 manueHToB Ha
HUBIJI 32 nonp3oBanuch anmaparoM TOJBKO BO BpeMs cHa, 6
HYXJIaJIMCh B HEM Oosiee 16 4 B AGHBb U CTPaAaiy OT TUIEpKal-
HUM ¥ OJBIIKK 0€3 HEero U 9 HyXIaJIUCh B HEM ITOCTOSHHO 0Oe3
3HAUUTEJILHOTO IepephiBa HAa CaMOCTOSTENbHOE AbIxaHue. Bee
9TH OONBHBIE HyXaamuch B kpyrmocytounoit HUBJI Bo Bpems
pecTMpaTopHBIX HHPEKIIMOHHBIX 3a00JIeBaHUH.

B wutore cMepTHOCTh B 00eMX Tpymnmnax Obula MPUMEPHO
onuHakoBa (5/27 B rpymnme TpaxeoCTOMHPOBAHHBIX OOJBHBIX
u 8/47 B rpynne HUBJI), B 0CHOBHOM A€TH yMUpaJIH BHE3AITHO
JoMa WM u3-3a pecnuparopHoil napekuuu. B nepsrie 3 roaa
YyacToTa rocnuranuianuii Oeuia Beimie B rpynne HUBJI — 1,6 na
nanueHTa B rog nporus 0,4 B rpymnme TpaxeoCTOMHPOBAaHHBIX
OospHBIX. [locne maTuieTHero Bo3pacra roCUTaIn3aluyl CTalll
peaxkumu B o6enx rpynmax (0,1 B rox Ha maruenTa). 3a Bce Bpe-
M 47 nersm Ha HUBJI npumnocs nepenectu B nesnom 194 un-
TyOalluy U3-3a AbIXaTelIbHOW HelocTaTouHOCTH. Takke Oonbliee
yucno aereir Ha HUBJI mornmu pasroBapusarb (34/47 mpotus
6/27 B rpymie TpaxeoCTOMUPOBAHHBIX OOJIBHBIX).

B nByx uccneqoBaHUSIX H3yYalIUCh MPEANOYTCHHUS HalueH-
TOB OTHOCHTEJIbHO HEMHBA3MBHOW BEHTWJIALUH W BEHTHIISLMU
yepes Tpaxeoctomy. bax'*® mpuBomuT maHHbele 0 168 B3pOCIBIX
(cpemuuit Bo3pact 55 neT), MONB3YIOMIUXCS almmapaTaMu IS J10-
MaIllHed BEHTWIAIUN 4Yepe3 MAcKy MM TPaxeoCTOMY AOJbIIe
1 Mec. BONBIIMHCTBO M3 HUX B MPOILIOM NEPEHECTH MOTHOMUE-
JIUT, U TIO3TOMY IPOTPECCUPYIONIEH TOTEPH MBIILIEUHON CHIIBI HE
HaOII0AaI0Ch HU Y KOro 13 0onbHBEIX. Ha MOMEHT uccnenoBanus
111 manuieHTOB UMENU TpaxeocTomy, a 59 ncnons3osanu HUBJIL.
N3 111 TpaxeocTOMHUpPOBaHHBIX MAaIeHTOB 49 mpemmowim Obl
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HUBJI, 42 — tpaxeocromuto U 14 He UMeNU YETKUX MPEIIo-
greanii. M3 59 manuentoB Ha HUBJI aukTo HEe mpeamoden ObI
Tpaxeoctomuto nepea HUBJIL.

Mapkctopm 1 coaBT.'”’” u3ydanu kauecTBo xu3Hu 91 B3poc-
noro (cpemHuit Bo3pacT 59 yer), HaXOmAIIerocs Ha JOMalTHEH
BEHTHJISILIMK W3-32 PECTPUKTUBHBIX 3a00s1eBaHmi Jerkux (16 u3
HUX — HeWpOMbIIeyHble OOJbHBIE), C MOMOIIBIO PAa30CIaHHO-
ro no noute onpocHuka. HUBJI ucnons3zoBanu 60 manueHTOB,
31 BenTHnUpoBaicsa 4yepe3 Tpaxeocromy. [lokazarenu xauecTBa
JKU3HU TI0 IByM U3 TPEX OMPOCHHUKOB CIA00 PasHUINCH MEXKIY
IByMs Tpynmami. [Ipu ucnonp30BaHnN TPETHETO OMPOCHHUKA Ka-
YEeCTBO JKM3HU MAIMEHTOB C TPAXEOCTOMOM OKa3aJI0Ch 3HAYMMO
BBIIIIE, HO pa3HuIla Obuia HeOombInoH (rpynmna HUBJI 25,2+3,6
B cpaBHeHHH ¢ 27,8+3,7 B rpymnme TpaxeoCTOMHH; BO3MOKHOE
KOIM4ecTBO OaioB oT 9 1o 36).

Mone3Hblii onbIT

» Tpaxeocromuyeckue TPyOKH TOJDKHBI OBITH TIATEIHHO IMO-
oOpaHbl M YCTAHOBJICHBI TaK, YTOOBI KOHEI TPYOKH HE YITH-
paiicsi B cTeHKy Tpaxen. [V]

» [Ipu HEOOXOMUMOCTH JHEBHOW BEHTHWIAILUH, PUHUMAS pe-
IEHUC O TPaXCOCTOMHHU, CICAYCT YUUTHIBATL MHCHUC CCMbU
¥ pebenka. [V]

Bentunauua ¢ oTpuyaTenbHbiM faBneHnem

AmnmapaTsl ¢ OTPUIATEIBLHBIM IaBJICHUEM, BKITIOUAS «Ke-
JIE3HBIC JIETKHE», KHPACHBIC PECIHPATOPBI U «OOEPTHIBAIOIITHE
pecniupatopb» (wrap ventilators) (HernOKuH IJIACTUKOBBIN
(dyTisip Ha TPYIb C HEHJIOHOBBIM TIOHYO), alapaThl, MOOWIIH3Y-
IolUe OPIONIHYIO CTCHKY, TaKWE KaK KpOBaTh-Kayajika W ITHEB-
MOIOSIC, ITUPOKO UCIONIb30BaIUCh ¢ 20-x 10 KoHua 80-X rogos
XX B. Ecth co0oOmIeHNsT 00 UCIIONB30BAHUN BECHTUIISALMM C OT-
pHUIaTeNbHBIM JaBlIeHHeM y maiueHToB ¢ HM3, B wacTHOCTH
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¢ muoauctpodueit Jomenna'>®. Dtu ycrpoiicta 3G PeKTHBHO
YCTPaHSIM HOYHYIO TMIIOBEHTHIISLIUIO, XOTSI y CaMbIX TSXKEJbIX
MAIMEHTOB OOCTPYKLMSA BEPXHUX JAbIXaTEJIbHBIX IIyTEH BO CHE
orpannuuBana ux 3¢pdexkruBHOCTh. Takwe ycrpoiicTBa OBUTH
IPOMO3JIKAUMH U HEYJOOHBIMH B CO BPEMEHEM TOYTH [TOBCEMECT-
HO OKa3ajiiCh 3aMCHEHBI alnaparaMd BEHTHJISIIUU C TIOJIOXKH-
TEJbHBIM JIABICHUCM.

B mponaxe celiuac uMeeTcsi COBpeMEHHasi MOJENb KHpac-
HOTO PeCIUparopa ¢ OTPULATEIbHBIM JABICHUEM, C TIOMOIIBIO
KOTOPOI'O MOXKHO OKAa3bIBaTb JBIXaTEJIbHYIO HOAJNEPKKY IETAM
u MiaaermnaMm ¢ HM3, ocoberno co crmaboii quadparmoit. Takme
anraparhl MOT'YT CIIY>KUTb JonoJHEHUEM K annaparam HUBJI Ha
HEONTUH MPOMEXKYTOK BPEMEHH, B YACTHOCTH MPH OTIyYEHHUH
pebeHKa OT ammapara ¢ HOJOKHUTEIbHBIM jAaBieHueM. OgHaKo
noAo0park MOAXOASALIYI0O MOJEIb IJIsl JETEH CO CKOJIMO30M OyaeT
3aTPyAHUTEIILHO.

Hannble nccnenoBaHuii

He cymectByeTt nccnenoBanuii 00 NCIIONB30BaHNHN almapa-
TOB BEHTWISIIINH C OTPHUIIATEIHHBIM JaBjicHUEeM y Aeteit ¢ HM3.

OxcurexHotepanus

Perynspnas gecatypaiiusi Bo BpeMsi CHa XapakTepHa JJIs Je-
tert ¢ HM3 1 HOYHOM rHnmoBeHTHIANMEH. MenukaM, 3HaKOMBIM
¢ mpobieMaMu Takoro posa, OyzneT sICHO, UTO MalueHTy Heo0Xo-
JlMMa arnmaparHasi MoJIep»xKa, OJHAKO MEHEee OIbITHBIE B TAHHOM
OTHOIIICHUH Bpadyd MOTYT Ha4aTh MPUMEHSTH JOTIOTHUTEIHEHYIO
OKCHUTEHAIIMIO BO BpeMsi CHA. Takasi CUTyaIisi BOSHUKACT B CIIy-
Yae C ICTbMU C HeBBISIBICHHOM HOYHOM TMIIOBECHTHIISAIINCH, KOTO-
pble TOCIUTATU3UPYIOTCS C IENIbI0 TIPOBEIACHUS XUPYPTrUUECKUX
MIPOLIEAYP WM JICUCHUS] UHPEKIIUH JBIXaTeIbHBIX MyTEH U Y KO-
TOPBIX BO BpPeMsI TOCTIMTAITU3AI[UN O0HAPYKUBASTCS HOYHAS Jie-
carypanus. Mcrnonp3oBaHue KUCIOPOAa B TaHHOM CIy4ae MOXET
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YCYT'yOHUThH aJIbBEOISIPHYIO THIOBEHTHW MO, Ecin y pebeHka
BO BpeMs OOAPCTBOBAaHWSI COXpaHSIETCS HOPMAIBHEIN YPOBEHBb
KHCIIOpPOZa ¥ YITIEKHUCIIOTO Ta3a — HET CPOYHOIN HEOOXOAMMOCTH
B HayaJIe IbIXaTeIbHON MONEPKKHU, U MOXKHO 00OpaTuThCS 3a J0-
TIOJTHUTENFHONW KOHCYJIbTAIlMe! CIelHaIicTa, eClid TaKylo KOH-
CyJBTalUI0 peOCHOK HE MOKET MOMYyYUTh B MECTHON OOJBHHIIE.

[aHHble nccnenoBaHuii

TosbpKO B OIHOM HCCIICAOBAHNH U3Y4aeTCs] IPUMEHEHHUE OK-
CUTCHOTEPAINH IJIs1 TALMEHTOB C TMIIOBEHTHIILMEH, CBI3aHHON
C HEHPOMBIIIEYHBIME 3a00eBaHusAMH >, DT0 00CepBaIHOHHOE
HCCIIEN0BAaHNE CEMH MOJIOABIX B3pocibix ¢ M/IJ] ¢ HOpMalIbHBI-
MU TIOKa3aTessIMU ra30B KPOBU B JIHEBHOE BpeMs. Y IIECTH U3
MaIMEHTOB HAOMIONATHCh AIIHU30/Ibl 3HAUNTEILHON AecaTypalun
B HOYHOE BpEMs1, B OCHOBHOM B (pazy ObICTPOro ABMKEHUS IJia3
(REM-da3a cna). Oxcurenorepanusi mo3Bojiuia NpeJoTBPAaTUTh
JecaTypaluio B HOYHOE BpeMsl y MATH U3 LIECTH MalUEeHTOB.
IIpu 3TOM y BCeX MAaLMEHTOB HCIOJIB30BAHUE KUCIOPOAA OBLIO
CBSI3aHO CO 3HAYMTEJIBHBIM POCTOM HPOJOKUTEIBHOCTH AITHOD
1 TUIONHO3 Bo Bpemsi REM-¢a3kbr cHa.

BbiBoAbl N0 AaHHLIM UCCNEA0BaHMIA

Huzkonoroynas okcureHauusi, NpoBoAUMas B HOYHOE Bpe-
Msl, TO3BOJISIET CHU3UTh THMIIOKCEMHUIO Yy MALUEHTOB C HOYHOU
TUIOBEHTUWIALIMEH, OTHAKO HCIIONb30BAHUE 3TOI0 METOAA TAKXKE
CBS3aHO C POCTOM IMPOJOKUTEIBHOCTH THIIONHOA U AIU30/10B
arHO? (ypoBeHb gokazarenbHocTH 111).

Mone3ublii onbIT

P VYV nainueHToB C HEHPOMBINICUYHBIMUA 3a00JICBAHUSIMH HEJO0-
CTaTOYHO MCIIONB30BaTh OJHY JIMIIb OKCUTCHOTEPAIHIO IS
KOPPEKLHMH TUIIOKCEMUU, BBI3BAHHON TMITOBEHTHIISILIUCH. [\/]
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Ochaﬂ AbiXatesibHas HEAOCTAaTO4YHOCTDb

V nereit ¢ HEHPOMBIIMICYHBIMH 3a00JICBAHUSIMH OCTPOM
nerxatenbHON Henocrarounoctu (O/IH), kak mpaswito, mpemre-
CTBYET BUPYCHAast MH(EKIUS bIXaTebHBIX myTel. JlpIxarenbpHas
HEIOCTaTOYHOCTh OOBIYHO HApPACTaeT B TEUEHHE HECKOIBKUX
JHEH, IPH 3TOM TOBBIIIAETCS OPOHXOJIETOYHAsI CEKpEeLHs U pa-
0ota npixanus. [Ipu oTcyTCcTBUM BMEUIAaTeNbCTB PeOCHOK HavM-
HaeT YyBCTBOBaTb YTOMJICHHE 3a CUET HAKOIUICHHUS AWOKCHAA
yIIIepo/ia U Pa3BUTHA JeKOMIeHcanuu. JlpxarenpHasi HeJocTa-
TOYHOCTh MOYKET TAaK)K€ Pa3BUTHCS IMOCIE XUPYPTHIECKOTO BMe-
[IaTenbCTBa, B 0COOEHHOCTH KOPPEKIUH ckonno3a. Kak mpaBu-
JI0, IPUYIMHOMN €e CTAHOBUTCS OO0JIEBOM CHHAPOM HUJTH YCHIIEHHAs
OpOHXOJIETOUHAs CEKPELHs KaK MMOCIIEICTBIE HHTYOAINH.

Hns ycnemHoro okazanusi nomouu npu OH HeoOxomu-
MO TIpEIBUAETh €€ Pa3BUTHUE M HAYMHATDH JICYCHHE KaK MOXKHO
panbie. Ype3BpI4aiiHO BaXKHO MPOBOIUTH d(PHEKTUBHYIO OUHCT-
Ky JBIXaTeNbHBIX IyTeH OT ceKpeTra (METOABl TAaKOW OYUCTKHU
CM. B JIpyTUX pa3nienax pykoBozacTsa). HeoOxommmel Taxke 00-
[IeTepareBTHIeCKHe MEphl, Takue Kak Mojjiep KaHue BOIJHOTO
OamaHca ¥ HYTPUTHUBHOTO CTaryca. YCHJeHHe paboThl JIETKHUX
y aereit c HM3, B ocobenHocTH y neteit co CMA, MOXeT puBe-
CTH K MeTa6OJ’II/I‘IeCKOMy alua03y, NOBBICUTH aKTUBHOCTD [IbIXa-
TEJNBHOTO IIEHTPA U YBEIUYUTD YYBCTBO YTOMJICHHS.

Jns momnepKKU NeTeid ¢ PUCKOM Pa3BUTHS OCTPOM JIbI-
XaTeNbHON HEeIOCTaTOYHOCTH W JUIA MPERyNpekIeHUsT HE00X0-
JUMOCTH HWHTYOAlMH CJemyeT HCIONb30BaTh HEWHBA3WBHYIO
BCHTWIALINIO JICTKHUX. HHSI )IeTeﬁ, I/IHTy6I/IpOBaHHI)IX B XOI€ XH-
PYPrU4ECKOr0 BMEIIATENbCTBA WM NPU OCTPOH JbIXaTEJIbHOMN
HenocratouHoctu, HUBJI moxet adpdexktuBHO criocodcTBOBATH
9KCTyOanmu. DKCTyOanus NpoMaeT yCremHo ¢ Oonpiiel Bepo-
STHOCTBIO MPH MUHHMAaJbHOM KOJMYECTBE OPOHXOJIErOYHOIO
ceKpeTa ¥ MpHu ycIoBUH 3(PPEKTHBHON OYNCTKH IBIXaTeIbHBIX
MyTed 0 W TOCNE TMPOUEAYPHI, MPH ITOM JIOTOTHHUTEIHHON
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OKCUTEHAIIMU He TpeOyercs. B cnyyae eciu maiMeHTy oKasbiBa-
eTCsl MOJICPIKKa HEMHBAa3UBHOM BEHTWIIAIUCH HETIOCPECTBEHHO
Tocye DKCTyOaIu, peOCHOK OyIeT ¢ MEHBIIECH BEPOSTHOCTHIO
WCTBITHIBATH YTOMIICHHE M TOTPEeOyeT OBTOPHOW HHTYOAINH.

LlaHHble uccnenoBaHuii

JlaHHBIE TIATH OOCEPBAIMOHHBIX HCCIICIOBAHUIA IIOJTBEP-
JKAaI0T BO3MOKHOCTB Hcnonb3oBanuss HUBJI mist momonu netsim
¥ MOJIOZIBIM B3POCIIBIM TIPH OCTPOH ABIXaTeNbHON HEJ0CTaTOYHO-
ctr 0e3 HeoOXOMMOCTH TTPOBOANTH UHTYOAITNIO. B X0me nccieno-
BaHUi1 OBUIM TIPOAHATM3UPOBAHEI TAHHEIC 55 MMAITMEHTOB B BO3pac-
Te or 3 Mec. 10 69 net, 48 u3 Hux — muaame 25 ner'**'% B 46
n3 60 smzonoB O/IH y manmenTtoB muame 25 et Obuia addek-
TUBHA HEUHBa3WBHAS BEHTH/ISILIUS U MHTYOAIMs HE IOHAI00HMIach.
B onrom u3 uccnenosanuii'® momrvo HUBJI Gbiia ocyriiecTBieHa
KOHHUKOTOMUSI JJIs1 CPOYHOTO IPEHUPOBAHUS IbIXaTENbHBIX MyTEH.
Caydau meycnemaoro nposenenrs HVBJI Obuin cBsi3anb! ¢ Oyitb-
OapHoii qucHyHKIFEH 1 HEBO3MOKHOCTEIO d(h(hEKTHBHON OYMCTKH
JIBIXaTeNbHBIX MyTei. OJJHaKO METOIbI OYMCTKH JBIXaTEIbHBIX ITy-
Tel, UCIIOF30BAaHHBIC B UCCIICIOBAHUAX, OMMCAHBI HEIOCTATOYHO
nozapoOHO, a crarhucTrKa yenenrHoro nposeaenust HUBJI B cimyuae
OIH npu ocymectBieHnr SPQPEKTUBHON OUYMCTKH, HAIPUMEP
C TIOMOIIBIO MEXaHMUYECKOTO OTKAIIUIUBATENS, HE TPUBOIUTCS.

Tpu oOcepBalOHHBIX HCCieAoBaHus 25 aerel (B Bo3pac-
Te oT 2 Mec. 1o 17 ner) mpuBOAAT AaHHBIE O ToM, uro HUBJI
CIOCOOCTBYET YCHEIIHOW 3KCTyOaIu JeTell ¢ HeHpoMbIIied-
HBIMU 3a00sieBaHUSIME’> 1 165 BONBITMHCTBO MAIMEHTOB OBLIA
MHTYOMPOBAaHbI U HAXOIWINCh Ha MCKYCCTBCHHON BEHTHIIALIMU
MO CJIe AIIU30/1a OCTPOH ABIXaTeILHOM HEIOCTaTOYHOCTH, 2 TIAITH-
eHTa OBLTM MHTYOMPOBAHKI JIUIsl BBEJICHUS HAPK03a TP XUPYp-
THYECKOi omepanueii; 22 pebeHka ObLIM YCIEIIHO IKCTYOUpO-
BaHbI ¢ ucnoias3oBanueM HUBJI, mocne yero yacTh manyeHTOB
TepeBe/ieHa Ha CIIOHTAHHOE JBIXaHWe, a JIpyras 4acTb — Ha
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nonrocpoyHoe ucnonb3oBanue HUBJI B HouHOE Bpemst B Kaye-
CTBE PECIUPATOPHOH MOIIECPKKH.

bax u c0aBT.”? IOATOTOBHIIN IIPOTOKOJ BEAEHUS HHTYOHPO-
BAaHHBIX IETEH C TSHKEJIOW MBIMIEYHONH Caa00cThio. OCHOBHEBIE
IIyHKTBI 3TOTO MPOTOKOJIA: OrPaHUYCHHAsS HEOOXOIUMOCTh B ca-
HallMl M HEUCIOJb30BaHUE KHUCIIOpOIa Tepea SKCTyOarueH,
yacTas OYMCTKA JBIXaTeNbHBIX MyTeH C MOMOIIbI0 MEXaHU4e-
CKOTO OTKAIILJIMBATEINS MIEepe] SKCTYOAlneH 1 ToCIIe Hee, a TaKKe
noctosiHHas moxaepxka HUBJI mocne sxcrybanuu. Y 9 nereit
¢ Tsokenon ¢opmoit CMA Ob1T0 3apUKCHPOBAHO 28 SIU30I0B
O/1H c mocnenyronmumu 48 WHTYOAITHSAMA. DKCTYOAITHS C TPaIH-
LIMOHHBIMM METOJIaMH OTJIYYCHHUs OT armapara Obljia yCIICIIHON
B 2 nombITKax u3 20 B cpaBHEHHUH C 23 yCNENIHBIMHU U3 28 mpu
HCTIONB30BaHuH mpoTokoia (p < 0,001)°2, TIpotokon ObLI ¢ ycre-
XOM MPUMEHEH B HUCCIIEOBaHUU 157 B3pOCIBIX U ACTEH C IIU-
POKHUM CIIEKTPOM HEHWPOMBIIICYHBIX 3a00JIEBaHUIA, B TOM YHCIIE
y 25 manentoB ¢ CMA u 20 ¢ MJIJ1®". Tlpu 3ToM 10 9KCTYyOa-
LMY TIAIIUEHTHI HE MOTJIN IIPOWTH TECT Ha CIOCOOHOCTH ABITIATh
CaMOCTOSITETHHO.

BbiBofbl N0 AaHHLIM UCCNEA0BaHMIA

HewnnBazuBHas BeHTWIISIIUS — Oe30MacHbI U 3P PEeKTUB-
HBIM TepaneBTUYECKUN METOJ JUIsl pa3pellieHus OCTPOM AbIXa-
TEJILHON HEIOCTATOUYHOCTH y JIeTel ¢ HeHPOMBIILIEYHBIMH 3200-
neBaHusIME (YPOBEHB AokazarenbHocTH I11).

HennBa3zuBHas BeHTWIIALMS II03BOJISIET 00ECIEYUTh yCIIeI-
HYIO DHIOTPaxXCaNbHYI0 DKCTYOAIHIo y JeTel C HEeHpPOMEBIIICU-
HBIMU 3a00neBanusIMH (YpOBEeHb JokazarenbpHocTu 1I).

Pexomenpauum

» HeunpasuBHas BEHTWISALUS TOJKHA UCTIONB30BAThCS KaK Me-
TOJ] TEpAINy TIEPBOW JIMHUU TIPU OCTPOH JBIXAaTEIILHON HEMTO-
cTaTouHOCTH y neredt ¢ HM3. [D]
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Mone3Hblii onbIT

» OtiencHUs HHTCHCUBHOW TEPAIUK, B KOTOPHIX MOTYT HaXO-
muThes netn ¢ HM3, momkHBI OBITE OCBEIOMIICHBI O (haKTo-
pax, CIoCOOCTBYIOLIMX MX yCHemHOW 3kcTyOaruu. Cpemu
HUX CHIDKCHHE OPOHXOJIETOYHOH CEKpEIHH, HCIOIb30BaHHE
3¢ PEKTUBHBIX METOAOB OYMCTKHU JBIXaTEIbHBIX MyTeH (TaKuX
KaK MPUMCHEHUE MEXaHMYECKOTO OTKAILUIMBATENs), a TaKKe
MOKa3aTeny carypaluu KpoBH Bbilie 94% mpu OTCYTCTBHU
JIOTIOJTHATEIILHON OKCUTEHAIIMHU B TeueHue Ooee 12 9 10 SKC-
Tybamum. [locne sxcTybanmny HeoOXommuma MOCTOsTHHAS TTOI-
nepxka HABJL. [V]

NJIAHUPOBAHUE XUPYPTUYECKUX
BMELLATEJILCTB

JeTtu ¢ HEHpOMEBIIIEYHBIME 3200JIEBAaHUSIMA UMEIOT BBICO-
KYIO 9yBCTBUTEIIEHOCTh K TOOOYHBIM 3¢ dexram obmieii anecte-
3UH ¥ XHPYPTHICCKUX BMEIIATEIHCTB. [l03TOMY 115 TAaKUX ACTEH
PHCK MHTPAOIIEPAITMOHHBIX U ITOCTOMEPAITMOHHBIX OCIOXKHEHUI
MOBBIIICH, M3-3a coyeTaHHOrO JEHCTBHS OOJIEBOTO CHHIpOMA
U CEJAaTUBHBIX MPENaparoB CHJIA JBIXaTeIbHON MYCKYIaTyphI
B MOCTONEPALMOHHOM IEPUOJEC CHIDKEHA, a CJIEeJOBATEIbHO,
CYIIECTBYET BEPOATHOCTh PA3BUTHS THIIOBEHTHIISIIUH M 3aCTOS
OpOHXOJIETOYHOTO CEKpeTa B JbIXaTeNbHBIX MyTiaX. OJHAKO MpH
JOJDKHOM TTOATOTOBKE JTaXKe Cepbe3Has XMpyprudeckas omnepa-
WS MOXKET MPOUTH ycrenrHo y neteit ¢ HM3 BrIicokoii crereHu
TSXKECTH, B TOM uucie y nereit na HUBJIL

B pamkax npenonepalnoHHOTo 00CIe/IOBaHUs PEKOMEH/TY-
eTCs BBISBUTH AeTell ¢ HM3, umMeromumx pruck HeOIaronpusiTHOro
rcxoja; (hakTophl pUCKA MIPH ATOM CIICAYIONINE: JHCBHAS H/HITU
HouHas rurnoBeHTHIAMs, JKEJI Menee 60% oT mOJDKHOM M He-
MIPOAYKTUBHBIN Karielns. J[js1 manneHToB ¢ 3a001eBaHUsIMU, TIPU
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KOTOPBIX CTpaZiaeT CepaeuHasi MBIIIIA, HAIPUMEP ¢ MHOAUCTPO-
(ueii Jlrorrenna, HEOOXOIUMO TaK)Ke TIPEABAPUTEIHLHOE KapIro-
Jorndeckoe oocienoanue. CieyeT Takke MPOaHAIN3UPOBATh
HYTPUTHBHBIN CTaTyC peOeHKa.

Ecnu y pebeHka nmeeTcst BRICOKHIA PUCK OCIIOKHEHUH, MO-
XKeT ObITb YMECTHBIM 3apaHee OOCYAHUTh C CEMbEH BO3MOXKHYIO
HeoOxoauMocTh TpoxoikurenbHo WBJI mocne omepanuwy,
a B HEKOTOPBIX OOCTOSITENIbCTBAX — BEPOSATHOCTh HAIIOKEHHS
TpaxeocToMbl. Eciii oxxuaercs, 9ro mocie onepanuu pedbeHKy
MTOHAIO0ATCS JOTTOMHUTENFHBIE METOMUKH TSI OYMCTKH JbIXa-
TENBbHBIX MyTeH WM HEWHBA3WBHAS BEHTHWIISIIUH JIETKHUX, OyaeT
MIOJIE3HBIM HAy4YWTh MAIMEHTa M CEMBIO MOJIb30BaThCAd UMM JI0
ornepaiuu. DPPeKTUBHOCT, HEMHBA3UBHON BEHTWIIALIMU YacTO
OKa3bIBaE€TCA MAKCUMAJIbHOM MpH HCIIOIB30BAaHUM HEMOCPE.-
CTBEHHO MOcJe SKCTyOauu (CM. paszes, MOCBSILEHHBI 0CTPOH
JIBIXaTeNbHON HEJ0CTaTOYHOCTH). B MpOTHBHOM ciiydae, eciiu
MOCJIe AKCTYOaln OCTaBUTHh pebeHKa 0e3 IbIXaTeIbHOW IOJI-
JEPXKKH, MOXKET HACTYNUTh HCTOIICHHE JIBIXaTEeIbHOH MYCKY-
JIaTyPBI, 3aCTOH OPOHXOJIETOYHOTO CEKpeTa WU BOSHUKHYTH HE00-
XOIMMOCTh TPOBOANTH IMOBTOPHYIO MHTYyOauuio. [Ipumenenune
CHEIHMATBHBIX MPOTOKOJIOB (CM. pa3Jieln, MOCBSIIEHHBIH OCTPOi
JIBIXaTeIbHOM HEIOCTATOYHOCTH ) MOXKET TIOBBICUTH BEPOSITHOCTh
ycnemHon akcrybanuu uist neteii ¢ HM3, B ocobeHHOCTH 171t
CJIEIYIOIUX KaTeTOPH MaIUeHTOB:
e jeru, ucnone3ytonie HUBJI (kak mpaBuio, aiis mpeopolie-

HUSI HOYHOU TUTIOBEHTHIISIINN);
® JICTH C HEyAauHOM dKCTyOanuell B aHaMHe3¢e;
® JICTH C MPOMYKTUBHBIM KallZIEM, B TOM YHCIIE JIETH CTapIie
12 net ¢ IICK menee 270 a/Mun.;

o netu c XKEJI menee 60% 0T JOIKHOM.

[na pecnupatopHoit noazaepxxku neteit ¢ HM3 Bo Bpems
Celaliy WM T0oNl OOIIed aHecTe3Weld MOTYT HCIIONb30BaThCs
napuHreansHas macka, HUBJI uepe3 HazanpHy0 Macky, MEIIOK

118



lnaHupoBaHne XupypruvyecKkux BMewaTenbCTB

AMOy, ToicoeTMHEHHBIN K HA3aJIbHOW WIIH JTUIIEBON MAacKe, HITH

nHTyOanua. Bwibop cmocoba pecnupaTopHOW MOAIEPKKH TIa-

[MEHTa Ha BpeMs aHECTE3UH OMpEeAeNsIeTCs MPeaNoYTeHUIMH,

OMBITOM M MPO(ECCHOHATBLHBIMUA HaBBIKAMHU KOHKPETHOH oOrie-

paioHHOW Opuraabl. Y JeTel ¢ pa3indHbIMU HEHPOMBIIIEY-

HbIMH 3a00JieBaHUsMHU, B ToM uuciie ¢ MJI/I, MuoryOynspHoit

MHUOIIATUEH M MHOTOHUYECKOH aucTpoduell WHransIiuoHHas

AHECTE3Us] MOXET BbI3BATh 3JIOKAUECTBEHHYIO TUIIEpPTEpMUYE-

CKyI0 peakmuio u pabmomuonusz'® ' Tlpu mumommucTpodusx,

B 0COOEHHOCTH MHOIUCTpoduH [folerna, 9acto GuKCupyeMoe

OCIIOKHEHHE aHECTE3UH — cepJieuHas aputMus. JlaHHOe 0CIoXK-

HEHHUE MOXKET OBbITh CIIPOBOLIMPOBAHO IIperaparaMu JIsl MHIallsi-

IHOHHON aHEeCTE3WH, TAKUMHU KaK TajoTaH, CYKIHHHIXOIUH'®,

Amnectes3uto fetsMm ¢ HM3 nomkHBl IPOBOAUTH aHECTE3UOJIOTH

C COOTBETCTBYIOIIMMHU OMBITOM U IMOATOTOBKOM.

B nocronepairoHHOM meproie BaXXHO COONIONATh HUXKE-

MepevrcIICHHbBIE TOTIOHATENBHBIE MEPHI IIPEI0CTOPOKHOCTH.

® ATeneKkTa3, THUIOBCHTHIIANMS MW 3acTOd  OpOHXOJIErod-
HOTO CEeKpeTa MOTryT CTarb NPUYNHAMH THIIOKCEMHH.
JIOTIOJIHUTENbHYI0 OKCHICHAIIMI0 HEOOXOAUMO IIPOBOIUTH
C OCTOPOXXHOCTBIO: CIEAYET UMETh B BUIY, YTO MOXKHO IIPO-
MyCTUTh THUIEPKAIMHUIO U, COOTBETCTBEHHO, IO3XKE HAYaTh
JIeYeHUE ee MpUYKMH. Bemuka BeposSTHOCTh, YTO OHAI00UTCS
WCIIONb30BaTh PA3IINYHBIE TEXHUKH OYUCTKH JbIXaTeIbHBIX
MyTed, B TOM YHCJIe TIOMOIIh B OTKAIINIMBAHUH, a TAK)KE, BO3-
moxxao, HUBJI.

e V mamentoB ¢ M1/, mmeromux puck passutus XCH u Ha-
PYILICHUSI CEpACYHOTO PUTMA, OYCHDb BAYKHO CIICAWUTH 34 BOJ-
HBIM 0aJlaHCOM U TPOBOJAWTH MOHUTOPHUHI CEPICYHOU
JIeSTeTHbHOCTH.

e Jlns nereit ¢ HM3 onuounanbie aHAIBIeTUKH HECYT AOMOI-
HUTENFHBIA PHUCK pPa3BUTHS YTHETCHUs [bIxaHusd. boree
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

Oe3omacHbIN U 3G (EeKTUBHBIA METO 00€300IMBaHUS B TAKOM
cily4yae — 3MuaypaibHas anecresus' .

e Jletu ¢ HEHPOMBIIICYHBIMHU 3a00JI€BAaHUSIMHI YacTO TTOJIBEPIKE-
HBl HApYIICHUIO MOTOPUKH KUIIeyHuKa. [loaToMy ams pere-
HUsI TIPOOJIEMBI C OJBIIIKOW BCJICJCTBUE JAaBJICHUS B3IyTOTO
KeJy/lka Ha auadparMy MOKHO HCIOJNB30BaTh MPOKUHETHKH
1 KEIYIOYHYIO JEKOMIIPECCHUIO Yepe3 TOHKUI Ha30racTpajib-
HBIHA 30H/I.

® Jlns Toro ytoOBl M30€XaTh HEIOCTATOYHOCTH IHMTAHUS H,
CIIC/IOBATENIFHO, JajbHEHIIEero ociableHnusl JbIXaTelbHON
MYCKYJaTypbl peOeHKa, MOXKET NMOHAaJOOUThCS HYTPHTHBHAS
moaaepkkal’l.

LlaHHble uccnenoBaHuii

Ha I[aHHI:IfI MOMCHT HET OHy6HI/IKOBaHHLIX HCCHCHOBaHHﬁ,
MNOATBCPXKAAOIIHNX, UTO O6CH6,[[OBaHHe nepen onepauneﬁ COKpa-
acT pUCK NOCTOIICPALIMOHHBIX OCIIO)KHEHUH.

Moka3atenn XEJI kak (hakTop OLEHKU OCNOXKHEHWI
CO CTOPOHBI AbIXaTeNbHON CUCTEMbI

YeThbipe peTPOCICKTUBHBIX UCCIICAOBAHUS MOTBEPKIAIOT,
410 110 JKEJI MO’XHO NPOrHO3UPOBATH PUCK MOCTONEPALIMOHHBIX
pECIIUPATOPHBIX OCJIOKHEHUH. B 3TuxX wuccnenoBaHusx ObLTH
IIpoaHaNIu3upoBaHbl AaHHble 173 nmereit ¢ HM3, B ocHOBHOM
¢ MJI/I, KOTOpBIM MPOBOIMIIMCH XUPYPTHUECKHE OTMEPaIldy 0
moBoy ckonno3a'’>'”>, Bo Bcex HCCIeIOBaHUAX BEPOSTHOCTH
TOTO, ITO peOCHOK HE OyIeT 3KCTyOupoBaH u ocranercs Ha MBJI
Oonee 3 mHE# mocie onepaiyu, Oblia BhIIIE I AeTel ¢ Oosee
Hu3kuMu nokazarensimu JKEJI B mpegonepaliuoHHOM MEPHOJIE.
ITo nanHBpIM omHOTO UccHenoBaHus, 48 moapocTtkoB ¢ MIJI, Bce
MotojibIe oy ¢ peponeparnuonnoi XKEJI 6onee 50% ot nomxk-
HOM, OBUTH 3KCTyOUpPOBaHBI HEMTOCPEACTBEHHO IMOCIIE ONepaluu
6e3 ociokHenuii'”?. TIo maHHBIM IPyroro ucciemaoBaHus, 125
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lnaHupoBaHne XupypruvyecKkux BMewaTenbCTB

JeTel CO CKOJIIMO30M, 57 U3 KOTOPBIX MUMEIU HEHPOMBIILICYHYIO
natonoruto, npenomnepannonnas JKEJI menspme 60% cootBet-
CTBOBaIa 0OoJiee MPOMOJDKATEIHFHOMY TIEPHONY HCKYCCTBECHHON
BeHTHWIANMHU (Oosee 3 mHEI) mocie omeparyy, ¢ TyBCTBUTEINb-
HOCTBIO 77% U CIEUPUIHOCTBIO 56% !,

IMpu nuszkori JKEJI OmaronpusTHBIA MCXOI ONEpaluu HE
HCKIIIOYaeTcsl. B oHOM OmucaTenbHOM HCCIEIOBAHUM MPUBO-
JSITCS TAHHBIE YCIEIIHOW AKCTyOaluu cpa3y Iocie Oneparuu
I10 MIOBOAY CKOJIMO3a nocieaoBarenbHo y 14 nauuentos ¢ M/,
JKEJI Bcex marmieHTOB 10 omeparuu cocrasisuia meHee 30% ot
nomkHoi' . Bee 14 manueHToB B JAHHOM HCCIIEI0BaHUN ObLTH
TOCTIMTAJIM3UPOBAHEI 32 6 HEJI. 10 OTIEPAIIH, U C HUMU C)KETHEB-
HO MPOBOAMINCH 3aHSATHS 0 TPEHUPOBKE IBIXaTEIbHON MYCKY-
JIATypBbl, 4TO MO3BOIMIO HeMHOro yBenuuuTh JKEJI — ¢ 21,6%
B cpegHeM (auanas3oH oT 16 10 27% oT AOIKHOTO YPOBHSI) MIpH
nocTyruieHuu 110 26,2% (ot 22 no 31%) 3a neHp A0 onepanuu.
JIBa perpocrekTuBHBIX HcciaenoBanus'’” 8 75 nereir ¢ M/,
KOTOPBHIM ObLiIa TIPOBEIEHA OTIepanus 10 TIOBOLY CKOJINO03a, YKa-
3BIBAIOT HAa OTCYTCTBHE PA3HUIILI B JUIMTEIHLHOCTH HHTYOAIIMH
(Bo Bcex cimyuasx — meHee 24 1) mexay 33 neremu ¢ XKEJI me-
Hee 30% u ocransubiMu ¢ JKEJI 6onee 30%. [Ipu aTom minano-
Boe ucnoias3osanue HUBJI nocine onepanuu paccMarpuBanioch
KaK a0COJIFOTHO HEOOXOAMMOE YCIIOBUE YCICIIHOW PaHHEH JKC-
tybaruu'’®. B uccnenoBanuu JKUT W coaBT.!” mpuBOISTCSA
JaHHBIE 00 YCHEIIHBIX XHPYPIHYECKUX OIEPAlHiX MO TOBOIY
ckonmo3a y 8 gereit (cpemHuid Bo3pacT 12 jer) ¢ pa3smuYHBIMU
HEUPOMBITIICYHBIMHE 3a00JIeBaHUSAME, CpeHui okazatensb JKEJI
KOTOPBIX JI0 oriepanuu cocTaisut 20%, 1 Bce OHH MOJIb30BATUCH
HHUBIJI B cBsi3u ¢ HOYHOM THIIOBEHTHJAIMEH. Bce manmeHThl
OBUIM yCTIEIIHO 3KCTyOHMpoBaHbI W nepeBeneHsl Ha HUBJI 6e3
OCJIOKHEHU.
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

NMporHo3npoBanne pecnupaTopHbIX PUCKOB Y AETe,
KOTOpbIe He MOTYT y4acTBOBaTh B UCCNEAOBaHUM hYHKLUMN
BHELUHEro AbIXaHus

HmeeTcst TOMTBKO OTHO MCCIENOBAHUE, TOCBAIICHHOE TIPeI-
oreparnroHHOMy obcienoBanuio aereii ¢ HM3, koTropsiM HEBO3-
MokHO TpoBectu TecT Ha ®B/[180. B aToM peTpocniekTHBHOM
uccinenoanuu 110 nersam (10,8+4,9 roxa), B ToM uucne 62 ne-
TsiM ¢ HM3, koTopble ObUIH POONIEpUPOBaHbI 110 TOBOLY CKOJIH-
03a, 0bu1a mposeneHa noircomuorpadus (IICI): 73 nersm — Bo
BpEMsi KOPOTKOT'O JJHEBHOTO CHa U 39 — BO BpeMsi HOUHOIO CHa.
Hu ogun n3 mapamerpos IICI" He yka3pIBan Ha puCK HEOOXOH-
moctu gonrocpoudoir UBJI. Kak mpasumo, [ICI" qaeBHOTO CHa
He BriatouaeT REM-¢a3y cHa, mo3ToMy CyIIECTBYeT PHCK He-
JIOOLICHUTh YPOBEHb T'MIIOBEHTWIALMH, U CIIEAO0BAaTEIbHO, YIIy-
CTUTh M3 BHJIY IapaMeTpbl, Ha KOTOPbIE MOXHO OBLJIO OBl OmH-
parbcs B TPOrHO3UPOBAHUH ITOCTOINEPAIMOHHBIX PHCKOB.

MnkoBas cKopocTb Kawns

JlanHbIe B TIONB3Y MporHO3upoBaHus Ha ocHoBanmu [ICK
pHUCKa OCIIOKHEHHH TIPH AKCTyOaIlMi OCHOBBIBAIOTCS HA HCCIIE-
OOBaHUAX B3POCJIBLIX MAIIMCHTOB U paCcCMaTpyuBarOTCd B HACTOA-
IEM PYKOBOJICTBE B pasfielie, MOCBIIICHHOM BBISBICHUIO JACTEH
C PUCKOM PECIUPATOPHBIX OCIOKHEHUU.

BbiBofbl N0 AaHHBbIM UCCNE0BAHMIA

Jern ¢ HeiipomplmednsiMu 3a0oneBanusamu, JKEJI korto-
pBIX cocTtaBisieT Meree 60% OT IOMHKHOM, HMEIOT OoJiee BBICO-
KHH pUCK HEOOXOIMMOCTH B TpojospkutenbHoit MBJI B moct-
oTepallOHHOM Tiepuojie (YpoBeHb nokazarenbHocTH I1I).

Ucnons3oBanue HUBJI HemocpeacTBEHHO MOCIE Omepa-
oM obecreynBaeT BO3MOXHOCTH Oojiee paHHEH SKCTyOaruu
U COKpAalllaeT OCIOKHEHHSI CO CTOPOHBI BIXaTENbHOU CUCTEMBI
(ypoBeHns mokazarensHoctH I11).
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Xupypruueckue onepanuu y aeteit ¢ HM3 Bricokoii cTene-
Hu Tsoxectd U JKEJI menee 30% OT JOIKHON MOTYT IPOBOAUTH-
Cd YCIICIIHO MPHU YCIOBUM HaJUIeXalled mpeaonepaiiioHHON
MMOATOTOBKH (YPOBEHB J0KazarensHOCTH 11I).

Pexomenpauum

» Xupypruueckue omnepanuu aersm ¢ HM3 crnenyer mposo-
IUTh B OTIEIICHUSX, T/Ie PAa0OTAIOT OMBITHBIE AETCKUE XUPYP-
TH, aHECTE3UONIOTH U (PU3NIECKUE TEPAIEBThI, a TAKXKE IMPH
HaJMYUU HeOOXOMMOH armapaTrypsl A HHTEHCUBHOU Tepa-
[N ¥ TIPOBEACHNUS HEMHBA3UBHOW BEHTIUIAINH JIETKHX. [D]

P [IpoTOKOJIBI IO 3KCTYOALUK IS ISTEH C BBICOKUM PHUCKOM OC-
noxxuenuit (nereit ¢ XKEJI menee 60% oT TO/DKHOM, W/WIH HE-
MIPOIYKTHBHBIM KalnieM, W/ wiu nojib3yromuxcs HUBJI B csi3u
C THITOBEHTUIISIIMEH) JTOJDKHBI BKJIFOYATh METOUKH 110 UHTCH-
CUBHOH OYMCTKE JbIXaTeNIbHBIX MyTeH U PEKOMEHIALMH IO HC-
niose3oBannio HUBJI HemocpencTBeHHo nocie skctyOarum. [D]

Mone3Hblil onbIT

» Jletu ¢ HM3, koTopbIM TpebyeTcs Xupyprudeckas onepanus
(B TOM umCIe 1O MOBOAY CKOJIMO03a), Iepe JIIoObIM BMeIIa-
TENBCTBOM JIOJDKHBI MPOXOIUTH O0CICIOBAHUE MEXKIUCIHU-
IJTMHAPHON KOMaHJI0M CIIeLUaTUCTOB. [\/]
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CKOJINO3

[TaTtodu3nomorus cKoMo3a W €ro BIUSHUE Ha (YHKITHIO
BHEIIHETO JbIXaHUs PACCMATPUBAIIKMCH BBIIIE, B pa3feiie, MOCBs-
IIEHHOM PECHHUpPaTOpHBIM ociokHeHmsIM HM3. OgHako KiIuHH-
YECKHU 3HAYUMBIC TIOCIICICTBUS CKOJIN03a HE OTPAHUYMBAIOTCS €70
BIUSHUEM Ha (PYHKIIUIO BHEITHETO JbIXaHus. CKOIMO3 IPUBOUT
K CMEIICHHUIO IIEHTPA TSHKECTH Tella M MPOBOIMPYET KOMIIEHCA-
TOpPHBIE HCKPUBJICHUS IIEHHOTO W Ta30BOTO OTIEIIOB MTO3BOHOU-
HUKa. DTH U3MEHEHHS BIHAIOT Ha TOJIOKEHUE TeJla, CO3/Al0TCs
HOBBIEC TOYKH JABIICHUS, a JJIS MalME€HTOB, TONB3YIOUINXCS HH-
BaJMIHBIM KPECJIOM, 3TO BBI3bIBACT JIOTIOJIHUTEIBHBIC TPYIHO-
CTH: OHU HE MOT'YT HaMTH yJIOOHOI'O IMOJIOKEHHUS U MCIIBITHIBAIOT
nuckoMopt. Y Aereil Ui KOPpPeKIUU CKOJIMO03a, KaKk IpaBuio,
HCIIONB3YIOT KOPCET WM XUPYPrHYECKOS BMEIIATEIHCTRO.

PaHbIie KopceThl M3TOTOBISUIM U3 JKECTKOTO JISTKOTO ILa-
CTHKa Y MOKPBIBAIH TEJIO OT TOAMBIIIEYHBIX BIIAJWH J0 TpeOHei
MTOJB3IOMTHBIX KocTel. He Tak maBHO ObuM pa3paboTaHBI He-
KECTKHE JHUHAMHUYecKue KopceThl-Oannaxu. K Takum kopceram
MarMeHTaM Jierde aJIanTHPOBAThCsA, OHU Oojiee ymoOHBI, HO Ha
JIAHHBII MOMEHT HE IMPOBOIMJIOCH CPaBHUTEIBHBIX HCCIICIOBA-
HUl uX SQGEKTUBHOCTU B UCIIPABICHUN OCAHKH U BBITPSIMIICHUU
He(U3UOIOTUIECKUX HM3THOOB MO3BOHOYHMKA. JKecTKui KopceT
MIPETISATCTBYET IMONHOIEHHON JBIXaTebHON SKCKYpPCHU TPYTHOMN
KIJIETKH U CBOOOTHOMY JIBIKEHHUIO OPIOIIHOW CTEHKH, COKpaInas
JKEJI u 00bem Boxa. 1o cileayeT MpUHUMAaTh BO BHIMAaHHE TIPU
HCTIONB30BaHUY OaHIaKa JIs IeTel CO 3HAUNTEIILHOM CIIa00CThIO
JIBIXaTeIbHOM MYCKYJaTyphl, OCOOCHHO €CJIM KOPCET MPOIHCaH
JUTSL HOIIICHUSI B HOYHOE BPEMSI, KOTJIa PUCK TUTTOBEHTHJISIIMHU T10-
BhIleH. Kopcer MOXHO UCIIONB30BaTh YIS MOJJIEpXKaHUs Ooee
(bM3MOIOTUYHOTO TOJOKEHHS Tena cuns. [Ipu 3ToM HeT Beckux
OCHOBAHWH ISl TOTO, YTOOBI TOBOPUTH O MPOGHUIAKTHKE TIPOrpec-
CHPOBaHUs CKOIIN03a C TIOMOIIIBIO KopceTa. HekoTopblie manneHTs
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IUIOXO MEPEHOCAT KOPCET, MOT'YT UCTIBITHIBATh TUCKOMQOPT, a JUis
OTZEJIbHBIX IALMEHTOB €T0 UCIIONb30BaHHE HEBO3MOXKHO, HAIIPH-
Mep TSt arueaToB ¢ MJ1J] m30BITOYHOM MacChI Tea.
Xupyprudeckasi KOppeKIus CKOIM03a MO3BOJISET MAIlHeHTY
[IpUHUMATh Oosee ynoOHOe MOJIOKEHNE CHJIA, YIydllaeT BHEIl-
Hu# BUA U KadecTBo ku3HU. [Ipu s3Tom JKEJI nocne koppexkunu
HE YBEIMYMBAETCA M HET OJHO3HAYHBIX JAHHBIX O TOM, YTO XH-
pyprudeckas KOppeKIHsl CKOJIN03a 3aMe €T TEMIIBI yXYIIIECHUS
pecniupartopHbIx GyHKIMNA. HeT exuHOro ontuMansHOro Bpeme-
HU JJIs1 OTIepanyii 1o MOBOAY cKonmo3a y aereit ¢ HM3, pazmma-
HbI€ MEIUIIMHCKHUE LIEHTPBI IPHICPKUBAOTCS Pa3HbIX ITOJXOJIOB.
Pemenue o0 omnepanyy NpuHUMAeTCS Ha OCHOBAHWH Psijia
(axkTopoB, B TOM YHCJIE BAXHO CIIEIYIONIee: HACKOIBKO OBICTPO
CKOJIMO3 IPOTPECCHPYET, HACKOJIBKO CEephEe3HBIH AUCKOM(OpPT
NIPUYMHSAET CKOJIHMO3 MAIMEHTY, HCIOJIB3YIOMEMY HWHBAIHIHOE
Kpecyi0, HACKOJIBKO Je(eKT OrpaHUIMBAET MTOJBHKHOCTD MALEH-
Ta ¥ OPUCYTCTBYET Jin OoneBoil cunapom. Kak st xupypra, Tak
W U1 CaMoro IMAIMEHTa IPOLIE OCYLIECTBUTh PaHHEE XUPYPrH-
YeCKOe BMEILATEeJILCTBO: II0Ka [I03BOHOYHUK OCTaeTcs Oosee Iuia-
CTUYHBIM, JIe()eKTHI BRIPAXKEHBI OTHOCHTENBHO c1abo (yroi Koooa
45-60°), menee 3arponyta ¢dyukiws jgerkux (JKEJI 6onee 50% ot
JOJDKHOW). BONBIIMHCTBO XMPYPrHYECKUX METOIO0B KOPPEKIMH
CKOJIN032a IPEAIoaraoT NpUBECHHE TIO3BOHOYHHKA B KETAEMOE
MIOJIOKEHHUE U €r0 (PUKCALMIO B TAKOM ITOJIOKEHUH. DTO IMO3BOJISIET
[I03BOHOYHUKY COXPaHATh CTaOMJIBHOE MOJIOKEHHE, IMpPeloTBpa-
LIaeT AajbHeHIIee pa3BUTHE CKOINO03a, HO IIPH 3TOM IIPEIISITCTBY-
€T POCTY CPOITICHHOM YaCcTH MO3BOHOYHUKA. [ [000YHBIM SIBIICHIEM
B pe3yJIbTare BHIMOMHEHNS 3a/IHETO CTIOHIMIIOZE3a AETIM MIIaIIe
10 et MOXeT CTaTh TOPCUOHHAsK (CKpy4nBaroias) aedopmaiiusi,
CBsI3aHHAs C TEM, YTO MEPEIHsAs YacTh CPOLIEHHOIO MO3BOHOY-
HHUKa TPOAOIIKaeT pacTH. [Ipr HEOOXOAMMOCTH XHPYPrU4eCKOro
BMeIIaTeIbCTBA B CAMOM PaHHEM BO3PACTE MOXKHO HCIIONB30BaTh
pa3paboTaHHYIO HEITaBHO CHUCTEMY PacTyIIMX CTEP)KHEH, KOTOpbIE
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PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

PETYIAPHO YIUIMHSIOT, YTO JAeJaeT CHCTEMY ONTHMAaJbHON B HC-
TTOJIb30BAHMH JIJISI PACTYIIETO IMO3BOHOYHUKA. TeXHONOTHA Tpes-
oJIaraeT MMIUTAHTALNIO OIMHAPHOTO FITH ABOMHOTO CTEPKHS IS
KOPPEKIINHN HEPHU3NOIOTHUECKOTO U3THOA.

B 00bryHOM ciydae orneparius 1o HOBOAY CKOJTH03a OTKJIIa IbI-
BaeTCsS KaK MHHUMYM JI0 JOCTIOKSHHS MareHToM 10 JieT, 4ToOb
MO3BOJIUThH TIO3BOHOYHKKY peOCHKa MakcuMallbHO Bhipactu. K 10
rogaM IpyaHo#l oTaen mo3BoHoYHHKA focturaet 80% cBoeit anu-
HBI, @ 00beM IpyaHON KiIeTKH — Jiuib 50% OT B3pOCIbIX MOKa3a-
teneii'®!. TIpy 9TOM BIMSHHE ONIEPATHBHOTO CPAIEHHUS [TO3BOHKOB
Ha Pa3BUTHE TPYTHON KIETKH B 3TOM BO3pacTe HE NCCIIE0BAIOCh.

VYenenHas Koppekiusi ckonmo3a ¢ yrom Ko6ba 6onee 60°
BO3MOKHA TIPHU YCJIOBHH, YTO TO3BOHOYHHK OCTAeTCs A0 HEKO-
TOPOHM CTElEHW TMOABWKHBIM. ECIM TO3BOHOYHUK TOJHOCTHEO
yTpaTHil MOJBIKHOCTb, IMOJIOKUTEIBHBIM 3 dekToM oT ero (uk-
caly MOXXET OBITh MPOQHIAKTHKA TPOTPECCUPOBAHUS CKOIHO3a.
Xupyprudeckasi KOppeKIHs CKOIN03a Y AeTel ¢ HeHPOMBIIIEYHBI-
MU 3a00JIEBAHUSIMH CBSI3aHa C OoJiee Cephe3HBIMU OCIOKHEHUSIMUY,
0oJtee BHICOKOW CMEPTHOCTBIO M OoJiee JUTMTEILHOMN Iocieornepa-
IMHHON TOCIUTANIN3aIMel, YeM y OobImMHCTBa feTel 6e3 HM3,
CTpaJlaloIuX CKOIMO030M. [IpH TOKHBIX MOATOTOBKE K OMEPALIUH
Y TOCJICONEPAIIMOHHOM YXOJI€ XUPYPrHUSCKasi KOPPEKIIUS CKOHU-
03a MOKeT ObITh ycremHo mposenena aersim ¢ JKEJI menee 20%
OT JIOJDKHOM, B TOM 4Hcle AeTsaM, nonbsyromumcs HUBJI yxxe no
orreparyy, 0e3 TOMOTHUTENLHBIX OCIOKHEHUI CO CTOPOHBI JbIXa-
TENBHOM CHCTEMBI (CM. pasziell O PeAoNepaIliOHHON ITOTOTOBKE).

IlaHHble uccnenoBaHuii

MocnegcTans HoweHns KopceTa ANd yHKUNN BHELUHEro AbIXaHHS

[lo naHHBIM 4eThIpEX OOCEPBAIMOHHBIX HCCIICIOBAHUMN
47 nereit ¢ HM3 1 ckonmno30M, BRI3BAHHBIM Pa3IUYHBIME 3200-
neBanvsiMu (B ocHoBHOM MJIJ] 1 CMA), HomeHne KopceTa He-
TaTUBHO BIHAET Ha (PYHKIUIO JIETKUX. B Tpex mcciemoBaHUIX
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npu HomeHuu kopceta JKEJI ymensmanace B cpennem Ha 20%
(B muanasone 4-37%)'82° 1%, OnHo uccnenoBanue 8 gereit ¢ Ts-
xkenoit popmoit CMA 1okazaiio, 9To HOIIEHHE KOpceTa MPUBO-
IUT K YMEHBIIICHHIO 00beMa BJI0Xa, IMOBBIIICHHIO YaCTOTHI JIbI-
XaTeNbHBIX ABM)KCHUN M B ICJIOM HETaTHBHO CKa3bIBACTCS Ha
(YHKLUSAX IBIXaTeIbHON CUCTEMBI'®,

BnuaHue Kopceta Ha nporpeccupoBanne CKoano3a

BnustHUIO HOIIEHMS KOpCEeTa Ha MPOrPEeCCUPOBAHUE CKOJIH-
03a HOCBSIIECHBI YEThIPE HEKOHTPOIUPYEMBIX 00CEPBAIIMOHHBIX
uccnenosanus gereit ¢ MIJ u CMA?2% 18188 Jpapc u coasr.'®’
MIPOBEJIM PETPOCTIIEKTUBHEIN aHaIu3 ciydaeB 54 nmereit co CMA
1-3-ro Tuna, u3 KOTOpeIX y 43 pa3Buics ckonuo3. Mccnenopanue
10Ka3ajio, YTo y JETEH C TSKEJOM CTENEHBbI0 MBIIIEYHOW Cla-
6octu (CMA 1-ro u 2-ro THUIIOB) KOPCET HE OCTaHABIUBAET
MIPOTPECCUPOBAHUE CKOJIMO3a, HO Y 5 JeTell ¢ MeHee TSKEJIBIM
ocHOBHbIM 3aboneBanviem (CMA 3-ro Tuma) KOpceT MOMOT
OCTAaHOBHUTH Pa3BUTHE cKoino3a. B mccnmenoBannu KoMmOpumka
u Jlpernana'®® y 32 magsunkoB ¢ MJIJ] ciimHanbHBIE OPTE3HI 3a-
MEUTHIINA TIPOTPECCHPOBaHIE CKOMo3a B cpeaneM ¢ 16 go 10°
B rofl. OJJHaKO HOLIICHUE OPTE30B HE CKA3aJI0Ch HA UTOTOBOM TsI-
XKecTH ckonunosa (cpeauuii yron Ko66a 75°) y 30 u3 32 nereid.
bpyk u coaBr.’’ B peTpOCIEKTHBHOM HCCIICIOBAaHUU HW3YYUIIN
nannele 3a 10 et 283 mMansunkoB ¢ Muonuctpopueit [Jiomenna
n 10 — ¢ muomucrpodueii bexkepa. ¥ 89 u3 120 mamueHToB
(75%) crapme 11 ner pa3BuiCsS CKONMHO3, TpudeM y 43 W3 HUX
yron Ko66a cocrapmsin 6onee 30°. Homenue TopaxomoMOab-
HBIX KOPCETOB HE TOBJIMSUIO Ha TPOTPECCHPOBAHKE CKOJINO3a,
KpOME TOT0, HaOJIOJaNIach MOJOKUTETbHAS KOPPEISIIIUS MEXKITY
Bce Oonee BBIPAKEHHBIM CKOJIHO30M W HPOJOKHTENBHOCTHIO
HCTIOJIb30BaHuUs KopceTa. [Ipr 3ToM aBTOpHI HCCIIEIOBAHUS OTME-
YaJy, 9YTO MALHEHTH HE CTPOro NPUAEPKUBAIUCH MTPEANUCAHUN
OTHOCHTEIIBHO HOIIeHHs Kopcera. B pabore Curepa u coasr.'®
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y 24 manpunkoB ¢ Ha MIJ[ ckoino3 mporpeccupoBai co cpel-
HUX Tokazarener yra Ko66a Ha ypoBre 10° mis nereid 12 met
JI0 CpPEemHUX ToKasarenei Ha ypoBHE 75° k 16—18 romam. Ilpwm
9TOM, KaK OTMEYajli aBTOPbI, CTENIEHb CKOJHMO03a y TAalUCHTOB,
WCTIOJIb30BABIINX MOJYJBHBIE KOJISICKH, CIMHAIBHBIE KOPCETHI
(7 4 B AeHBb) M MHAMBUAYAJILHO CMOAEIMPOBAHHBIE IO OCAHKE
Kpeclla, He OTMYalach CYIIECTBEHHBIM 00pa3oM OT CTENEeHH
CKOJIN03a MAIIMEHTOB, MOJIb30BABLIINXCS OOBIYHBIMH CHACHBSIMH.
Kons6ept u Kpeiir (1987)'% npuBoasaT gaHHbIE MPOCIEKTHBHO-
ro ucciegoBanus 22 maiapaukoB ¢ M1, 7 U3 KOTOPBIX HOCHIIU
KOpceTHl (6 THEH B HEJENO B TCUCHHUE 7 1 B JICHB) U 15 HE HOCH-
T KOpceThl (OTKAa3aJUCh WK TepecTald HOCUTh UX B TEUCHUE
3 mec.). 3a nepuop Habmronenus (ot 2 10 7 JeT) y MalueHTOB,
HOCHBIIMX KOPCETHI, CKOJIMO3 Pa3BUBAJICS HEMHOTO Oojee Me-
JICHHBIMU TEMIIaMHU, HO UTOTOBas CTENEHb CKOJIMO03a Oblia onu-
HAKOBOH /7151 00€MX TPyl

BbiBobl N0 AaHHBbIM UCCNE0BAHMIA

Homenne XecTKUX KOPCETOB CIIOCOOCTBYET CHHKEHUIO
Kak obirero oobema BeHTwALMH, Tak U JXKEJI y neteit ¢ Helipo-
MBILICYHBIMHU 3a00ieBaHusIME (YpOBeHb JokazatenbHocTH I1I).

Y nauueHToB ¢ MuogucTpoduei JoneHHa HomeHne Kop-
ceTa MOXKET 3aMeJIUTh IPOTPECCUPOBAHKUE CKOINMO03a, HO HE BIIH-
sIeT Ha ero UTOTOBYIO CTeIeHb (YpOoBeHb JokazarenabHocTu II).

Bnusinue xupypru4eckoii KOppekuuu cKonuosa
Ha (PYHKLUMIO NEerkux

Binsnue xupypruudeckoil koppexuuu ckonnosa Ha JKEJI
HCCIIe0BaNIoCh B 13 paboTax Ha naHHbIX 481 peOeHKa ¢ HEHUPO-
MBIIICYHBIMU 3a00JICBAHUSIMH, TTOYTH UCKIIOUMTENBHO ¢ M/IJ]
mwm CMA. B Tpex uccienoBanusix'**'%? cpaBHUBaIM CKOPOCTh
camkerns JKEJI 1o u mocne omepaiiu y OJHHX U TeX JKe Ia-
IUEHTOB. B matw wmccnemoBanusx'’> 19319 comocraBmsmack

128



ckopocTh cokpaieHus JKEJI y onepupoBaHHOM Ipyniibl U TPyTI-
IIbl, HE MPOIIEALIEH ONEepalyio 0 Pa3InYHbIM NPUYUHAM: HE
HYXJaJIUCh B OIEpalyy, OIepalnus NPeNCTaBIsUIa CIIHUIIKOM
BBICOKME PHCKM M OTKA3aBIIHECS OT OINEpalyy TalueHTHI.
ITate uccnaemoBaumii® 1 1°7°1% mpuomsar comocraBieHne oOf-
Ho cpenneit BenuuuHbl JKEJI 1o onepamuu ¢ oqHUM pe3ysbra-
TOM M3MEpEHHs yepe3 2 roAa uiu Oosee mocie onepanuu. Bo-
cemMp?t 172179, 190, 192,194, 198,199 3 |3 preccneqoBaHMil yKa3bIBaIOT Ha
TO, 4yTO cKopocTh cHxeHus JKEJI mocne onepanuu ymeHbIIN-
Jlach WM OCTaBajlach HA YPOBHE, OJIM3KOM K JOOIEPAL[IOHHBIM
mokasareisim. 1o TaHHBIM IPYTHX [IITH HCCIemoBanmif ! ”! 193 195197,
ckopocTh cHIkeHUs JKEJI He u3mMeHwIach 1ocie onepanuu win
HE OTJINYaJach OT MMOKa3aTelsi B KOHTPOJIbHOM IpymIie.

Bce 13 uccnenoBanuii ObUIM PeTPOCHEKTUBHBIMU. B Tex
ClIy4asx, KOI/la B HCCIIEJOBAHUY IPUCYTCTBOBAIN KOHTPOJIbHBIE
IPYIIIBL, OHU HE MPEACTABIISUIA TOJHOTO COOTBETCTBHS C UCCIIe-
nyemoii rpynmoi. [Ipu aTom 6e3 conocTaBieHns ¢ COOTBETCTBY-
IOIIEH KOHTPOJBHOM IpyHmoi pe3ynbTaTbl U3MEHEHUH B CKO-
poctu camxenus JKEJI TpynHo uHTEpnpeTHpOBaTh, TaK KaK UX
W3MEHEHUS He WIYT JIMHEHHBIM 00pa30M M MOTYT COBCEM Tiepe-
CTaTh CHI)KAThCS B MO3AHEM IOAPOCTKOBOM BO3pacTe.

Pekomenpauuun

» [lpu npuHATHY pelieHust O CHHHAILHOM KOpceTe HeoOXOou-
MO YYHUTBHIBAThH BIMSHUE KOopceTa Ha (QYHKIHH JbIXaTeIbHOU
CHCTEMBI, a TaK)Ke TO, YTO UMECIOTCS JIUIIb OrPaHUYCHHBIC
JAHHBIC O €r0 MOJIb3¢ IS 00JCTYCHHS HTOTOBOW CTaUU CKO-
mmo3a. [D]

Mone3ublii onbIT

P IlepBocTeneHHY0 BaXXHOCTh B IUIAHUPOBAaHUHM XHUpYyprude-
CKOM KOppeKIH ckonno3a s aered ¢ HM3 nmeror Bompo-
ChI KOM(OPTA ¥ KA4eCTBa KU3HHU maruenta. [V]
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APYIUE NPOBJIEMb] U BMELWIATEJIbCTBA,
BJIUAIOLYUE HA OYHKLUIN AbIXATEJIbHOU
CUCTEMbBI

MoBbiWweHHOE CNIOHOOTAENEHNE

lunepcanuBanus (cuajgopesi) MOXKET MPEICTABIATH HPO0-
JIEMY JJISl TAMEHTOB, HE CIIOCOOHBIX KOHTPOJIUPOBATH MBIIIIIBI
SI3BIKA, FUITH MTAIUEHTOB C BRIPAKEHHOM Oy1p0apHOi quchyHKIN-
eil. [IpyumHaMy HAKOTIIEHUS CIIOHBI MOTYT OBITH TaKKe IaToJIo-
TUYECKUAN MPUKYC, OOMBHBIC 3yObl, 0OCTPYKITHS HOCOBBIX XOIOB
13-32 YBEJIIMYCHHBIX aAeHONI0B. CIIIOHOOTAENIEHNE PETYIUpPYyEeT-
Cs BEreTaTUBHON HEPBHOW CUCTEMOM, U Ha HETO MOYKHO BO3JI€Eii-
CTBOBATh C MOMOIIBIO XOJMHOIUTHYECKUX mpemnaparoB. CiaioHa
WUrpaeT BaXKHYIO POJib B MOATOTOBKE MHUIIEBOTO KOMKa K IJIO-
TaHUIO, TO3TOMY HEOOXOIUMO C OCTOPOXKHOCTHIO HPHUMEHSTh
CPeICTBa, TOHWXKAIOIINE CIIOHOOTAENICHHE: CyXOCTh POTOBOM
TIOJIOCTH WJIM TIOBBIIMIEHHAS BS3KOCThH CIIOHBI MOTYT yCyTyOUTh
po6emMsI ¢ moTanueM. Hepeko B Takux cirydasx HCIIOIb3YeTCs
[JIMKOITUPPOHUS OpPOMHM/I, OJJHAKO HEOOXOIMM TIIATESIIbHBINA MO/~
00p JTO3UPOBKH U BHUMaHHE K BOBMOXHBIM MOOOYHBIM 3¢ dek-
Tam, CpeIu KOTOPBIX YaCThIM sIBJIsieTCs 3anop. Kak ansrepHaTuBa
NepOpajIbHBIM CPEACTBAM IPUMEHUMBI TAK)KE CKOIOJIAMUHOBBIC
IUIACTHIPH, O0ECIIEYMBAIOIINAE MOCTEIIEHHYI0 YPECKOXKHYIO TI0-
Jady JercTByromero BemecTBa. OIHAKO TPH WCTIONH30BaHUHU
IIACTHIpEH clelyeT UMETh B BHIY Pa3IMIHYIO TIEpEHOCHMOCTh
y JeTeH B CHIIy TPYIHOCTH TTOI00pa JTO3UPOBKH, a TAKKE BCTpe-
Yalolrecs KOKHbIe ajulepruieckue peakuuu. s nerei ¢ He-
MIPOTPECCUPYIONIUMU HEBPOJIIOTHUESCKUMU 3a00JICBaHUSIMH, Ta-
KHUMH Kak IepeOpajbHBIN Mapaind, MPUMEHSIOTCS HHBEKIIUU
OOTYIIOTOKCHHA B CITFOHHBIC JKEJIE3bl, TTOCKOIBKY THIICpPCaINBa-
M1 MOXKET TPEICTABISTD ISl TAKKX IMAIIMEHTOB CYIIECTBEHHYIO
poOIIeMyY 1 He TTOAAETCS ISHCTBHIO IEPOPATHHBIX MPETIapaToB.
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Hcnons3oBanue 6OTyJ'IOTOKCI/IHa y JeTeit ¢ HeﬁpOMLIIHC‘{HBIMH
3a00JICBaHUSIMU HE HCCJICI0BAIIOCH.

TpyAHOCTM NPV KOPMAEHWUM U FNOTAHUK

Hnsa nereit ¢ HM3 xapakTepHbl TPyAHOCTH HpHU KEBaHUU
U TIOTaHWU KakK Pe3yJbTaT Ca0OCTH MBI IIEK, Ty0, sS3bIKa
Y TIIOTKH. 33a4aCTYI0 3TO NMPUBOJUT K HEIOCTATOYHOCTH ITHTA-
Hus. Jlucdarust u mpoOremMbl ¢ KOPMIICHHEM MOTYT MPUCYTCTBO-
BaTh C CaMOT0 paHHEro BO3pacTa y JAeTel ¢ Tsukenon Gopmoit
CMA wnm IpOSIBUTHCS 3HAYUTEIBHO TO3IHEE, B XOI€ Pa3BUTHS
3aboneBanms, Kak B ciydae mamueHToB ¢ MJI/I. Xors cmabocth
JKEBATEIIPHON MYCKYJIaTypbl M MBIIII] TJIOTKA MOXET MOBBICUTH
PHUCK pa3BUTHS acIHUPAIMOHHOW IMHEBMOHHUH, acMpallys 0cTa-
€TCS PEJKUM SIBJICHUEM U PEIIKO CTAHOBUTCS NMPUYUHON JIbIXa-
TEJIBHBIX OCJIIOKHEHUH (CM. pasjes 00 UCCIIEIOBAHUIX IO BBISB-
JICHUIO acTIPAIIMOHHBIX THEBMOHHUN).

lFacTpoa3othareannHblii pethnioke

V nereit ¢ HM3, B ocobeHHOCTH 00€3IBIKEHHBIX, HEPE/I-
KO pa3BHBaeTcs ractpoldsodareanbHas pedurokcHas 0oie3Hb
(I'SPB). ns obneruenus cumnromoB ['OPB ucnonb3yroTest an-
TalUIHbIE CPENCTBa, OJOKaTopsl H2-rHcTaMMHOBBIX peLEenTo-
POB, HHTHOUTOPHI IPOTOHHOW MOMITBI U NPOKUHETHKH. OTHAKO
HE0OXOMMO UMETh B BUJLY, YTO JUTHUTEIHHOE MOJABICHUE KEITy-
JIOYHOHM CEKPEITH MOXKET OBITh CBS3aHO C MOBBIMIEHHBIM PUCKOM
pa3BHUTHs TacCTPOIHTEPUTA W BHEOOJBHUYHON MTHEBMOHHUH®"
AHTHpE(QIIOKCHBIE XUPYPTUYECKHE BMEIIATeNFCTBA MOTYT TIPH-
MEHATHCS B ciIydasx, korga [ OPb TpymnHo mommaercs KoHCepBa-
TUBHOMY JIEYEHHIO. B HEKOTOPBIX cIy4asiX raCTpOCTOMUS MOXKET
ycyryouts cumnrombl ['OPB200, XoTs maHHBIE 0 JETIX C He-
BPOJIOTHYECKUMH 3a00JI€BaHUSMH TOBOPST 00 oOparHOM™' 2%,
JleTeii ¢ TshKeNmoW cTeneHbo OynbOapHON MUCHYHKIUU U MBI-
MIEYHOH ¢J1a00CTH, TaKuX Kak marueHTsl co CMA 1-ro Tuma, He

131



PykoBOACTBO N0 pecnMpaTopHOi NOAAEPXKKE AETeil. ..

MPUHATO PacCMaTPHBATh B KAYE€CTBE KAHAUIATOB JIsI aHTHPE(d-
JIFOKCHOTO BMEIIIATEIbCTBA M3-32 BBICOKUX MPEIOICPAlnOHHBIX
PHCKOB 1 00IIIero HeOIaronpusaTHOTO mporHo3a’®’, OxHako Me-
YUPEKJICHUS, TPAKTUKYIOIUE (YHIOIUTUKAINIO W TacTPOCTO-
MHIO B KOPOTKHE CPOKH TIOCIIE MOCTAHOBKH JUArHO3a, IPUBOIAT
JIlaHHBIC 0 0€30IaCHOCTH OTIepAIlMU, SCIHM IKCTyOaIus IpoBe/ie-
Ha MPABUIBHO U BBITIOJIHIETCS aKTHBHAS OYMCTKA JbIXaTEIbHBIX
nyTeit?®.

Muranue yepe3 racTpocTomy

[IuTanuro depe3 TacTpoCcTOMy NpHAaeTcs Bce Ooiblmee
3HAaYCHUC KaK MCTOAY MOAACPKAHUA HYTPUTUBHOI'O CTaryca Je-
TeH ¢ Pa3IMYHBIMH TAKEJIBIMU XPOHNYCCKUMU SaGOﬂeBaHI/IHMI/I.
lacTpocToMa ycTaHaBIUBAETCS YPECKOKHBIM OHIOCKOTIHYE-
CKMM METOJIOM WJIM IyTeM OTKPBITOM HIIM JIAapOCKOITUYECKOM
orepary. Y HEKOTOPHIX B3POCIBIX MAIUEHTOB C OTCYTCTBYIO-
[IMM WJIH TIOYTH OTCYTCTBYIOIIUM CaMOCTOSITEIbHBIM JABIXaHUEM
racTPOCTOMHUIO MPOBOIAT Oe3 MHTyOauu 1 001Iero Hapko3a>™,
Taxoke onucaHbl Cilydad YpeCKOKHOM SH0CKOMMYECKOH MmocTa-
HOBKH I'aCTPOCTOMbBbI U IMOCTAHOBKHU €IOHOCTOMBI IO MECTHOM
aHecte3ueil u cemanueit y nereit co CMA 1-ro tuna’®. Tlpu
3TOM HOAXOJ KO BPEMEHH TIOCTaHOBKU racTPOCTOMBI MOKET 3Ha-
YUTENBHO PAa3IMYaThCsl OT OAHOTO MEAYUYPEXKICHUS K IPyroMy:
HEKOTOPBIE CYUTAIOT HEOOXOIUMBIM JACHCTBOBATH MPEAYIPEKIa-
I0IIle, IPYTHE, HAIIPOTHUB, B OTCYTCTBUH Y MMAllMEHTa CHMIITOMOB
MIPENOYNTAIOT M30€XKaTh, XOTh U HEMHOTHE, CBSI3aHHBIE C Ta-
CTpocTOMHEH pUCKH™.

Jns TpymHBIX OETeH ¢ TSDKENbIMH (hOpMaMM MBIIICUHOM
c1abOCTH M OTPaHUYEHHON MPOTHO3UPYEMOU MPOJOIKUTENb-
HOCTBIO JKM3HH, TaKUX KaK IMalUCHTHl C HauOoJee THKEIBIMU
dhopmamu CMA 1-ro Trmna, HeoOXOAMMO TIIATEIBHO B3BEIINBATh
MIPENMYIIEeCTBa TaCTPOCTOMHHM JJIsi KadecTBa XKU3HU B OCTaB-
mecs Mecsbl M TOT (DaKT, YTO 3TO WHBA3WBHAs MpOIENypa,
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KOTOpasi MEANKAIN3UPYET TOBCETHEBHYIO JKU3Hb HEOOXOIUMO-
CTBIO KOPMJIEHUS Y€pe3 TacTpOCTOMY U yxoja 3a Hel. I[Tomumo
PWICKOB, CBSI3aHHBIX C 0OmmIel aHecTe3Well mpw OcClIabIeHHOM
(YHKIUH JIETKAX B OTCYTCTBUM () (DEKTHBHOM CaMOCTOSATEILHON
OUHCTKHU JBIXaTENbHBIX MyTENH OT CEKPETa, a TAKKE, BOZMOXKHO,
B YCJIOBUAX TAKEIIOTO CKOJIMO3a U CBA3AHHBIX C 3TUM HpO6.]'I€M
C TIO3HMIIMOHMPOBAHWEM TAIMEHTa IOCTAHOBKA TaCTPOCTOMBI
MOJKET MPOBOIUPOBATH JPYTUE OCIOKHEHHS, B OCHOBHOM MECT-
HOTO XapakTepa: HH(PpHUIMPOBaHUE, KPOBOTEUCHHUs, 00pa3oBaHUE
rpaHyJeM, BHIITaJeHIe TacCTPOCTOMUYECKON TPYOKH.

Undekuun abixaTenbHbIX nyTei

Wudexkuun npxaTteNbHBIX MYTEH y JeTel ¢ HeHpoMbIIIed-
HBIMU 3a00JICBaHUSAMH MOTYT CYIIECTBEHHO OCHAONAThH AbIXa-
TEIbHYI0 MYCKYJIATypy, BBI3bIBasl OJBIIIKY, OCTPYIO THIEpKaIl-
nuto u camwxenue JKEJI. Cpean mHdexkumid y nereid panHero
BO3pacTa MpeoliiafiaeT PecnupaTopHO-CUHLUUTHAIBHBIA BUPYC
(PCB), y neteii Oonee crapiiero Bo3pacrta M B3pOCIBIX — pH-
HOBMPYCBI, BUPYCHI I'pulna u naparpumna. [larorenes ocnabmue-
HUS JBIXaTeNIbHOM MYCKYJIaTyphl B pe3ynbTare HH(EKINU AbIXa-
TENbHBIX MyTed TOYHO HEM3BECTEH, HO MOXHO MPEIIONI0KHUTH,
YTO OCTpas BUpPyCHasi MH(EKLUS HENOCPEICTBEHHO MOBPEKIAET
MBILICYHYIO TKaHb, & B CIy4ae pa3BUTHA Cercuca TUCYHKIHS
JBIXaTENbHON MYCKYJIaTypbl BBI3BIBAETCS MOBPEXKIEHHUEM CBO-
OOIHBIMH paIuKalaMHu Kuciopona. Jloka3aHo Takxke, YTO BO
BpeMsl OCTpoit (ha3wl BUPYCHOW MHQEKIIMA MMEET MECTO Hapy-
[IeHNE TIepeadrl HEHPOMBIIIIETHOTO CUTHAIA.

Bricokmii puck crnpoBouupoBaHHBIX PCB  cepbhe3HbIx
OCJIO)KHEHUHM CO CTOPOHBI JIbIXaTe€IbHONW CHUCTEMBI 3aCTaBUII
AMEpHKaHCKYIO aKaJeMUIO MEANAaTPUN BKIIIOYUTH B HOBYIO pe-
nakiuio PykoBoactBa mo mmmyHonpoduinaktuke PCB oraens-
HBIN pa3zien, MOCBALICHHBIHN MallneHTaM C HEHPOMBIIIIEYHBIMU 3a-
OoneBanusaMU. [10 JaHHBIM MYJIBTHLIEHTPOBOTO ITPOCIEKTHBHOTO
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nccienoBanus Aered, nomydaromux PCB-npodumaktuky, ro-
cnuranuianys noHanooumnacs 1,8% nereit ¢ Hapymenusmu LIHC
WM HEHPOMBIIIEYHBIMH 3a0oneBaHmsIMA poTHB 1% neteit 6e3
takux narosoruii’®. Cxema Bemenus nereit ¢ HM3 yacto BKITIO-
YaeT PaHHIOW WM NPO(QUIAKTHYECKYI0 aHTHOHOTUKOTEPAITHIO
IUISL TIPENTYTIPEKACHUS PECTIMPATOPHBIX 000CTPEHHH, XOTS TAKOU
[IOJX0J] HE OCHOBBIBAETCA Ha JAaHHBIX MCCIIETOBAHUN.

[annble nccnenoBaHnii

MeguKkamenTo3Hasa Tepanus npy runepcannBaynm

He cymectByer mcciemoBaHuii, KOTOpble ObI 0OOCHOBHI-
BaJM IPUMEHCHHE XOJMHOJUTHKOB JUIS TOMOIINM MalHeHTaM
¢ HM3 ¢ 1OBBIIIEHHBIM CIIIOHOOTAEIIEHHUEM.

TpyaHocTv npu npueme AULMK W FNOTAHUH

TpynHOCTH NP NpUEME NMHIIM U IIOoTaHuM y Aeteid ¢ HM3
paccMaTpUBajiCh B UCCIICAOBAHUH «CIy4daii—KOHTPOJbY Y Zie-
Teit ¢ muomuctpodueit dromenna’’ u mecTr 06CepBaIMOH-
HBIX UCCIIEIOBAHUSX: B JBYX U3 HUX ObUIM NPOaHAIU3UPOBAHBI
onpocHUKH> 2 a B yeThIpex MPUBOAATCS TaHHBIC KIMHUYECKOH
OLIEHKH BHJeOo(I00OpocKony 1 pH-MeTpun muiieBoja y ma-
IMEHTOB C Pa3JIMYHBIMH HEHPOMBIILICYHBIMU MATONOTHAME®' 4,
Jxadde n coaBr.””” mpoBedaH COMOCTABICHHE OMPOCHHKOB 10
cumntoMaM gucyHkuun Bepxaux otaenos JKKT, momyueHHbIX
y 55 pereit ¢ MIJI u3 peruoHanbHOW KIMHUKA HEHPOMBIIIEY-
HBIX 3a00JICBaHHA, C ONIPOCHUKAMH 55 30POBBIX CBEPCTHUKOB.
CumnrTomsl aucarum ObpuTH TOpa3mo Oojee XapaKTepHBI IS
nereit ¢ M1/, yem 11 X CBEPCTHUKOB U3 30POBOM TPYIIIBI.
Bwur u coaBt.?” monmyumnu 409 aHKeT ¢ OTBETaMH IO TPY/-
HOCTSIM, CBSI3aHHBIM C TMOTPEOJICHHMEM MUIIK, OT CEMH TPyl
nanuenToB ¢ HM3: 36,5% nanuentoB co CMA yka3pIBaiu He
MeHee OIHOW MPOOJEMBI € TIIOTAHUEM, B OCHOBHOM B OYKKaJlb-
Hy!0 (me4nyo) ¢asy, B To BpeMms kak 53% pecnionnenros ¢ M/1J]
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(cpennuii Bozpact 18,7+5,7 roga) roBopwiu 0 podieMax ¢ Te-
pe’KeBBIBAaHHEM ITHUIIIH.

B uccienosanun Ileitn u coasr.?”® cpenm 118 marmeHnToB
¢ MJIJ1, pa3aeiieHHbIX Ha BO3PAaCTHBIE KOTOPTHI, KOPPEIUPYIO-
IMe C YPOBHEM MOTOPHBIX OTpaHMYCHHUH W HCIIOIb30BaHHEM
nojepkku anmaparom HMBJI, y 21 nanuenra HaOmomanuch
TPYZHOCTH C OTKPBIBAHHEM PTa H KEBaHUEM, a TAKXKE ITOTIEPXH-
BaHue, pu 3ToM 31 nmanuent u3 118 npunepxupaics crenuanb-
HOTO panuoHa. Y 8% ManueHToB ObLIa yCTaHOBIIEHA TaCTPOCTO-
Ma B cpeJiHeM B Bo3pacte 23,6 roja, BceM B TeueHue 1 roya nociie
ITOCTAaHOBKH TPAaXEOCTOMBI, M BCE OHH HAa MOMEHT TaCTPOCTOMHUHU
MPOJOJDKAIIM PETYISIPHO OJIy4aTh DUy Yepe3 poT. Huskuii Ha-
0Op Macchl Tella CTAaHOBUJICS BCe OoJiee Cepbe3HOl MpoliieMoit
B MOJPOCTKOBOM M B3pociioM Bo3pacte. IlanueHTsl BoCpuHU-
MaJId TOTIEPXUBAHKE KaK OJHY M3 CaMbIX MYTaroLIUX MpoOJeM,
HO (PaKTHYECKHU CTAIKUBAIUCH C HUM OTHOCHUTEIBHO PENIKO.

B perpocnexkruBHOM aHanmm3e ciaydacB® 19 mamueHTOB
¢ HEeMaJIMHOBOHM Mwuoriatueit (18 W3 HUX CIOCOOHBI CaMOCTOS-
TEJIHHO TepeaBUTaThes) y 17 aeteit ObUIH TPYIHOCTH C KOpMIIe-
HueM. Y 7 u3 10 neteil HaOMIOMaNHCh OTKIOHEHUS OT HOPMBI
Ha Buaeodroopockonnu. OTMEYaeTCsl, YTO Y BCEX MAIlIEHTOB
B CHHYCaX IJIOTKM HAaXOIWJIMCh OCTATKH MHIIM, YTO TPEICTaB-
nseT puck nosaHedmed acnupauuu. Y 11 u3 19 pereit (61%)
B TEUEHHE TIEPBBIX 3 JIET )KU3HH CIIyYalNCh MMOBTOPHBIC PECIIU-
paropHbie HHPEKITNH.

B ob6cepBarmonHom uccienoBanun® y 13 u3 14 nereit or
2 1o 14 ner ¢ BpOXKIEHHON MBIIEIHOW AUCTpOodHel Ha BHIICO-
(IIOOPOCKONIMU HAOIIONANNCH OTKIOHEHUSI OT HOPMBI B IIPO-
mecce kopMieHusA. B aByx wuccrnemoBaHusax®> 84 Gl ommca-
HBI IPOOJIEMBI C IPHEMOM UM y manuentoB ¢ M/1J1, rne Ha
BUACO(IIOOPOCKOIIUH B TJIOTKE M BOKPYT BXOJa B TOPTaHb Ha-
ONIOMATMCh OCTATKH MUIIIH.
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KokpaHoBckuii cucTeMarndeckuii 063op?!?

HE NOATBEPIUII
HaJIMYUsl KaKUX-THOO TPEHMYIIECTB CIENUATBHOTO palroHa
WY TEXHUK KOPMJIEHHS JUJIsl ALMEHTOB C TPYAHOCTSAMHM B IIpH-
eMme nuiy. HecMoTps Ha 3TO, B KIMHUYECKON MPaKTUKE Mpea-
CTaBJIAETCS II€JIECOO0Pa3HBIM MPOJOKATh IMOMCK CTpaTeruii

IIOMOIIIH ITalflMCHTaM.

BbiBoAbl N0 AaHHBIM UCCNEAO0BAHMIA

VY neteii ¢ HEUPOMBIIIIEYHBIMU 3200JIEBAHUSIMH YaCTO TIPH-
CYTCTBYIOT TPYAHOCTH C IPUEMOM MHILU U ITIOTAHUEM, U TaKue
TPYTHOCTH 3a4acTyI0 OCTAlOTCs 0e3 JTOJDKHOTO BHUMaHWUS (Ypo-
BEHb JToKazarenpHoCcTH [1-).

VY naumentoB ¢ MJIJI nuchyHKIMS KeBaTSIbHBIX MBIIIILL
Y MBIIII [JIOTKKA YCYTyOJIseTCs 0 Mepe B3pOciceHUsl (YPOBEHb
nokazarenbpHocTH I11).

Mone3Hblii onbIT

» JleTssM ¢ IOBTOPSIOIIMMHUCS HH(PEKIMSIMH JBIXaTeIbHBIX ITy-
Tell W WMEIONINM TPYAHOCTH C TIOTaHHEeM OyIeT MOJe3HO
MIPOBECTH BUACODIIOOPOCKOINHUIO U MOJYUUTh KOHCYJIBTAIIUIO
Y CHEIHAINCTA 110 KOPMIICHHUIO. [V]

» [loaxox k kopmiieHuto aereit ¢ HM3 noimkeH ObITh Hampas-
JICH Ha TO, YTOOBI CHMXKATh PUCK acIUpaIuu, 00ecreunBaTh
MAIUEHTY ONTUMAIIbHBI HYTPUTUBHBIA CTaTyC, TOBBINIATH
KOM(OpPT M, HACKOJIHKO BO3MOXKHO, COXPaHATH KOPMIICHHE
Yyepe3 poT, TOCKOIBKY OHO UMEET BaKHBIN IS TIAI[eHTa d-
ekt conmanmsarmm. [V]

OuarnocTuka v neyexnune
racrTpoasotareanbHoi pethnioKcHoli 6one3nn

OnHO HCClieoBaHUEe «CIy4aldl—KOHTPOIb»™’ U 1Ba 00-

CEepBAIMOHHBIX HccienoBanus® 2% npusogsat ganubie o ['OPb
y nereiir ¢ MJIIJl W BpOXACHHOW MBIIIEYHONH ITUCTPOQHEH.
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B wuccrienoBannu «ciydaii—kOHTpoab»??’ mamuentel ¢ MIJ]
3HAYUTEIHHO Yallle )KATOBAINCH Ha HAPYIIEHHE TIIOTaHHUS, H35KO-
TY U PBOTY BO BpeMsl FJIH TIOCTIE €MIbl, TABMJINCh MTUIIECH, YeM HX
3I0POBBIC CBEPCTHHUKH M3 KOHTPOJIBHOM rpyIbl. B comocTasie-
HUHU JAHHBIX 110 nmanueHtaMm ¢ MJIJ[ u3 aByX rpynn — rpymnisl
MAaIUCHTOB, YTPATUBIINX CIIOCOOHOCTH XOAWUTH (33 marueHra),
Y TPYyNIBl XOJSYHUX TMAIMeHTOB (22 manueHTa) — U3 Mepednc-
JICHHBIX CUMIITOMOB TOJIBKO M3)KOT'a 3HAYMTENBHO Mpeodaaana
B Hexomsuen rpynne (p < 0,02). B uccnenoanuu Ileitn u co-
aBT.”® GonpmHcTBO M3 118 manmenToB ¢ MJIJI BeICKa3bIBaIM
JKAIOOBI Ha AMMM30ABI U3KOTH, HO TPU 3TOM MEINKaMEHTO3HOE
neuenne 'DOPb mpumensm mums ans 5 nanuentos (4%), Bce
crapie 13 jer. ®uanoT u coart.?! MPUBOAAT JaHHBIE KIHHAYE-
CKOM OILIGHKH W Buaeoquiroopockonuu 14 nereidi ¢ BpOXKIACHHOM
MEpO3UH-AePULIUTHOM MBIlIedHOH nucTtpodueii. Tonbko y 1 ca-
MOTO MIIaJIIero pebeHka 2 JeT Ha UCCIIeIOBaHUH He OBLIO BBISB-
JICHO OTKJIOHEHWH oT HopMbl. CyTouHas pH-meTpus numeBona
Oplna BeImoHeHA 11 U3 14 geTedl ¢ MOBTOPHBIMH WH(EKITUIMU
JIBIXaTENbHBIX MyTel, TOMepXUBaHUEM, PBOTONH M abIOMUHAIb-
HbIMU Oomsimu. 3 8 mereit, npomenuux Bee vccieoBaHue, y 6
Obuta oOHapyxeHa ['OPB. Bee 6 maiueHTOB MMenu MOBTOPSIIO-
mrecs HHQEKIUYU bIXaTeNIbHbIX IyTeH U y BCeX Ha BUICODITF00-
pockonuu ObLTH OOHApPYKEHBI OTKIOHEHUS OT HOPMBI B BHJIE
OCTaTKOB IMUIIY, POHHUKAIOIINX BO BXOJ B TOpTaHb. Y 3 neTeit
IIPH 3TOM OTCYTCTBOBAJl KallllIeBOH pedIiexc, 4To yKa3bIBallo Ha
PHUCK TaK Ha3bIBA€MOM TUXOW acTiupaluu.

B nByx mccrienoBaHusSX OMHCAaHBI CIydad MPOBEACHUS Jia-
MapOCKONMUYECKON (DYHIOIJIMKAIIMM TPU IOCTAHOBKE I'acTPO-
cromsbl ieTsM co CMA 1-ro tuna u Tspkenoit popmer CMA 2-ro
tuma®®® 2!, B obmeit cnoxuoctu 17 nerei, 14 U3 HUX ¢ KIIMHU-
yeckuMu cumntomamu ['OPB, npomy Takoe KOMOMHIPOBaHHOE
XUPYPrUYECKOe BMEIIATENbCTBO, MMOCIIE YeT0 HEMEJIEHHO Oblia
mpoBezieHa dkcTyOanmst ¢ nepexogom Ha HUBJI m akTHBHBIM
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JIPEHUPOBAaHUEM JbIXaTeNbHBIX MyTed. CpenHss Macca Tena, 1mo
JIIAHHBIM OJHOI'0 U3 UCCIIEN0BaHUI>Y, yIBOUIIACK, TAKXKE I10 JaH-
HBEIM 000WX HCCIICOBAHHUMN COKPATHUIOCH KOJMYIECTBO TOCIHTA-
JIA3AIANA TI0 TTOBOLY WH(MEKITHI TBIXaTeIbHBIX IIyTeH B TCUCHUE
nocnenytonmx 12 mec. mocie BMemarenabcTBa. OpHako H3-3a
HU3KUX a0CONIOTHBIX IU(P HMCCICIOBAHUN WX PE3yJbTaThl HE

AOCTHUIIIN YPOBHSA CTaTUCTUYCCKOM 3HAYMMOCTH.

BbiBofbl N0 AaHHBbIM UCCNE0BAHMIA

V nereit ¢ HEUPOMBIIIICYHBIMH 3a00JICBAaHUAMH HEPEIKO
BCTpedaeTcs racTpodsodareanpHas pedarokcHas 00J1e3Hb, KOTO-
past BEIET K MOBBIIICHHOMY PUCKY aCIMPALIMOHHON THEBMOHUU
(ypoBeHnsb nokazarensHoctd 11-).

IIpu moctanoBke ractpocToMsl JetaM co CMA 1-ro tuma
u Tspkenoii popmoit CMA 2-ro Tuna MOXKeT OBITh NpeIIpuHsITa
nanapockonuueckas (yHaomimkanua. Takas KOMOMHHpPOBaH-
Has omepauus OezomacHa U 3(p(HEKTUBHO COKpAIIAeT CUMIITO-
Mbl 'OPB, 9TO MO3BONSET YMEHBIINTE CPOKH TOCHUTATN3AIINN
pebeHKa 1Mo 1moBoxy WH(EKIHUH MBIXaTebHBIX MyTeH (YPOBEHB
nokazarenpHOoCcTH 11I).

Kopmnenue 4yepes ractpocromy

ITocTaHOBKE TaCTPOCTOMBI MAIMEHTAM C Pa3IHYHBIMU
HEWPOMBIIIEYHBIME 3a00JICBAaHUSMHE MOCBSIICHBI IIECTh 00Cep-
BAlMOHHBIX HCCIIENOBaHUMA. J[Ba PETPOCIEKTUBHBIX KIMHHYE-
cKuX 0030pa®'® 23 ommchIBaIOT 45 MAalMEHTOB C PSIOM HEHpO-
MBIIIEYHBIX 3a00JI€BaHMIA, Y KOTOPBIX Onaromapsi MOCTaHOBKE
racTpoCTOMBI B T€UeHHe | roja 1mocie onepanyuu yaydIiuioch
COOTHOIIICHHE MACCHI Tea U BO3pacTa. [0 TaHHBIM OHOTO HC-
CIICIOBAHMUs, y MAIIMEHTOB IOCJE TaCTPOCTOMHH COKPATHIOCH
KOJIMYECTBO 3apPETMCTPUPOBAHHBIX CITydaeB WH(EKIHA IbIxa-
TEJBbHBIX TyTei?'2, JIpyroe MCCIIEN0BAaHUE ONUCHIBAET CIIyYau
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MECTHBIX OCJIO)KHEHUU racTpocToMuu y 6 u3 12 manueHTos, of-
HAaKO BO BCEX CITydJasX OCIOKHEHUS JIETKO Pa3pelInInCh.

V 3 U3 5 ManueHToB ¢ IUarHOCTHPOBAHHOM JI0 TaCTPOCTO-
mun ['OPb mocne moctaHoBkH racTpocToMbl cuMnToMbl ' OPb
COXPAaHWJINCh M, HECMOTPS Ha MEIMKAMEHTO3HOE JICUCHUE,
y BCEX NAIMCHTOB ObLIO HE MEHEE OJHOTO AMH30ja aCIUpPAaIU-

OHHOW TTHEBMOHUUK>'?
214

. [lo manHBIM uccnenoBaHust MapTuHbBE
u coasT.”'¥, y 25 manueHToB B Bo3pacte oT 11 mo 38 ner nmocne
[IOCTAaHOBKHM TaCTPOCTOMBI YIYYIIHJIOCH COOTHOIIEHHE MAacChl
Tela K Bo3pacty. IIpu 3ToM BoccTaHOBIEHNE HYTPUTUBHOIO CTa-
TyCa IALMEHTOB ObLJIO OLIEHEHO KAK CIMIIKOM MEAJIEHHOE WM
HEJI0CTAaTOYHOE, TTOCKOJIBKY JIMIIG 9 U3 25 MaMeHTOB TOCTUTIIH
WJIM IPEBBICHIIN CPEIHME TTOKA3aTeN COOTHOLIEHHSI MacChl Teja
K Bo3pacTy B TeueHue 1 rona mociue ractpocromuu. Habmonancs
TaKKe BBICOKUH YpOBeHb ocnoxHeHUH (84%). ¥V 11 u3 21 nauu-
eHTa OBIIM OCJIOXKHEHHS B TEUCHHE 1-ro Mecsla Iocie racTpo-
CTOMHHU: 3 Cilyyasi IHEBMOIIEPUTOHEYMA, 2 cIy4as abIOMHHANb-
HOTO IIPHCTEHOYHOTO adcrecca, o0mue abqoMHHAIBHBIE O0H,
TOIITHOTA W pBOTa. ¥ 14 manueHToB mociie 1-ro Mecsma pa3Bu-
JIUCH OCIJIOKHEHHS B BHJE MPOOJIEM C PaHEBOIl MOBEPXHOCTHIO
B oOnactu ctombl (10 ciiydaeB), CMEIIEHUS TaCTPOCTOMUYECCKOM
TpyOku (2 ciydvas), BbIIaJEHHE racTPOCTOMHYECKOH TPYOKH
(1 cmyuait). ¥V 10 nauneHTOB MOCIEe CTOMHUPOBAaHHS Pa3BUIIACh
[THEBMOHHMS, XOTSl B CHJIy PECTPOCIIEKTHBHOTO XapakKTepa HC-
CJICIOBAaHUSl TPYIHO YTBEPXIaTh, YTO HPUYMHON IOCIYKHIIA
acripanusi.

Hepxua u coaBt.??’ omucaan IpOBEAEHHE JaapoCKOIMye-
CKOM (DYHIIOIUTMKAITMN W racTpocToMuu y 12 mereit mo 1 roma
co CMA 1-ro Tuma, ajs BcexX JETEH MCIONBh30BAINCH CTAHIAp-
TU3UPOBAHHBIE METOABI PECIMPATOPHOTO BEACHUS B MOCIEOIe-
PalMOHHOM IIEpUOZEC U KPUTEPHH [UIS BBHIMHCKU. Bee manneHTsl
ObUTM HKCTYOMPOBaHBI Cpa3y IOCIE ONepaluy 0e3 CyIIeCTBEH-
HBIX ocnokHeHuH. CpenHee BpeMs OO Hadaja IOJHOLEHHOTO
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KOPMJIGHHSI M CPENHSSA MPOMOIDKUTEIHHOCTh TOCHUTAIN3AINU
coctaBisumn 42449 um 78+22,5 u coorBercTBeHHO. CpemHss
Macca Teina Oblla yIBOEHA B TEUCHHE Tofa IOCJE OICPAIHH
(»=0,03).

Cy u coaBt.?®

MIpoaHaIM3UPOBaIN ciaydan 12 pereit co
CMA 1-ro Tuma, KOTOpHIM OBLIH HPOBEICHBI YPECKOKHAs Ta-
CTPOCTOMHSI WJIM €IOHOCTOMHUS B cpedHeM Bo3pacte 6,1 mec.
(B muamazone ot 2,2 1o 15,8 mMec.); 4 peOeHKa epeHecu mporie-
Iypy TIOA MECTHOW aHecTe3ueil, 6 — c cemamueir. O0mas ane-
CTe3us MOHAI00MIach 2 NeTSIM, KOTOpble OBIIH YK€ HHTYOUpO-
BaHBL. Y 7 u3 12 nmerel He OBUIO CYIIECTBCHHBIX OCIIOKHCHHIA
B TeueHue mepBbix 30 gHEH, XOTS 2 AETAM HPOU3BEIN 3aMEHY
racTpOCTOMHYECKOH TPYOKH Ha raCTPOCIOHOCTOMHYECKYIO H3-32
Hanuuus y HuX 'OPB. CmeprHOCTh B Teuenue 30 nHelt mocie
omeparuu cocraBuia 16,7%. Y 5 u3 12 gereti (41,6%) B TeueHUe
30 nHeli pa3BUIach acUpalMOHHAs THEBMOHMS, XOTA y 4 U3 HUX
y’ke OBUTH THEBMOHHH JI0 TTPOBEICHHUS OTIEPAIIHU.

bax u coaBr.?** omnmcanu cirydan OTKPBITOH TacTPOCTOMHUHU
y JeTel ¢ TOMOJIHUTENIbHOM Uik TIoJIHOM nojepsxkoit UBJI, mpu
3TOM B XO/I€ OIepaIliK N30eraay MOCTAHOBKU TPAaXxeOCTOMbI, HH-
TyOanuu u o0uel anecre3nu. Takoe BMEIATENLCTBO OBLIO MPO-
BeJIeHO 62 B3pOCIBIM MalueHTaM, ucnonb3yomum HUBJI (44 u3
HUX C OOKOBBIM aMHOTPO(UIECKUM CKIIEPO30M, 10 — C MbIied-
HOI auctpoduelt, 8§ — ¢ ApyrumMu 3a00JIEBaHHUSIMH), [TO]] MECT-
HOH aHecTe3ued U BHYTpUBEHHOU cenanueil. OcnoKHEHUN He
HaOIOAI0Ch HA B OIHOM CITydae, M BCE MAIMEHTHI BIOCIEN-
CTBUH Habpanyn mMaccy Tena. CpeqHsis BBDKUBAEMOCTh TOCTIE T10-
CTAaHOBKHM TacTPOCTOMBI cocTaBmia 38,8 mec. (6,2 mec.).

BbiBoAbl N0 AaHHLIM UCCNEA0BaHMIA

IIuTanue yepe3 racTpoCTOMy MOXKET YAYUIINUTh U MOAJEP-
KHUBaTh HyTPUTUBHBIN cTratyc y aereit ¢ HM3 (ypoBens mokasa-
teapHOCTH III).
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Wudiexuumn abixaTenbHbIX nyTei

HeraruBHoe BnusiHME MHGEKIUM bIXaTeNbHBIX IIyTEH Ha
[AlMEHTOB C HEHPOMBIIIEYHBIMU 3a00JIEBAaHUSAMHU TIPOMILIIO-
CTPHUPOBAHO JAHHBIMU OHOTO MPOCIIEKTHBHOTO HCCIIEIOBAHHMS
CMEIIaHHOW ayAUTOPHH U3 25 B3POCIBIX MAIMCHTOB U JETEH
B Bo3pacte ot 7 j0 40 net (cpenuuii Bo3pact 20 JieT) ¢ pa3aud-
HBIMU HEHPOMBIIICYHBIMU 3a00JIEBAaHUSMHU U CTAOMIBHBIM JbI-
XaTenbHbIM cTaTycoM’’. VccnenoBanne nocieqcTBHI HHEKINH
MIPOBOAMJIOCH B T€UEHHE | Mec. IOciIe pa3pereHns CUMIITOMOB.
V¥ 10 narnueHToB OBUTO OTMEYEHO CYNIECTBEHHOE COKpAIICHHE,
1o 50%, mokasarenell >KM3HEHHOM €MKOCTH JICTKHX, a TaKKe
MaKCUMAaJIbHOTO WHCIHPATOPHOTO U AKCIHPATOPHOTO JaBIEHUS
(cpemuue BemWYMHBI COKpaleHusl mokaszareneit — 50,1; 51,5
1 26,8% cooTBeTCTBEHHO). Y 2 MAI[MEHTOB CHUKEHHBIE MTapaMe-
TPBI BIOCJIEACTBUU HE BOCCTAHOBHIIUCH, @ Y 4 MAaLlUEHTOB TOCTIe
paspelieHus THPEKIUU MPOAOIDKATIN HAOMIONAThCS SIU30/bI Cy-
LIECTBEHHO 'MIIEPKAITHUH.

JlaHHBIC HCCIEMOBAHUI TOBOPAT O TOM, UTO TspKenas (op-
ma tedeHus PCB y geteil ¢ HepOMBIIIIEUHBIMH 3a00JI€BaHUSMHE
BBI3bIBAECT 3HAYMTENBHBIE OCIOKHEHUS M YBEIMYUBAET CMEPT-
HOCTb. B paMKax peTpoCHeKTHMBHOTO KOTOPTHOTO HCCIE0Ba-
HUs?!®, TIPOBOIUBINETOCS B TEUCHHE IIECTH MOCIEI0BATEILHBIX
SMHUIEMHUOJIOTHYECKUX CE30HOB, OBLI MPOAHATU3UPOBAH PHCK
Pa3BUTHUSA OCIOKHEHUH y JeTel, rocnurainsupoBanHbix ¢ PCB
1 MMEBIIUX KIMHMYECKH 3Ha4MMble HEHpOMBILIeYHbIE 3a0071e-
BaHMs. B 0OImIeH CI0XKHOCTH B XOXIE MPOCIEKTHBHBIX HCCIIE-
noBaHW# ObUTO 3adukcrpoBanHo 1568 cimyuaeB mHbpeknuun PCB
y 1541 pebenka. Y 41 u3 73 nmereit (56%) ¢ HM3 umernoceh He
MeHee OJTHOTO JAOTIOIHUTETBHOTO (PaKTopa pucKa AJsl OCI0KHEH-
Horo TeueHus nHpekuun. CpeqHuii BO3pacT Ha BpeMsl pa3BUTHS
Tsoxenoit popmer PCB Obin Beine y aereit ¢ HM3 (14 mec. mpo-
THUB 5 Mec.); Oonblee yucio aerei B rpynne ¢ HM3 Hyxaanuch
B UBJI (9,6% nportus 1,9%). CMepTHOCTB, KOTOpasi MOIJIa ObITH
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o0ycroBieHa HH()EKIIMOHHBIM 3a00IeBaHEeM, ObllIa TaKXKe 3Ha-
yuTenbHO Bhime B rpynmne B HM3 (5,5% mpotus 0,2%; mist Bcex
p <0,001).

B KoropTHOM HCCIeOBaHHWM, OIICHHBAIOIIEM JAaHHBIC 3a
8-leTHUI TIepHoM, B KayecTBE MOKa3aTelsl Cepbe3HOH (hOPMEI
npotekanusi PCB ObUIO MPUHATO MOMEIEHUE B OTJCIICHUE HH-
TEHCUBHOW Tepanuu. VccienoBaHue BBISBHIIO, YTO CPEIU TIO-
MEILIEHHBIX B peaHuMaluio mo mosoay ocioxuenuii PCB cy-
[IECTBEHHBII MPOILEHT MMallMeHTOB UMENN TSDKENbIe OCHOBHBIE
3aboneBanus®'®. 13 4,4% nauueHToB, yMEpIIUX B pe3y/IbTaTe HH-
(hexImoHHOTO0 3200ICBaHMS, Y BCEX IMEIIHCH KaKHe-JTHOO0 IIPEIICy-
LIECTBYIOIIHE MATOJIOTHH, B 15% ciydaeB — HEHpPOMBIIIEYHBIE.

HecMmoTpst Ha yacThle MPU3BIBBI K €KETOAHON BaKIMHALIMU
[IPOTHUB TPUIINA MAI[USHTOB U3 TPYIIIBI PUCKA, CYIIECTBYET MaJIO
JI0Ka3aTebCcTB, 000CHOBBIBAIOIINX TAKYIO CTpareruto. B ogHoM
MPOCIIEKTUBHOM HCCiea0BaHuK>! Oblla MpoBeeHa OlCHKA Ha-
JIUYHAS TIOBBIIIEHHOTO PHUCKA IBIXaTENIbHOW HEIO0CTaTOYHOCTH
MIPH TOCTIMTAJM3AINH 110 TIOBOXY BHUPYCHOTO TPHINIA y JAeTei
C HEBPOJOTHYECKUMH TN HEHPOMBIIIEYHBIMU 3200JIEBaHUSIMI.
B »TOM uccnemoBaHuM paccMaTpUBAINCh CIydad BHEOOIHHUY-
HOTO IITaMMa JIabopaTOpHO TMOATBEPXKIACHHOIO T'PHIIIA 3a TO-
JWYHBIA NepyuoA. bbUlo BBISBIEHO, YTO JJIA AETEN C HEBPOJIOTH-
yeckiMH (81 manuenT) nin HeWPOMBIIIEUHBIMH (8 TalueHTOB)
3a00JIeBaHUSIMEA BEPOSTHOCTh PA3BUTHS JIbIXaTeIbHON HEJO0CTa-
TOYHOCTH, TPEOYIOIIeH NbIXaTeTbHON IMOIICPKKH, B CpPEIHEM
B 6 pa3 Beime. OHAKO, €CIIM HE YYUTHIBATH B YUCIIE MAIIEHTOB
C HEBPOJIOTHYCCKUMH 3a00JICBAaHUSIMU JIeTEH C JUATHO30M «IIO-
BTOpHBIC eOPHIILHBIC CYOPOTHY, OTHOIICHHUE IIAHCOB CHHXKa-
ercs 1o 1,5.
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Mepexop... Bo B3pocnble y4pexaeHns

NMEPEXOQ HA MEAULUHCKOE
OBCJIY)XXUBAHUE U3 AETCKUX
BO B3POCJIbIE YYPEX[IEHUA

«Bce Momnonple JIOAM CTAJIKUBAIOTCSI C OINpPEACICHHBIMU
nepeMeHaMH TIpH Tepexojie OT CTaJuM JETCTBa 4epe3 MOAPOCT-
KOBBII MIEPHOJI U MOJIOBOE CO3PEBAHUE K B3POCIOMY COCTOSHHIO,
OT HE3PEJOCTU K 3PENIOCTH, OT 3aBUCHMOIO MOJIOKEHHS K CaMo-
croaTenbHOCTH». (JlemaprameHT 3ApaBOOXpaHeHMs, ITyOJMKa-
mus «Transition: Moving on well», http://www.dh.gov.uk/en/
Publicationsandstatistics/Publications/PublicationsPolicy AndGui-
dance/DH_083592, March, 2008). ITepexon Bo B3pOCIyIO KH3Hb
O3HaYaeT COOTBETCTBYIOICE HM3MEHEHHs CTaTyca C MpaBOBOH
TOYKH 3pPEHUS, C TOYKU 3PEHUs IOCTyNa K 00pa3oBaHUIO, 31pa-
BOOXPAHEHHIO, TOCYAapPCTBEHHBIM YCIIyraM, B IUIaHE OTHOLICHHH
C APY3bsIMU U pabOTOATEISIMU, & TAKKE M3MEHEHHE COLUATIbHOTO
MOJIOXKEHUsI B oO11ecTBe B LenoM. Berynas B craguio coBeplieH-
HOJIETHS, YEJIOBEK OCOOEHHO YSI3BUM BHE 3aBHCHUMOCTHU OT TOTO,
370pOB OH WX OoseH. [l MONOABIX JIr0Aeil ¢ MBIIIEYHBIMU 3a-
OoJeBaHUAMH MIEPEXO]] B CTATYC B3POCIIOTO MAIIEHTa CBs3aH eIl
1 C pEUICHHEM IIMPOYAMINEr0 Kpyra BOIPOCOB, KOOpAMHALMEH
YCIYr ¥ TIOMOIIY CHEHUATUCTOB. J{si OONBIIMHCTBA MOJIOIBIX
JIofel B3pOCIEHUE MOApa3yMeBacT OoOpeTeHHe He3aBUCHMOCTH
3a CYET PACLUIMPSIIOLIMXCS BO3MOXKHOCTEH M Oojiee aBTOHOMHOTO
obpasa >xu3Hd. OIHAKO U1 MOJOIBIX JIIONEH ¢ Mporpeccupyro-
LIMMH HEHPOMBIIIEYHBIMH 3a00JI€BAHUSAMH 3TOT IEPHOI MOXKET
OBITh CBSI3aH C TIOTEPEH ONpe/IeNICHHBIX HABBIKOB U BCE BO3pACcTa-
IOlIeH 3aBHCUMOCTBIO OT OKPYXAIOIIUX — B OTHOIICHUH Iepe-
JABWKCHUS WIW MOJTYYCHUA )IblxaTeHI)HOﬁ MOAACPIKKHU aIrapaTroM
HCKYCCTBEHHOHM BEHTWJISILIUU JIETKHUX U JIP.

715t MOJIOIBIX JIIOfel ¢ HapyILEHUSMH 300POBbsl U UX ceMer
MIEPEXOJI B CTaTyC B3POCIIONO 3a4aCTyI0 OKa3bIBACTCS HAPSKEHHBIM
u TpynHbIM. HOBBIM nHMIMaTHBaM B 00JIaCTH OpraHU3allK TAKOTO
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riepexo/ia yAeseTcs: OOJbIIoe BHUMAaHHUE, TTOCKOIIBKY CYIIECTBYIO-
U TTOPSIOK KOOPIMHAIINY TTePeadr TOCYTapCTBEHHBIX YCIyT OT
JETCKHX K B3POCIBIM YUPEKICHUAM HYKIAeTCs B T0paboTKax>!®,
Kaxk mokaspiBaeT MmpakTHKa, Ype3BbIYaifHO BaKHO OOECIICYHTH JIFO-
ISIM C HEHMPOMBIIICYHBIMY 3200JIEBAHUSIMU U UX CEMbBSIM BO3MOXK-
HOCTb IONyYaTh MOAACPKKY, MH(QOPMALIMIO W MOMOIIb B TUIAHH-
POBaHUU B TEPUOJ NIEPEXOAA U3 JETCKUX BEIOMCTB BO B3pOCIIBIE.
Io nToram GPUTAHCKOTO MCCIIEIOBAHMS KauecTBA OKAa3aHUS YCIyT
B3POCIIBIM C HEHPOMBIIIEUHbIME 3a00IeBaHIsIME'? OBLIT OIpeIesicH
psn obmacreit, TpeOyrOIIIX 0cOO0TO BHUMAHHS, CPEAN KOTOPBIX HE
TOJIBKO TIPOTIECC MEPeXoa OT JETCKUX YUPEXKISHHUH K B3POCIIBIM,
HO Taxke BOBMOXKHOCTH JIOCTYTA K OTPeeTIeHHBIM HEOOXOANMBIM
yCITyraM B HEKOTOPBIX perroHax BenmrkoOpuranuu.

B ycnoBusx yBenMueHUS BBIKMBAEMOCTH U BEPOSITHOCTH
CYLIECTBEHHO MEPEKUTh NMEPUOJ AETCTBA AJs MAllUEHTOB C Ta-
KkuMH 3a00seBaHusIMY, Kak M/1/], a Taxoke, yauThIBast MOSBICHUE
HOBBIX MEAUIIMHCKUX TEXHOJOTUH, Takux Kak MIBJI Ha nomy, He-
00XOZMMO BBICTPOUTH MPEEMCTBEHHOCTH B 00€CIIeUeHUH CIIeITH-
AMM3UPOBAHHBIX YCIYT MPH IEPEXOIE B CTATyC B3POCIOTO IaIH-
eHTa. Tak, Hanpumep, 1o Mepe B3pociaeHus noapocTky ¢ M/,
BEPOSITHO, MOHAA00STCSI OOJiee MPUCTATIBHBIN PeCIUPaTOPHBIN
MOHMUTOPUHT U YCWJIEHHAs peclupaTopHas MOoAIepKKa [0 CpaB-
HEHHUIO C JIETCKUM BO3pacTOM, a 3HA4YMUT, CTaB B3pPOCIBbIM, OH
Takke Oy/IeT HyKJIaThCs B TOMOIIHU CITY>KO PECITUPATOPHOH MO~
JEPKKH, 00IaTal0NX HEOOXOIMMBIMH 3HAHUSIMU TSI OKa3aHUS
MMOMOIIH. B 11e1oM Ka4ecTBO IOCTyMa K CIeNHaIn3upOBAHHBIM
MEAWIMHCKHAM CITyk0aM (HE TOJBKO B CIydae HEWPOMBIIIEUHBIX
3a00JIeBaHMii) OIEHWBAETCS Kak Xopoliee, HO (puHaHCHpOBa-
HUE PeclMpaToOpHO MOIEPKKN HE BcerJa oOecreunBaeTcs Ha
JOJDKHOM YPOBHE, 8 KpOME TOTO, CYILIECTBYET HEXBaTKa OOJIbHHUIL,
TOTOBBIX OKa3bIBaTh IIOMOIIb KaK JICTSIM, TaK U B3POCIBIM>'".

MeXIUCIUIITMHAPHBIA TOIX0JT MHOTHUX PalOHHBIX JET-
CKHAX MENUIMHCKUX CITy’)KO CO3MIaeT WAeallbHBbIC YCIOBHUS IS
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KOOPJIMHAIIMU TIOMOIIH, MO3BOJISIsI 00CCIIeunBaTh HEOOXOAUMOE
000py/IOBaHKE U TOICPXKKY HA JIOMY M B IIIKOJIC HAPSIAY C BO3-
MOYKHOCTBIO MOJIyYHTh KOHCYJBTAIUIO B CIICIHATH3UPOBAHHBIX
LOEHTpax. O,ZIHaKO IJId B3POCJbIX MaIUEHTOB BO MHOTHUX PETrUo-
Hax BenmukoOpuTaHuM Takas KOOPAWHALUS HE HAJIAKEHA B IOJI-
HOH MEpC, U CCMbIAM NPUXOAUTCA OTACJIBHO AOrOBAPUBATHCHA
C LEIBIM PSIOM Pa3IMYHBIX CIIEIHAIUCTOB U CIIYyKO B MEPHOL,
Korja (PUHAHCOBAs M COIMAIbHASI HATPY3Ka Ha CEMBIO U 0€3 TOro
ycuiMBaeTcs. B obecriedeHnn yCIeIHOTO Mepexoia manneHTa
B CTATyC B3POCJIOT0 UCKIIOUUTEILHO BAKHYIO POJIb UTPAET TaK-
ke ceMbs*'8. Ecim jke MOIIOZO# 4eoBeK He MMEET CYIIeCTBEH-
HOM [TOMOIIM CO CTOPOHBI POIUTEIIEH, €CTh BEPOSATHOCTD, YTO OH
He Oy/IeT Momy4yaTh PaBHOLCHHYIO MOMICPKKY Ha 3Tare mepexo-
Jla BO B3POCIYIO XKHU3HB?2’ M 3TO CY3UT JJIS HETO MEIUIIUHCKHE,
coruaibHble, (PUHAHCOBBIC M JalibHEMIIHE 00pa30BaTE/IbHBIC
BO3MOXHOCTH. COIpabOTHUK WM IPEACTABUTEIb MEIHMIIUH-
CKOTO YYPEXICHHUS, KypHPYIOIIUA KOHKPETHYIO CEMbIO, MOXKET
CBITPaTh BXKHEHUIIYIO POJib, IOMOTasi MOJIOZOMY YEJIOBEKY IPH
MOJZICPIKKE POJMTENIeH OOHApYKHUBaTh W PEaM30BBIBATH CBOU
MOTPeOHOCTH B TIEPHOJT €T0 TIEPEX0/ia B CTATyC B3pOCIoros 220,

K yemy rotoBurbca?

ITpu onpeneneHHbIX 32007I€BaHUAX MbIILIEYHAs cllaboCTh Oy-
JIeT HapacTarb, a 3Ha4UT, 3aBUCUMOCTh oT anmapara VBJI Taxke
YBEITMYUTCS, B HEKOTOPBIX CIIydasX MOXET HapacTaTh KaplIuo-
MHOIIATHS, HapuUMep, y Mosonsix Jroneii ¢ M1/, 3a cuer yBenn-
YeHUsI BBDKUBAEMOCTH 3a00JIEBaHUS, XapaKTepHBIC TSI B3pOCIIO-
r'O HacelieHHs B IIEJIOM (Takue Kak caxapHbIi 1uadeT u TpomM003
DIyOOKHMX BEH), MOTYT NPEICTaBIsATh OCOOCHHBIC TPYIHOCTH
U U1t MoJozbIX B3pocisix ¢ HM3%!. Jlpyrue cMMITOMBI CYMTa-
IOTCSI BO3PACTHBIMHU OCJIO)KHEHUSIMH, XapaKTEPHBIMU TOJIBKO IS
HEHPOMBIIIIEYHBIX TATOJOTUH: TaK, BEreTaTHBHAs AUCHYHKIUSL
BCTpedaeTcs y B3pociueromux nanueHTos co CMA. Heobxomumo,
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4yTOOBI TUIAaH YXOJa YUYHUTHIBaJ MPOTPEeCCUpOBaHUE 3a00NIEBAHNS,
BO3paCTaOLLYI0 3aBUCUMOCTG OT anmnapara BJL, a opranuzanuu,
OKAa3bIBAIOIINE MEAUITMHCKYIO TTOMOIIb, 3HAJIH O JOMOTHHATEINb-
HbIX MCINIOHWHCKUX CJIOKHOCTAX, KOTOPBIC HE BCEraa MoaaaroTcCsa
KOPPEKTUPOBKE CTAHAAPTHBIM ITyTEM: HEKOTOPBIE COCTOSTHUS Tpe-
OyIOT XUPYpPrUY€CKOTO BMEIIATEIILCTBA ITO]] OOIICH aHeCTe3neH.

Bbrnarogaps pa3BuUTHIO METONOB pecMpPaTOPHON MOAAEPHK-
KM cTajla BO3MOXKHa OoJiee JUIMTENNbHAs BEDKHBAEMOCTbh, U 3TO,
B CBOIO 0UY€pElb, MOXKET TOBBICHTH TPEOOBaHMUS MOJIOJIBIX B3POC-
JBIX K KadeCTBY JKU3HU, B OCOOCHHOCTH B TICHXOCOIHATBHOMN
chepe, HanipuMep B chepe MEKITMIHOCTHBIX OTHOIIEHUH?2! 222,
C mepexoioM K CTaTyCy B3pOCJIOrO IIKOIbHASA )KU3HB C €€ eXe-
JHCBHBIM CTPYKTYpPHUPOBAaHHBIM  pacClIMCaHUCM, 3aHATUAMUA
u o0IIeHneM 3aKaH4yuBaeTcs. Harpyska Ha ceMblo B 00IIECTBO
YBEIIMYUBACTCS: KOMILICKCHBIN yX01 TpeOyeT (PMHAHCOBBIX BJIO-
YKCHHI ¥ TIOMOIIIH B PEaJIU3alliH IJIAHOB, TOCKOJIBKY Y MOJIOZOTO
B3pPOCIIOTO CYIIECTBYET NOTPEOHOCTh B TPYIAOBOH AESITeTHHOCTH,
COLMAJM3AINH U TPOBENEHUH IOCYTa.

Ilepuon mepexoja KO B3pPOCION KM3HU TAKXKE MOJpasy-
MCBACT MPUHATUC CCPBC3HBIX peIlIeHI/Iﬁ OTHOCHTCJIbHO PUCKOB
u HOTCHHI/I&HI)HOﬁ IMOJIB3bI MPH PA3IMYHBIX METOHaX TEpalunu,
MpUYEM TaKue PEIICHHs NPUHUMAIOTCS IIPH aKTUBHOM y4YaCTHH
camoro nojapoctka. [lpu oOCykIieHUN MEepCIIeKTUB U BO3MOXK-
HOCTEH JISYeHHS C IEThbMH U MX POIUTEISIMHU IeauarpamM HeoO-
XOIIMMO YYHUTHIBATh, UTO JINTEPATYpPa, TOCBAIMICHHAS TPOTHO3aM
Pe3yIABTATOB /IS Pa3IMYHBIX METOJIOB TEPAITHH, 3a9aCTYI0 OCHO-
BBIBAeTCS Ha UCCIIEOBAHMSIX, TPOBEACHHBIX B TOT IEPHO]], KOTa
emie He OBUIO pacyeTa Ha JITUTEIbHYI0 BBDKHBAEMOCTh U JIOJITO-

CPOYHBIE MTOCIECICTBHS /IS MAIHEHTOB HE PacCMaTPUBAINCEH>!,

Pa3nuuyHble Mopenu nepexoaa

CymeCTByGT HECKOJIBKO MOHCHGﬁ nepexonga Ha O6CJ'Iy—
JKHUBAaHUC OT JOCTCKHX y‘lpe)K,I[GHI/Iﬁ K B3pOCJIbIM. Hawnbonee
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pacmpocTpaHeHHO! U IPOPAOOTaAHHOM CYUTAETCS MOJIENb, OPHEH-
TUPOBAaHHAS Ha ONpEAETICHHOE 3a00IeBaHue: JETCKOEe METUIIHH-
CKO€ yUpeXIeHNE B3aUMOAEHUCTBYET HAPSIMYIO C B3POCIBIM yU-
PEKICHUEM U IIOMOTaeT EMY ONPEACIUTh PUOPUTETHI B TEPAITUU
IIpH JIaHHOM 3a00JieBaHnU. BaxXHEUIIyI0 pOJib MIPU 3TOM UIPaCT
AKTUBHOE B3aMMOJICHCTBUE B pa0boTe, 00YYCHUU U UCCIICIOBAHU-
SIX MEXJy B3POCIBIMU M JIETCKUMH yupexjacHusMu. B pamkax
MO/IENIN, OPUEHTUPOBAHHOMN Ha BO3PACTHYIO IPYIITY IOIPOCTKOB,
paboTy MEOUIIMHCKOTO YYPEXKIEHHS C MOAPOCTKOM KOODIMHHU-
pyeT BeayImuid ero crenuantnucT. [lanHas Mogenh UMeeT MHOXKe-
CTBO MPENMYIIIECTB — B MIEPBYIO OYEPEH TO, YTO MOJIOABIE JTFOIH
MPEAMOYNTAIOT OOBEANHATECS HMEHHO CO CBEpCTHHKaMu>'®,
Henmocrarok mMomenu 3akiIo4acTcsl B TOM, YTO OHA MpEAroJiara-
€T HaJIM4Ke [IPOMEXKYTOUYHOU MEAUIIMHCKOM KOMaH/Ibl, C KOTOPOMH
MOJJPOCTKY U JIMIIAM, OCYIIECTBIISIFOIINM YXOJ, HEOOXOIMMO Ha-
JIAJIUTh B3aUMOJIECTBUE. B HEKOTOPHIX pernoHax paspaboraHa
COBpPEMEHHAs CeTh yCIYT, MO3BOJISIONIAS TIPEOI0JIEBATh HEKOTO-
pBI€ TPYTHOCTH, CBSI3aHHBIE C HU3KON TUIOTHOCTHIO HACENCHHS,
3a CUET MOAIEPIKKM MECTHBIX MEIUIIMHCKUX CIIyk0°'?. Bee warie
CEMbH BO3BpAIAIOTCS K MPaKTHKE, KOIJa Mpolece mepexoaa u3
JIETCKUX BO B3pPOCIIBIE BEIOMCTBA KOOPAMHUPYET CEMENHBIN JJOK-
Top. Takoit Bpau 00JaiaeT MOHUMAHUEM HEOOXOIUMBIX TAHHOMY
MAIUEHTY MEJUIIMHCKUX YCIIYT B LIEJIOM, 3HAET, KAKHUE YCITyTH JI0-
CTYIHBI HA MECTHOM YPOBHE, U TI0 Mepe HeOOXOAUMOCTH MOXKET
o0pamiarscs K B3pOCIBIM CIIeIUaMcTaM. Takas MoIenb KOOp/Iu-
HaIlMH Yepe3 CEeMEWHOTrO JOKTOpa TOABEPraeTcs KPUTHKE H3-3a
HEIOCTaTOYHO HAJAKEHHOM CBSA3HM MEXIY CEMEWHBIM JOKTOPOM
(mepBUYHOE 3B€HO MEAMIIMHCKOM ITOMOIIN) U CIICLHATU3HPOBaH-
HOW MeAmoMOIIb0. [Ipr 3TOM TOJIbKO ceMeiHBII Bpau criocoOeH
00eCeYnTh MPEEeMCTBEHHOCTh MEUITUHCKOM TIOMOIIY B TSUCHUE
BCeil H3HU MAIEHTA, a 3a4acTyt0 U HE OTHOTO MOKOJICHHS 2,
Kakas Op1 Mozens HU OblIa peajn30BaHa, ISl yCIEITHOTO
repexona HeoOXOTUMO COOIIONEHHE HECKONbKUX MPHHIIUIIOB:
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oOMeH mH(OopManuel, B3anMoJIelicTBHe, TUIAHUPOBAaHUE U CKO-
OpAMHWPOBAaHHBIEC NIEHCTBUS — OCHOBOIIOJATAIONINE MPUHITU-
MBI, HA KOTOpBIE YKa3BIBAIOT McciemoBanus'® 22, B mpoekTe,
HCCIIEIOBABIIEM MHEHHE MOJOAbIX Jromern ¢ HM3, aemarorcs
CXOXKHE BBIBOAIBI (TyOJNMKAIMs MO0 UTOraM KaMIaHWW 10 MHO-
nuctpopun «Hawgano B3pocnol HU3HU: MEPEXOA BO B3POCIYIO
JKU3HBb JJIs1 MoJoAbIX Jiroaeit ¢ M 1», anpens 2010 1., cM. www.
musculardystrophy.org). [lo utoram nmpoexra, MOIOIBIE JIOAU
BBICKa3bIBAIOT CIIEIYIONINE MHECHUS:
® MEIWIIMHCKas TIOMOIIb [OJDKHA OBITh  ITOCIEJOBAaTElNb-
HOW M COOTBETCTBOBAaTh WHAWBHIYaJHHBIM MOTPEOHOCTSIM.
[IpuBercTByeTcst Wiest MEIUIIMHCKOTO MOPTQOIUO /sl HAM-
Ayqmero oOMeHa HWHGpOpPMaIMed MEXAy YUpeKACHUSIMU
U CIIeMaINCTaMu;
® MOJIOABIE JIIOAM XOTAT MONydYaTh IMOJAEPKKY B OIpenele-
HUU CBOMX HMHIUBUAYAIBHBIX MEIUIIMHCKHX IMOTPEOHOCTEMH
Y IMEThH BCIO BO3MOXKHYIO HH(POPMAIIHIO;
® TIpoIlecC Mepexo/ia TO0HKEeH MPOUCXOAUTh IIOCTENEHHO B TEYe-
HUE HECKOJBKHX JIET, HEOOXOJMMO UMETh IUIaH C yYKa3aHHEM
CPOKOB;
® TIporpamMMBbl B3aUMHON MOJAEPKKH OYE€Hb IOMOTAIOT MPEO00-
JieBaTh COMHEHHS U TPYJHOCTH MOAPOCTKOBOIO BO3PaCTa;
® HeoOXOAUMBI CTpaTerud MEIULMHCKOM MOMOIIH, aJalTHpO-
BaHHbIE JIJISl MHIUBUAYAIBHBIX TOTPEOHOCTEH.
Ha ceromnsammHmii AeHp TpoIiece mepexoaa OT 00CTyKHUBa-
HUS B JIETCKUX YUPEKIAECHUSIX K B3POCIBIM ISl MOJIOMABIX JIFONIEH
¢ HM3 B BenmnkoOpuTtanuu Henb3s Ha3BaTh WEANbHO OpPTraHU-
30BaHHBIM. HeoOXoanuMBbI JaTbHEHIIINE UCCIICIOBAHIIS JIJIS OTIpe-
JIeJIEHUS] HAWTyqIlel CXeMbl B3aUMO/ICHCTBHSI yYaCTHUKOB 3TOTO
nporecca. B cuny pazianuHoi IUIOTHOCTH HACENIEHUS U Pa3HUIIBI
B BO3MOXKHOCTSIX MECTHBIX MEIUIMHCKUX CIYXO B pazIHMyHBIX
pEeruoHax CTpaHbI €/1Ba JIM MOXKHO MPEAJIOKHUTH YHUBEPCAITBHYIO
JUTS BCEH CTpaHbBI MOJIENh OPTaHM3alluy repexona. Tem He MeHee
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MOXHO YTBEpPXIaTbh, YTO OOLIETOCYIapCTBEHHBI KPUTEPUN MU-
HUMAaJIbHBIX CTAHAAPTOB IIOMOILH ITIOMOXET CIVIaJUTh CYILECTBY-
FOLIYIO IUCIIPOTIOPIIHIO.

LlaHHble uccnenoBaHuii

Bruto npoBeneHo Tpu 00CepBAIIMOHHBIX HCCIICIOBAHUS JI0-
MOJTHUTEIBHBIX MEUIIMHCKHUX TPOOIeM, BOHUKAIOIIUX Y MOJIO-
JBIX JIOAEH ¢ HEHPOMBILIEYHBIMU paccTpoiicTBaMu. B pamkax
uccienoBanust bupakpanrta?!, 18 u3 19 momozapix sroaeit ¢ M/
TOJTy4YaJTi BCTIOMOTaTebHYI0 BEHTHIIALNIO JIeTKuX (16 u3 HuX —
HEWHBa3UBHYIO), W3 HUX 12 demoBek ucnoib3oBanu MBJI 24 u/
CyT.; 15 uccrieayemMpIM yCTaHOBJIEHA TacTPOCTOMA ISl KOMITEH-
CalMy HyTPUTUBHOW HEAOCTATOUYHOCTH W/WIIM HAPYIICHUS IJIO-
TaHUs; y 6 MMeeTcsi MoueKaMeHHasi 00JIe3Hb; y 2 — caxapHbIi
muabet; y 2 — TpoM003 TIIyOOKHX BEH; Y BCEX HCCIICAYEMbBIX
KEeITYHOKaMeHHas 0OJIE3Hb U BOCHIATUTENbHbIC 3200I€BaHUs KU~
meyHnka. CornacHo mpoBeleHHOMY B JlaHWW WCCIIeAOBaHUIO,
65 B3pocisix ¢ MIJI B Bo3pacte ot 18 10 42 neT??? mOoI0KHUTENDb-
HO OIICHHBAIOT CBOIO IMOBCETHEBHYIO JKU3Hb, XOTSI OOIBITHHCTBO
COXKaJICIOT 00 OTCYTCTBUY POMAHTHYECKUX OTHOIICHUMN, U JIUIITH
Yy HEMHOTHX €CTh NEPCIEKTHBA JaIbHEHIITNX 00pa30BaTeIbHbIX
BO3MOXXKHOCTEH WX TPYAOyCTpOICTBa. boneBol CUHAPOM BCTpe-
yaetcs 4acTo, y 40% ONpOIIEHHBIX OH MPUCYTCTBYET €XKEAHEBHO
Hapsily C MOBBIIICHHON YTOMIIIEMOCThIO. DTH JaHHEIE COBIA/Ia-
0T C pe3y/IbTaTaMy UCCIea0Banust 42 MOobIX Jroeit ¢ HM32%,
13 KOTOPHIX 23 denoBeka (55%) ToBOpHITN 0 XpOHUIECKOM OoIte-
BOM CHHJIpOME C OCHOBHOM JIOKalu3aruei 6omu B Horax u 83%
npuHUMaK 00e300IMBatoIIHeE.

JInms OTHO UCCIET0BAaHUE TTOCBAIIEHO OLICHKE JEHCTBYIO-
el MpakTUKU MEPEXOoAa OT JIETCKOTO K B3POCIOMY MEIUITHH-
CKOMY OOCITYXHBAHHIO JUUIsI MOJONBIX Jirofeit ¢ HM3 B onHOM 13
peruoHoB BennkoOpurtanuu. B rcciemoBaHnn Takke MPOBOANT-
Csl COTIOCTaBJICHNE CYIIECTBYIOIINX Peaiiii C PEKOMEHAIISIMHI
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25 Bpumm

MunncrepcTBa 3IpaBooxpaHeHHs BemmkoOpuranun
[IOJIyYEeHBI OTBETHI YEPE3 aHKETUPOBAHUE OT 21 MOI0A0r0 B3pOC-
soro u 17 nui, oCyIIeCTBIAIONMMX yXOa (OIS BO3BpPAIIEHHBIX
ankeT 54%). beuto onpeneneno nse Gokyc-rpymisl. [1o pesyib-
TaTaMm, U3 3aTPOHYTBHIX T€M MOXKHO BBLAETHUTH DS KIIOYEBBIX.
Mornoaple JHOOM TOBOPHIM O MOTPEOHOCTH B UCTOYHHMKAX WH-
¢dopmanuu U octyne K MHGOPMALUK OTHOCHUTEIBHO IOCTYII-
HBIX B3POCJIBIM MEIUIUHCKUX YCIYT, a TAKXKE O HEOOXOAMMOCTH
MMETh OJIHOTO OIPENEICHHOTO KYyPUPYIOLIETO MPEACTaBUTENs
OT METUIIMHCKOTO yupexaeHus. OHU BBICKa3ald IOXKellaHHUe,
YTOOBI TEPEXONl OT JAETCKUX K B3POCIBIM YUPEXKIECHHUSIM OCY-
mecTBIsICS B 18 netT, HO mpoxoaus Ooliee TUIaBHO 1O CpaBHE-
HUIO C CYIIECTBYIOIIEH, CIMIIKOM PE3KOH NMPaKTHUKOH Iepexo-
na. Kak mokaspIBaeT ONIBIT, IEPEX0]] BO B3POCIbIE YUPEKICHUSI
B 18 sieT mpexncraBisieT MPaKTUYECKUE TPYIHOCTH, MOCKOJIBKY
JIETCKUE TajaThl B OTACICHUSIX U IETCKUE OT/IEIICHUsI MHTEHCHB-
HOW Tepanuu, KaK MPaBHJIO, IPHHUMAIOT TOJIBKO JNETei MIIaIIe
16 net. Takum oOpa3om, B Ciydae 3KCTPEHHOH TOCITUTATN3AIINN
JI0 Hadaja Iepexona BO B3POCIbIE YUPEKACHUS NAIMEeHT OKa3bl-
BaeTCS BO B3pOCIION MayiaTe, Mpy 3TOM Iepeaada MEIUIIUHCKON
[IOMOIIIM OKa3bIBAETCs MOCIIEUIHON, YTO MOXKET CKa3aThCs Ha ee
kauectBe. Mccienopanue 32 KIMHUK HEHPOMBIIICYHBIX 3a00I1e-
BaHui B 25 ropomgax BemukoOpuranuu®'® BBISIBUIO pa3Id4HbIC
MOJXOJbl ¥ Pa3HYI CTENEHb JIOCTYIMHOCTH PECYPCOB M YCIYT.
Briu nonyuyensl otBeTh! 0T 30 JOKTOPOB U3 24 pa3iIuyHbIX K-
HUK, B OCHOBHOM M3 KPYITHBIX PETHOHAIBHBIX IIEHTPOB. TOIBKO
11 xmuaEK (42%), KOTOPBIM MPENCTOSIT MEePeBO]] MalMeHTa BO
B3pOCIbIE MEIWIIMHCKAE YUYPEXAECHHUS, pacroiaraid COOTBET-
CTBYIOUIMMH yCIyTaMH; B IOJCYETE HE YUHUTHIBAIOTCA T€ KIIH-
HUKH, B KOTOPBIX OJJHA KOMaH/a MEJIUKOB BEJIET KaK JIETEeH, TaKk
1 B3pocnbiX. He mpoBoasaT pecnupaTtopHblii MOHUTOPUHT B IUIa-
HoBOM mopsinke 32% knunuk HM3 u 10% He mpoBoasT mia-
HoBoro OKI'-mccnenoBanms, mpemiaras IpH 3TOM Pa3IAIHBIE
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MyTH OOpamieHus 3a IOMOIIBI0 B Cllydae HEOOXOIMMOCTH.
HccnenoBanue mokasasno, 9To He BCETa B HY)KHOM 00beMe UMe-
eTCs OCTYT K TEePaiy U CECTPUHCKON ITOMOIIIH, a TAK)Ke B OT-
JETBHBIX CIIyYasX MalieHTaM MPUXOIUTCS MOMONTY XKAATh IO-
JIy4eHUS] MHBAJIUAHBIX Kpecei. MHorue Bpaun OKa3aauch ciiabo
OCBEJOMJICHBI O TOCTYITHBIX MECTHBIX YCIyTrax.

BbiBoAbl N0 AaHHBIM UCCNEAO0BAHMIA

Jns MOIoIBIX Itofield ¢ HEMPOMBIIIEYHBIMH 3a00JIEBaHHSI-
MH, B ocobeHHOCTH M/JIJI, MOIpOCTKOBHIH BO3pacT MOXKET OKa-
3aTbCsl IEPUOIOM, KOTJIA IPOUCXOMST CEPhE3HBIE U3MEHEHUS B UX
COCTOSIHMH, MOTY BO3HHMKATh HOBbIE€ MEAMIIMHCKHE MPOOIEMBI.
[TosToMy 0coOeHHO HEOOXOAMM IIJIaBHBIH MEPEX0]] OT IETCKOTO
K B3POCIIOMY CIIEIHATIM3MPOBAHHOMY MEIUIIMHCKOMY OOCITYKH-
BaHMIO (YpoBeHb JokazarensHocTu II).

Ha rtepputopun BenukoOputanuu cymecTByeT OONBIION
pa3bpoc B MPaKTUYECKUX TIOAX0AaX K 00CITY>KUBaHUIO U JOCTYII-
HOCTH PECYPCOB M YCIIYT IJISI JIIOACH ¢ HEUPOMBIIIIEYHBIMHU 3200~
neBaHUAMH (YpOBEHB Aoka3arenbHocty I11).

ITo MHeHuto Monombix Jitogert ¢ HM3, BakuelmmMu ¢ak-
TOpamMH OJIaronoylydHoro mpolecca mepexofa SBISIOTCS Halld-
4yrie HPOPMAIMH, B3aUMOACHCTBUS MEXIY PA3TUUHBIMU CITYXK-
0aMu U yupeKICHUAMH, a TaKKe MJIAHUPOBAHUS Ha HECKOJBKO
neT Briepen (ypoBeHs gokazarensHocTH I11).

Mone3Hblii onbIT

» [IpencraBurens MEAyUIPEKICHUS, KypPUPYIOIIHA CEMbIO, MO-
JKET ChIrpaTh OOJNBIIYIO0 POJb B 3aIIMTE MHTEPECOB MALMEeHTa,
MPEIOCTABIATH HEOOXOAUMYFO HH(POPMAIIHIIO U OKa3bIBaTh MO/
JEP>KKy MoJ10/16IM JitofsiM ¢ HM3 1 ux ceMbsiM B TiepHof riepe-
XOJIa OT ICTCKHX K B3POCITBIM METUIIHHCKAM YUpEsKIeHHsM. []
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KAYECTBO XU3HU
U NAJIJINATUBHASA NOMOLLb

B ycnoBusix anmutenpHOM BEDKHBaeMocTH neteit ¢ HM3 nada-
JIX BO3HUKATH HEMPEIBUACHHBIC MEAUITUHCKHE, TICHXOJIOTUIECKUE
Y 3THYECKUe BOmpockl. [Iporpecc B 00NacTH MEMUIIMHCKHUX TeX-
HOJIOTHH, MO3BOJIAIONINX B TEUCHHUE JOJTOr0 BPEMEHHU MOIICPKU-
BaTh MAIMEHTOB, ONEPEIKACT UCCIICNOBAHUS U UMEIOIIUECS 3HAHUS
B YKa3aHHBIX BoIpocax. Takoe MoIoKeHre CyILECTBEHHO BIIMSIET Ha
MIAIMEHTOB, MX CEMBHU U OOIIIECTBO B IEJIOM. YITyUIlleHHe U TOIIep-
JKaHHWE Ka4eCTBa XKU3HH JACTEU U MOJIOABIX B3POCIBIX — BaXKHEH-
1ast 3a/1a9a MaJUIHaTHBHOM riomoty. CyIecTByeT pacipoCTpaHeH-
HOE 3a0JTy’KIeHHe, YTO MAJUTMATHBHYIO IIOMOIIh OKa3bIBAFOT TOJILKO
HAa TMOCJICHUX CTaausX 3a00JeBaHuMs, B CAaMOM KOHIIE *u3HU. Ha
CaMoM JIelie TaJUTHaTUBHAS TIOMOIIh MOXKET OBbITh OKa3aHa B JIFO00
TIEPUOIT KHM3HU PeOCHKA MM MOJIOIOTO YEJIOBEKa C HEUPOMBIIIEY-
HBIM 3200JIeBaHIEM, OTPAHUYUBAIOIIAM MTPOIOIHKATEIBHOCTD KH3-
HU. MHOTHE acneKThl MaJUTHaTUBHON ITOMOIIA MOTYT OBITh IIPe-
JIOKEHBI Hapsily ¢ aKTHBHOW Tepamnueid, Jaxke eclii IJIaHUPYEeTCs
MIPOIODKEHHE JICUCHHS BILUIOTH /0 MHTEHCUBHOM TEPAITHH.

Ka4yecTBO XU3HU

HecMoTtps Ha TO 4TO NOHATHE «KAYECTBO JKU3HMU» UCIIONb-
3yeTcsl Kak TEPMHUH, UMEIOLINI TEOPETUIECKOE OCHOBAHME, €11~
HOTO TOYHOTO M OOLICHIPHUHSATOTO OIPEACICHUSI HE CYILECTBYET.
B uccnenoBanusax B 001aCTH 31paBOOXPAHEHHS B IOHSITHE «Ka-
YECTBO KU3HWY BKITFOYAETCS METBIN Psii KOMIIOHEHTOB (MX TIPH-
HATO Ha3bIBaTh «JOMEHBI»), KOTOpBIE MOAJIEKAT KOTUYECTBEH-
HOM OIEHKE, OTHOCATCS K 37I0POBBIO, OOJIE3HN U MEAMLIUHCKHM
BMEILATENILCTBAM. DBONBIIMHCTBO MEAMIMHCKUX OpPraHU3aLUM
NPUACPKUBAIOTCA TTOHUMAHHUS, COITIACHO KOTOPOMY KadeCTBO
XKHU3HH, CBA3aHHOE CO 37I0POBbEM — CyOcdepa MOHATHS «Kade-
CTBO JKU3HI» — IPEACTaBIsAET cO00H MHOTOIJIAHOBOE SIBJICHHE,
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KOTOpOE€ BKJIIOYaeT (pU3MUecKoe M HMOIMOHAIBHOE COCTOSHHE,
a TaKke BO3MOKHOCTH CaMOpEaM3aliH, B3aHMOACHCTBU
C JFOZBMH U BO3MOXKHOCTB BHJIETh CMBICIT B KH3HH.
MHoroo0pa3ue HHCTPYMEHTOB ISl OIICHKH Ka4ecTBa YKH3-
HU, CBSI3aHHOTO CO 3[0pOBbEM (K TaKMM WHCTPYMEHTaM MOTYT
OTHOCHUTBCS Pa3BEPHYTHIE aHKETHI C BONPOCAMU IO PA3IHYHBIM
JOMEHaM), TPEICTaBseT COOOM HACTOALIYI0 MpodieMy Juis
MOJIb30BaTeIe W YuTaTenell HayyHbIX OT4eTOB. VIHCTpYMEHTHI
OLICHKH MOTYT OBITh KaK YHHBEPCAJIBHBIMHU, TaK M crenuduye-
CKHMH JUISl OTpeesIeHHOro 3aboneBaHus. TpaguiMOHHO MHO-
THe HWCCIIEN0BATEIbCKUE MHCTPYMEHTHI OBIIM HANpaBieHbl Ha
OLICHKY (pM3MYECKOT0, ICUXOJIOTUUECKOTO U COIMAIBHOTO Kade-
cTBa (QYHKIIMOHUPOBAHHS M U3MEPSUTH CKOpee (DYHKIIMOHAILHBIE
CIOCOOHOCTH, YeM KayeCTBO y4yacTusl B MOBCEAHEBHBIX Jeax
U CyOBEKTUBHYIO YAOBJIETBOPEHHOCTH XM3HBI0. [locKonbKy du-
3UYECKHE HapyIIeHUs AEHCTBUTENBHO BIUAIOT HAa BOBMOXKHOCTD
3aHMMAaThCs TIOBCEAHEBHBIMU J€JIaMH, TAKUE MCCIICIOBAHMS Ya-
CTO M O’KHJIA€MO YKa3bIBAIOT HA HU3KOE KAY€CTBO JKM3HHU, OTHAKO
3TH BBIBOJBI MOTYT OBITH 0€30CHOBATEIBHBIMU U BBOANTH B 3a-
omyxnenne. OLEHNTh KaueCTBO JKM3HU peOeHKa TakKe Hempo-
cTas 3a/1a4a; OPUEHTALUs Ha COOCTBEHHYIO OLCHKY SIBIISIETCS
«30JIOTBIM CTaHAAPTOM» OLEHKH KayecTBa >KU3HH, CBSA3aHHOIO
CO 3I0pOBbEM, TeM OoJiee YUHUTBHIBAasl JOCTATOYHO YacThIe pa3-
HOYTCHHUS MEXJy MHCHHEM POAUTENCH WM APYTUX JHIL, OCy-
IIECTBISFOLIUX YXOII, U caMoro pedenka. MHCTpyMEeHTHI OLIeHKH
JIOJDKHBI YYUTHIBAaTh BO3PACTHBIE 0COOCHHOCTH M, HACKOJIBKO 3TO
BO3MOXKHO, OIIUPATHCS HA COOCTBEHHYIO OLICHKY UCCIEAYEMOTO.

LlaHHble uccnenoBaHuii

B xauecTBe MHCTPYMEHTA JUIsl OLCHKU KaUECTBA )KU3HU JIETEN
u noapocTroB ¢ HM3 6bu1 ipennoken [leanarpuyaeckuii onpocHUK
1o kauecTBy xm3HU (PedsQL), Haie:KHBII 1 TPUMEHUMBIH TS [TH-
pokoro oxBara B cpepe reruaTpuu, XoTs U He CrielipuIecKui 11s
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paccMarprBaeMbIX MAaTOJIOTHH. DTOT MHCTPYMEHT BKIIIOYAET aH-
KETBI 110 BO3pAcTaM, a TaKXKe aHKETHI I poauTenei. llanHakkoH
u XroHau?? ucrons3oBany onpocHuk PedsQL mmst geteit co CMA,
a bpaii u coaBt.??’ MpUMeHsIIH 00IIHe, He CrelM(UUeCKHe I 3a-
OosieBaHus mIKaJbl it MassaukoB ¢ MJIJI. JlanbHeiinme uccre-
JOBaHUS*?® TaKKe TIOATBEPIKIAI0T BO3MOKHOCTD TIPHMEHEHHS, J0-
CTOBEPHOCTB OIICHOK ¥ 3()()EKTUBHOCTh OIPOCHUKA IS ICTSH CO
CMA. AHanu3 OTBETOB IOKa3bIBAET, HACKOJIBKO MaJI0 MOXET CO-
[J1aCOBBIBAaTHCS MEXKIY CO00H MH(OpMAITUS OT AeTe U pOAUTENEH,
TaKkuM 00pa3oM, OTBETHI IOBEPEHHBIX PECTIOH/ICHTOB HE MOTYT 3a-
MEHSTH COOOM OTBETHI CAMOTO PEOCHKA.

Ha paHHBII MOMEHT CyIIECTBYIOT JIOCTOBEPHBIC JAH-

Hb16229—233

B TOJIb3Y TOTO, YTO BPAY YacTO HEAOOIICHUBACT Kade-
CTBO XH3HH PeOCHKA MO CPABHECHHIO C MAIIUEHTOM M POIUTEIISIMH
WITH PYTUMHE JIMIAMH, OCYILECTBISIOIMME yX01. MccnenoBanust
MOKa3bIBAIOT, YTO PEIICHUS OTHOCHTEIIBHO TE€PAINH, IIPHHHMAe-
MbIC POUTEIISIMHU, HETTOCPEACTBEHHO CBS3aHbI C MX TOHUMaHHEM
KauecTBa KU3HM>* 2%, Ec pomuTen MOHMMAIOT KOHIIEIIIHIO
Ka4eCTBa KM3HH, CBI3aHHOTO CO 37I0POBBEM, 3TO OTKPBIBACT Iy Th
K COBMECTHOMY IPUHSATHIO PEILICHUI BPa4aMH U POAUTEISIMHU.
CyliecTByeT paclpoCTpaHEHHOE IPEICTABICHHE O TOM,
YTO MalUCHTLI C CEPHE3HBIMU (bHSI/II‘ICCKI/IMI/I HapylmeHUsAMU WA
XPOHUYECKUMH 3a00JICBAHUSIMH UMEIOT OOJIee HU3KOE Ka4eCTBO
JKU3HH, 9eM JIIoIM 0e3 OrpaHWYEHHH 0 COCTOSHHIO 370POBBSI.
OnHako, 1Mo TaHHBIM TTOCISTHUX UCCICIOBAHU, OLCHUBAIOIIMX
BOCIIPUATHE MAIMEHTaMH COOCTBCHHOW CHUTYalliH, Ka4eCTBO
JKU3HHM TIIofIeH ¢ mporpeccupyromumu HM3 He cBsizaHo ¢ hu3u-
YEeCKUMH OTPaHUYCHHUSAMH UK OTpeOHOCThI0 B HUBJI# 2%,

BbiBoAbl N0 AaHHLIM UCCNEA0BaHMIA

Bpau yacto HemooIeHHBAaET Ka4eCTBO KM3HHU PEOCHKA 110
CPaBHEHUIO C MAMEHTaMH ¥ POIUTEISIMHU WK APYTUMH JIUT[AMH,
OCYIIECTBISIONIMHA yX01 (YpoBeHb AokazarenbHocTH I11).
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OTBeThl Ha ONPOCHUKH IO KaYE€CTBY >KH3HH JOBEPEHHBIX
PECIIOHIEHTOB HE MOT'YT 3aMEHATh COOO OTBETOB CAMOTO Iall-
eHTa (YpoBeHb JT0KazareabHOCTH [1-).

Hecmotps Ha cepbe3Hble GU3NUIECKHE OTPAHUUYCHHUS, AETH
u Monozsie oA ¢ HM3 olieHuBaroT cBoe KauecTBO JKU3HU Kak
npuemiemoe (YpoBeHb jJ0KazaTenbHocTH 11-).

Pexkomenpauumn

» lzyueHne MHeHHS peOCHKA M POIUTENICH WM APYTHX JIHII,
OCYIIECTBIISIONINX YXOI, C TOMOIIBIO KOMITJIEKCHBIX HHCTPY-
MEHTOB OIICHKH Ka4decTBa JKU3HHU, CBI3aHHOTO CO 3I0POBBEM,
JIOJDKHO OBITH CTaHAAPTOM JUIS TIAHOBOM OICHKH U OYyIyIInX
KIMHUYECKUX UCTBITaHui. [D]

P Jli1s OIICHKU MEMIIMHCKUX BMEIIATEIBLCTB U UX MOCIICACTBUN
JUISL TIAIIMEHTA C TOYKU 3PCHUS Ka4yeCTBA )KHU3HU CICAYET UC-
MOJIb30BaTh MEXAYHAPOIHBbIE CTaHIAPTHU3UPOBAHHBIE WH-
CTPYMEHTHI HICCIIEIOBAaHHUSA B O0JIACTH HEHPOMBIIIEYHBIX 3a-
OoJeBaHUH I JETeH W MOJNOABIX JitoAei. [D]

JdTnyHoe npuMmeHeHve meguULUNHCKUX BMeLLaTe NlbCTB

HenHBa3uBHast BEHTWISAIUS JETKUX MOXET HCIOIb30-
BaThCs B CiIy4ae AbIXaTebHON HEJOCTATOYHOCTH KaK CUMIITO-
MaTHuecKasi Tepanus 06e3 1enu npoaiaeHus xxu3Hu. O0neruenue
CUMITOMOB OJBIIIKM U HAKOIJICHUS! U30BITOUHOTO YIJICKUCIIO-
ro rasza yjlydmraeT KadecTBO XHU3HH. CylIeCTBYIONIUE B Halle
BpEMsI TEXHOJOTHMH PECIHPATOPHON MONIEPKKH IMO3BOISA-
0T YBEIUYHUTHh MPOAOKUTENBHOCTh XU3HH neTaM ¢ HM3,
B TOM YHCJIe AETsIM rpynHoro Bo3pacta co CMA 1-ro Ttumna.
Pecniuparopnas nogaepxka anmnapatom MBJI, xak uHBa3uB-
HBIM, TaK M HEWHBAa3UBHBIM, JETSAM TPyJHOTO BO3pacra co
CMA 1-ro tuma B BenmkoOpuTaHum He HMEET LIMPOKOTO
pacrpocTpaHeHus. PeleHne OTHOCHUTENBHO HCIOJIB30BAHUS
JOJTOCPOYHOM HCKYCCTBEHHOW BEHTWIISIIUU TpEAToIaracT
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COTIOCTaBJEHUE 3a W NIPOTHUB, MO CBOEH MpUpoae SBIACTCS
CyOBEKTUBHBIM M HE MOXXET OBITh MPHUHATO CaMOCTOSITEIHHO
OIHOHM CcTOpOHOM. BO3MOXHO, 3ApaBbIM, «OTKPBITBIM» U 3TH-
YECKH BEPHBIM MOIXOIO0M B JaHHOM ciiydae OyneT Takoil moa-
XOJl, IPH KOTOPOM YacTHbIE MHEHHS M YOCKIACHHS Bpada Mo-
TyT 6I:ITI> OpeACTaBJICHbBI CEMbBC BMECTC C MNMPCATIOKCHHBIMHU
BapUaHTAMM JICUCHHUS. DTO MO3BOJIUT CEMbE MOIYYUTh PaKTH-
YeCKY0 MHGOPMALMIO HapsAy C OMBITOM W3 MPAaKTHUKUA Bpada
Y €r0 YaCTHBIM MHEHHUEM.

Hannble uccnenoBanmii

Pe3ynbrarhl HECKOJIBKHX HCCIIEAOBaHH??: 2467248

yKa3bIBa-
IOT Ha CYIICCTBEHHBIC PA3INYUS B OTHOIICHUU U MPAKTUYECKOM
MOXO/I€ Bpa4yeil K pPEeCHUpaTOpHON MOAACPIKKE MAlMEHTOB CO
CMA 1-ro tuna. [Ipu3HanHas cTaHnapTHas MEIUITUHCKAsS ITPAK-
THUKa TAaKOBa, YTO MHOTHE BPa4d BO3JEPIKUBAIOTCH OT HCIIONb-
30BaHUSl WM TIPEPHIBAIOT HCIOIB30BAHUE IOACPKUBAIOIIEH
YKU3HB UCKYCCTBEHHON BEHTUJISIMH IS TAIIHEHTOB C TAKUM TH-
oM 3a0oneBanus. Jlpyrue Bpadu, HATPOTHB, BEICTYAIOT B IO/~
JIEPAKKY JOJTOCPOUHON KPYITIOCYTOUHOW UCKYCCTBEHHON BEHTH-
Jsinuu. Pe3ynbraThl HEKOTOPBIX HCCeqoBaHUi>* 24 yka3pIiBatOT
Ha MaTePHATMCTCKUM MOAXO/ K PEryIMPOBAHUIO UCIIOIB30BAHUS
UBIJI, B ocobennoctu y naruenros ¢ MJIJI, ucxonsimuii u3 no-
HUMaHMsI, YTO Takas IOMJEPKKA MOXET «IPOUIUTh YyMHUpa-
HUE» WITH «YBEIWYUTh CTPAJaHUSD» M CHU3UTh KA4eCTBO KU3HHU.
BeIBOIBI U3 IpyTuX McciaenoBanmiiz’ 232 BRINIAAAT OoJiee OITH-
MHCTHYHO: HEKOTOPBIE Bpaud NPEJIararoT BEIOOP OTHOCHTEINb-
HO ucnons3oBanus VBJI; oqHako Takue mpeiokeHuss 0OBIIHO
OTHOCATCSI K OTJIETFHOMY SIHU30Y JBIXaTeIHHOM HET0CTaTOUHO-
cru. Meiire u coasr.’ MPOaHAIM3UPOBAIIN JaHHBIC TI0 28 JeTIM
¢ HM3, noctynuBmmM B OT/AEICHUS UHTCHCHBHON TEepaluy 3a
15 net, n obHapyxunH, uTo 66% nocryminenuit (47 u3 69) 6pun
BHEIJIaHOBBIMY; 11 u3 28 nereid, IOCTYyNUBIINX KaK SKCTPEHHBIE
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MAIUeHTHl C JBIXaTeNIbHOW HEJOCTaTOYHOCTHIO, HYKIAIUCH
B HCKYCCTBEHHOU BEHTHJISIINH JIETKHUX MOCIIE BHIMMMCKH U3 OT/E-
JICHWSI MTHTCHCUBHOM Tepalliy M 6 M3 HUX MPOIOJKAIH UCIIOIb-
3oBath MIBJI noma. B uccnenoBannu 13 gereit 1-ro roma xu3Hu
co CMA omnucaHo MCIOIL30BaHNE HEMHBA3HMBHON BEHTWJISALIMHU
U MexaHndeckod MHCyQOIAnun-3kcyPPisiuum B paMKax yxo-
Jla C YETKO OMpECICHHOW cxeMol u nensMu’®®, Takoi moaxon
JIOITYCKAeT IKCTYyOAIMIO M BBIMKUCKY JOMOU MPHU OA0O0PEHUH PO-
muteneil. Pomurenn w npyrue iwima, OCyHIECTBISIONINE YXOII,
CUMTAIOT, YTO Y HUX JIOJDKHO OBITH MPaBO BEIOOPA B TONB3Y WIIH
MIPOTHUB HCIOJIb30BaHMUS MCKYCCTBEHHON BEHTHWIIAIIMN Ha JIOMY.
BonHenue y poauTteneil B Tako CUTyallMy BhI3bIBAJIM HEIOCTa-

TOYHAs (PMHAHCOBAS U MPaKTHYECKast MOAIepKKa?>,

BbiBoabl N0 AaHHbIM UCCNEA0BaHMIA

Curyanus ApIXaTellbHOW HEAOCTATOYHOCTH OOBIYHO TpeN-
ckazyema. IlaTepHanucTkoe MEAULIMHCKOE BMEIIATENbCTBO MO-
JKET MIPUBECTU K TOMY, YTO PELICHUE O Hayajle Wi MPEKPaIlCHUH
NBJI MmoxxeT OBITH IPUHATO O€3 COrIacus MaIliueHTa Wi ero Ce-
Mbu. OTcyTcTBHE MH(DOPMUPOBAHHOIO BBHIOOpA M YHHBEPCAIIb-
HBIN TIOJXOJ K JICUCHHUIO MPEMATCTBYIOT TUIAHUPOBAHUIO B KOH-
KPETHBIX CIy4asX U OrPAaHUYUBAIOT BO3MOXHOCTH MPUHATUS
penieHut (ypoBeHb oka3arenbHoctu 11I).

Pexkomenpauumn

» Jlnst Toro 9TOOBI TOMOYB MAITUEHTY, POIUTEISIM U APYTHUM JIH-
[1aM, OCYIIECTBIISIOMINM YXOJ, ClIelaTh WH(POPMUPOBAHHBIN
BBIOOP B COOTBETCTBUHU CO CBOMMH YOCKICHUSIMHU U TIPEIIIO-
YTCHUSMH, Bpady HEOOXOAUMO BKJIIOUATh UX B MPOIIECC MPH-
HATUS PEIICHUM, IPU 3TOM TaKTUYHO M CBOCBPEMEHHO TIpe-
JIOCTABIISIsl B TIOJTHOTE BCIO MH(popMaruio. [D]
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Mone3Hblii onbIT

» OTKpBITOE 0OCYKISHHUE TOTO WM HHOTO BUAA M JITUTEIHHO-
CTH METUIIMHCKOTO BMEIIATEIhCTBA BCEH MEXAUCIUTLUIHHAD-
HO¥ KOMaH/I0H CIIOCOOCTBYET MTPO3PAaYyHOCTH U COBMECTHOMY
PHHSTHIO perneHHii. [V]

Bonpocb! ncuxonoruu n NCMXUYECKOro 30poBbSA

Hersm u monogeiM nmofsam ¢ HM3, a taxke nunam, ocy-
HIECTBISIONIAM yXO/, HEe0OXOJMMa YCWIJICHHAs ICHUXOJOTHYe-
ckas oaaepxkka. Cpeau TakuxX MalueHTOB, a TAKKe POIAUTENeH
Y IPYTHX JINI, 3aHAMAIOIIUXCS YXOJI0M, HaOIIFOMaeTCsl pOCT CIIy-
4yaeB J€3aJaNTUBHBIX CTPATErHid MPEOI0JICHHS, TIOBEACHYECKUX
U TICUXUATPUYECKUX MPoOIeM.

HaHHble nccnenoBaHmii

Pesynerarsl vccienoBaHuii> 234257 110 ceMbsIM MAIUEHTOB

¢ MJIJ] nonTBepkIar0T HEOOXOMUMOCTh MPH3HABATH HAIMYHE
CTPECCOBBIX (DaKTOPOB M MIOTPEOHOCTH CeMel B Oojiee MMHPOKOH
MoJJIEpXKKe. BOMpOChl TICHXHYECKOTO 3I0POBbSI U IOBEJICHHS
BOCIIPUHUMAIOTCS KaK 3HAYMMbIC U IPUOOPETAIOT BCE OOJIBIIYIO
POJIb 110 MEpe B3POCICHHS MAIBIMKOB. Pofutenu n1eMoHCTpupy-
0T [IOBBIIIEHHBIN YPOBEHb TPEBOKHOCTHU U JIEIIPECCUU U TOBOPSIT
0 CBOUX TPYAHOCTSIX C ICUXOJIOTHUYECKON ajanTanuel, B 0coOeH-
HOCTH OJIMHOKHE POAUTENH U POJUTEIH O0Jiee B3POCIBIX CHIHO-
Beil. Pogutenu manpuukoB ¢ M/, ucnons3yromux MBJI na
JIOMY, TOBOPSIT O CHHYKCHHOM Ka4eCTBE CHA U CBSI3aHHBIX C OTHM
HCETaTUBHBIX OMOIIMOHAJIBHBIX U (bl/ISI/I‘IeCKI/IX SABJICHHUAX, KOTO-
pBI€ CKa3bIBAIOTCS HA 3J0POBLE M B3aUMOOTHOIICHHUSAX BCEH ce-
MBH2?, DYHKIMOHAIBHOE COCTOSTHIE peOeHKa HAPSAMYIO CBsI3a-
HO C YPOBHEM CTpECCa MaTepH U KAYeCTBOM JKU3HU>®
TOBOPSAT O TOM, YTO UCIBITHIBAIOT YYBCTBO YTPAThl KAXKIBIN pa3s,
KOTjla BHIAT y peOeHKa KaKue-Tu00 TMPH3HAKU YXYAIICHUS .
Xomkec u JIn66>° mpoBenu HEOOJBIIOE HCCIIEIOBAHHE POJIH

. Popurenu
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rpynn B3aumonomoiy no MIJI. MccnenoBarenu yka3plBaroT Ha
OO0JIBIION MMOTEHIHAN TAaKUX I'PYHI B BO3MOXKHOCTH JUISL y4acT-
HUKOB OOMEHSTHCS OIIBITOM U OLCHUTh c€0s U COOCTBEHHYIO CH-
Tyaluio (CM. TEOPHIO COIMATLHBIX CPaBHEHNUH rcuxosora JleoHa
®dectunrepa. — Ilpum. nep.), a Takxke OOCYIUTh CTpPATCrHU
MPEOOICHUS Ha Pa3In4HbIX ypoBHsX. [Ipu 3TOM 0O1IeHuE B Ta-
KHX TPYNIax AaeT Kak MOJOKUTEIbHBIN, TaK U OTPHULIATEIbHBIN

3¢ dexT.
BbiBobl N0 AaHHBLIM UCCNE0BaHMIA

Hamnume HeWpombliedHOTO 3a00JICBaHUS — YCHUIIHBACT
CTpeCcCOBbIC PAKTOPHI M MPENICTABISIET PUCKH JIJISl TICUXUYECKOTO
3[I0POBBS ISl IETEeH, POIUTEIeH W APYTUX JIUI, OCYLIECTBISIO-
mmx yxoa. OpHako o0e rpymiibl AEMOHCTPUPYIOT 3HAYUTEIbHBIC
CIOCOOHOCTH K YCIICIIHOW ajanTtaiuu (YpoBeHb J0Ka3aTesIbHO-
ctu II).

Pekomenpauumn

» B OTHOIIEHNN Ka)XAOTO MEIWIIMHCKOTO BMEIIATeNhCTBA He-
00XOZMMO COIOCTABJATh IOJOKUTEIBbHBIA 3(D(EKT U BO3-
MOXHYIO HarpyskKy AJid INCUXHUYCCKOTI'O COCTOAHUA IMallMCHTa
u ero cembu. [D]

» HeoOxomuMo mpu3HaBaTh HaJUYME CTPECCOBBIX (PAKTOPOB
U MOTPEOHOCTH CEMBbH B Oo0Jiee MIUPOKOH MOIePIKKE, a TaK-
YK€ OKa3bIBaTh MPAKTHIECKYIO TIOMOIIb C yYETOM MOTPEOHO-
CTelt KOHKPETHOTO IMAaIMEeHTa U ero ceMbH. [D]

CumnTomaTu4eckas Tepanus
W YXO0/1 HAa TEPMUHANbHON CTauK

Jetn u MoIojple JIIOMU C HEHPOMBIICYHBIMU 3a00JieBa-
HUSMHU TIOCTOSIHHO JKHMBYT C TPY30M pPa3iU4YHBIX CHMIITOMOB.
VBenuyeHue NpOAOIKUTEILHOCTH KU3HU CBSI3aHO C Pa3BUTH-
€M PECHUPATOPHBIX U APYTHX OCIOKHEHUH. JIMCIHO sBISETCS
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OIHAM M3 CHMITOMOB, KOTOPOMY VIEINSeTCs Majlo BHUMAaHUS,
CHMIITOM MaJi0 OCBEIIECH U CYIIECTBYIOIIAs JOKa3aTelbHas Oa3a
HaxOmuT cllaboe MpUMeHEeHne. JIMCITHO? — 3TO CYOBEKTHBHOE
OILIYIIICHHE, Ha KOTOPOE MOYKHO BO3/IEHCTBOBATH, OOPSICH C IPHYH-
Hoit. J{nst oOnerdenust 6ECIOKOSIIETO HMAlMEeHTa JUCITHOD MOYKHO
HCIOJIb30BaTh HU3KUE JT03bI OITMOUJIOB, 1aXe Ha (DOHE MPOI0IKa-
FOIIETOCST aKTHBHOTO JieueHus. besonacHor U 3 dekTHBHONI 110-
30i B TakoM ciy4ae OyZeT oHa TPeTh OT CTaHIapTHOH 00e300-
JIUBAOIIEH MO3UPOBKHU. [IpH MOCTENIEHHOM TUTPHUPOBAHUM JIO3BI
ONMOWJIOB YTHETEHHE NbIXaHWS ManoBeposTHO. DeHTaHWMI I
3TOM 1EJIH, KaK NPaBUIIO0, HE PEKOMEH/YETCS B CBSI3U C €r0 CBOMi-
CTBOM IIOBBIIIATh TOHYC MBIIII X1 TAKUM 06p8.30M ycuiuBarb JUC-

290, Ha TepMuHaIBHOM (haze AbIXaTeIbHON HEI0CTaTOYHOCTH

ITHOD
3¢ GeKTUBHAS CUMIITOMATHYECKAs TePAITUs BO3MOXKHA 32 CUET I0-
CTOSIHHOTO KOHTPOJII CUMIITOMOB C IIOMOUIbIO HEMEIUKAMEHTO3-
HBIX CPEIICTB M TIIATEIBHOTO MoAOOpa ONMHOUIOB M IICHUXOTPOII-
HBIX TIPETIapaToB.

Kpaitne mano nHpopMmaIm OTHOCHTEIHHO YXO/Ja 33 JAETh-
MU C HEWPOMBIIIEYHBIMHA 3a00JICBaHUSMH Ha TEPMHUHAIBHOMN
cTaaud. B nanauaruBHOM NeIuaTpuu JUIlb HaYuHAET (HOPMHUPO-
BaTbCsl MOAXOM K CUMIITOMAaTUYECKON Tepaluu y JeTeld U MOJIo-
neix mopeit ¢ HM3. K coxkanenuro, Ha TaHHBI MOMEHT HAaKOII-
JICHHBIE B 3TOW OOJIACTH 3HAHUS €IIe HE MONYyYHUIIH OCBEIICHUS
B MeIUIMHCKOHN nmuteparype. Y aereit ¢ HM3 npixarenbHas He-
JIOCTaTOYHOCTh 3a4aCTYI0 COIMPOBOXKAAET TEPMHUHAIBHYIO CTa-
U0 1 yMHpaHue. 3a/iep’KKa yIIIEKHCIOTo Ta3a B TKAHIX MOXKET
OKa3bIBaTh ceAaTuBHBIN 3 dekT. [Ipu a3ToM creayer n3berars u3-
OBITOYHOI OKCHUTE€HOTEpANNH, OCKOJIBKY 3TO MOXKET MPOAIHUTH
MEpUOJ THIIOKCHYECKOTO BO30OYXIeHus. B kauecTBe Hemenuka-
MEHTO3HBIX METOJOB OOJEr4eHUs] JUCITHOD MOKHO OCYIIECTB-
JIATh OYMILEHUE IbIXaTEeNbHBIX MYyTEW, BKJIIOUATh BEHTUJISITOP,
OTKPBIBAaTh OKHO, JIEaTh MacCaX, UCIOIb30BaTh MICHUXOIOTHYE-
CKYIO TEXHHUKY BH3YyaJIN3alliu JJIsl OONIET9eHUs] TPEBOTH, MEHSTh
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nojokeHne pebeHKa. MeIMKaMEeHTO3HAas Teparus BKIOUYaeT
OCTOPOKHOE IPUMEHEHHE OIMMOMIOB 1 IICHXOTPOIHBIX Mperapa-
TOB, B TOM YHCJIe OCH30MAa3EIINHOB, I O0JIETYECHUSI TPEBOTH.
[To mMepe NPUOIMIKESHUSI CMEPTH CEMbSI MOXKET IOXKEJIaTh CHATh
MacCKy JbIXaTeJIbHOTO armrapara ¢ juia pedenka. [Ipu 3Tom He-
00XOZMMO C OOJIBIIIMM TAKTOM OOBSICHUTD CEMbE ITPOUCXOJISIIEE,
TIIATENbHO BHIOPATh MPABUIBHBIA MOMEHT M OBICTPO pearupo-
BaTh HAa BO3HUKAIOIIE CHMIITOMEL.

Mannble nccnenoBaHnii

06wyas repanus

UccnenoBanusi yka3plBalOT Ha HaJIM4YME y JETEH C HEH-
POMBIIIEYHOM MNaTOMIOTHEH CepbhEe3HBIX W TMPOAOTKUTENBHBIX
OCJIOKHEHHM B pe3yJbTare XpPOHUYECKUX 3a0osieBaHuUii?! 242,
OOwierocyiapCTBEHHOE HCCIICIOBAHUE XOCIUCHOM IOMOILIHU
OOJILHBIM HEWPOMBIIICYHBIMU 3a00JICBAaHUAMH II0KA3aJlo0, YTO
B XOZ¢ IJIAHOBOTO PECIIMCHOTO NpeObIBaHUS B XOCIHCE 3Ha-
YUTETFHOMY 4duciTy ManpaukoB ¢ M/I/] morpeboBanace Ta wiu

HHast MEIUIIMHCKAS TIOMOIIb ¥ CHMIITOMAaTHYECKas Tepamus !,

HAvcnuoa

UyBCTBO HEXBAaTKU BO3JyXa — 3TO MYYUTCIbHBIA CHUMII-
TOM, KOTOPBI MOXET OBITh CIPOBOIIMPOBAH COIMYTCTBYIOIIEH
vH(pEKIUeH WM achupalueif, MoXXeT ObITh CBSI3aHHBIM C Cep-
JIEYHOW HEJOCTaTOYHOCTBIO, MPOTPECCUPYIONIEH MBIIICYHON
arpodueii, a TaKke MPUCYTCTBOBATh HA TEPMUHAIBHBIX CTaIH-
sx. Kak roBOopujIoCh BbIIIIE, CHMIITOMBI JbIXaTEIbHON HEJA0CTa-
TOYHOCTH y fieTelt 1-ro roma xwu3nu co CMA 1-ro THIa MOXHO
3¢ (eKTUBHO 00JIEryaTh C IOMOIILI0 HEUHBA3UBHOM BEHTHIISAILIUU
nerkuX. B uccnenoBaHnu®® moguepkuBaeTCs BaXHOCTh d(dek-
TUBHOM OYUCTKH JIBIXaTEIBHBIX MyTEH OT CEKpeTa U MPaBUIbHOE
obOecrieueHue MUTAHUS.
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bonp

CymecTByeT npsiMasi CBAI3b MEXKy HapacTaroIuM O0JIEBBIM
CHHIPOMOM, YTOMJIIEMOCTBIO, OOIITUM yXYAIICHUEM COCTOSHHSI,
YIAJKOM CHJI U TOHMXKEHHOM COLMaIbHOW aKTUBHOCTHIO. Psin

HCCHCZ[OBaHHﬁ224’ 239,262,263

yKa3bIBaeT Ha HAJIMUNE XPOHUYECKOTO
0O0JIEBOTO CHHPOMA, COMYTCTBYIOLIETO HEHPOMBIIICYHBIM 3a-
OoneBanusM. HemoctaTouHo KynMpoBaHHBIN 00JIEBOW CHHAPOM
yXyZAlIaeT KadeCTBO JKU3HHW M OKa3bIBAET BIMSHUE HA MHOTHE

ACIICKTHI YXO0J4a, B TOM YHCJIC PECCIIUPATOPHYIO NOAACPIKKY.

Momowb B KOHYE XH3HH

Ponb momomu B KOHIIE KM3HHM m3ydeHa Mano. CormacHo
HMMEIOIICHCS Y XOCIIUCOB CTAaTUCTHKE, U3 531 pedeHka ¢ Helpo-
MBIIIEYHBIMA 3a00JIEBAHUAMH 34 MOCJIEIHUN rof Juiub 7 us 47
nereit ymepnu B xocnuce?®!. Onuaxo 85% cemeit (u3 47, motepsis-
[IUX JIETeH B XOCIHUCE) TOJIB30BAINCh YCIYTraMy TOJIEPIKKH IIPU
yTpaTre OJIM3KOTO W HECKOJBKO CeMeH MOKeNadH IOIMPOIIaThCs
C peOCHKOM B «XOJOMHOM KOMHAaTre». DTH YCIYTH HEAOCTYITHBI
B TOCYJapCTBEHHON CHCTEME 3/paBOOXPAHEHUS W oOecIiednBa-
FOTCSI TOJILKO Xocnucamu. I1o uMeronecst CTaTUCTHKE, 3a 15 neT
ymepino 10 u3 28 nereit ¢ HM3, npoxoauBImmx Ha KaKOM-THOO
JTane JeYECHUE B OTIEICHUN MHTCHCHUBHOW TEepamuu, IpHU 3TOM
HETMOCPEACTBEHHO B PEAHUMAIIUH ITPOM3O0IILIO JTHIIL 4 CMEPTH>>>,

BbiBofbl N0 AaHHBbIM UCCNE0BAHMIA

BoneBomy cuaapomy Ha (hoHE HEHPOMEBIIIEYHBIX 3a00IeBa-
HUI y/ensieTcsi HeJIOCTaTOYHO BHUMaHUs (JI0Ka3aTelIbHbIA ypo-
BeHb 11I).

Pexomenpauum

» V npereii u monoasix moaeit ¢ HM3 crangaprHoe MeaulivH-
CKkoe OoO0CIe0BaHUE MOJHDKHO BKJIIOYATh B Ce0s TUTAHOBYIO
oteHKy 6omu. [D]
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» HeoOxomumo clieiuTh 3a Pa3UYHOW CHMIITOMATHKOW Ha
(hoHE XPOHUYIECKOTO 3a00IEBAHUS H OCYIIECTBISTh CHMIITO-
MaTHIeCKyIo Tepanuio. [D]

Mone3ublii onbIT

» JluciHO® — 3TO CyOBEKTHBHOE OLIYIIEHUE, KOTOPOE MOXKHO
OOJIErYMTh 32 CUET HEMEIUKAMEHTO3HBIX CPEACTB M BO3JCH-
CTBHUA HA IIPUYKHY. V]

» Jlns oOnerdyeHuss My4YUTEIBHOIO CHMITOMA  JHMCITHOD
MOYKHO HCIOJIB30BAaTh HHU3KWE O3Bl ONHOMIOB, AK€ Ha
(oHEe mponoDKaKOIIErocsi akTUBHOro JjeudeHus. Ilpu mo-
CTETICHHOM THUTPHUPOBAaHWUU [03bl ONHOWAOB yTHETEHHE
JBIXaHUS MAJIOBEPOSITHO. [\/]

» Ha tepmuHaibHOM (asze ApIXaTenbHOM HETOCTATOUHOCTH He-
00XOIMM MOCTOSTHHBIM KOHTPOJb Hall CHMITOMAMH M Pa3HO-
IUTAHOBBIM MOIXOM K UX OOJETYeHHIO, BKIIIOYAasl UCIONIb30Ba-
HHUE TIIATEJBHO MONOOPAaHHBIX OMHOMIOB M ICHXOTPOIHBIX
nperaparos. [V]

MepcneKTUBHbIN NaH MEAUUMHCKMX BMELIATENbCTB

s Toro yTOOB! MALIMEHTHI, POJUTENH U APYTHE JIULIA, OCY-
LIECTBIISIONINE YXOHA, MOIIU CAeNaTh MH(OPMHUPOBAHHBIH BbI-
00p, MEKANCLUUITIMHAPHON KOMaH/Ie CTICLIUATIICTOB HEOOX0IUMO
BOBJIEKATh UX B MPOLIECC COBMECTHOIO MIPUHATHUS pelIeHUH. [l
TaKOro poaa OoOCYXIEHHS HEOOXOOMMO BBIOpATh IMPaBHUIIBHBINA
MOMEHT. 3a4acTyI0 Ul TOJAEPKKHU B IPUHATHH PELLICHUS HYKECH
HE OJIMH Pa3roBOp C pa3JWYHbIMUA BpauaMH, FpynnamMu IOMOIIH,
JUTS TAIIIEHTOB — CO CBEPCTHUKAMHM C TAKHM K€ 3a00JIeBaHNEM,
a JuIs poIUTENe — C APYTMMHU POJUTENSIMH, Y KOTOPBIX IETU
HAaxXOMSATCS B TOM K€ COCTOSIHUU. Eciin CrieUaaucTsl PEryisipHO
00CYXXJat0T C MMAlUEeHTOM U CEMbEH MOTPEOHOCTH, YBETHYNBAIOT
00BbEM M Ka4eCcTBO MPEJOCTABIIEMON CeMbe HH(POPMALIH U OT-
KPBITO 00CY)XKJAI0T C MAallMEHTOM U CeMbel BasKHEHIINE MyHKTHI
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B TEUECHUH 3a00JI€BaHMUs, 3TO TAKXKE [IOMOTACT CEMbE U ITALUECHTY
y4acTBOBaTh B NpuHsITHN pemieHuil. [Ipu onpenenenuu crpare-
MU IOMOIIX A7 00JIee CTapIIUX BO3PACTHBIX IPYIII ONPEAEs-
IOIIUM JOJIXKEH OBITH MIPUHIUIT YI4aCTUA MOJIOABIX JIIOI[CI71 B IIpU-
HSTUY PEUICHHH OTHOCUTEIBHO UX OymayIero”®* 23,

Onepexaroriee IUIAHUPOBAHUE MEIUIIMHCKUX BMEIIa-
TENbCTB — 3TO JAO0OPOBOJBHBIM IpoLecc, KOTOPBIA myTeM 00-
CYX/IEHHUS U aHaJIM3a IOMOTaeT MOJIOZIOMY HallMeHTy COCTaBUTh
MIPEACTABICHUE O TOM, KAKMM 00pa3oM ero 3a001eBaHIE MOXKET
MOBIMATH Ha Hero B Oynymem. Eciu manueHT nnu ero poaute-
JIM/TIONEYUTENIN IIOKENAI0T, B IEPCIEKTUBHOM IIJIAHE BEIEHUS
ManueHTa (UKCUPYIOTCS WX PELICHWs OTHOCHTENIBHO YXOIa,
JICYSHUs] W/WIK 3apaHee NMPUHATOE pelleHre 00 OTKase oT Jie-
YCHMSI TP OINPEICICHHBIX OOCTOSATENLCTBAX. [lepCreKTHBHBIN
IJIaH C ONMCAHHEM MEIUIMHCKUX BMELIATEIbCTB HE SIBIAETCS
opuIManbHBIM TOKYMEHTOM MM paclopsbKeHHeM 00 oTkasze
OT peaHuMalnuu. BriomHe BepoATHO, YTO TakOW IJIaH MOIIE-
XKHUT KOPPEKTUPOBKE 10 MEPE IPOrpecCUPOBaHUs 3a00I€BaHHUS.
B neauarpuueckoil npakTHKe B EPCIIEKTUBHOM IIJIAHE HEPEIKO
OroBapMBarOTCsd IOXKCJIIAaHUA OTHOCHUTCIIBHO PCaHMMallMOHHBIX
MeponpusTuii (MHOTAAa Takoi paszfen o0o3HauaroT kak «[lmaH
BMEIIATENbCTB NPU HEOTJIOKHBIX COCTOSAHHUAX»). B TakoM ciy-
yae NepCIEKTUBHBIN MJIaH BEACHUS MMALlMEHTa O3BOJISET B MUCh-
MeHHOH (opme 3adHUKCHPOBaTH OOTOBOPEHHBIH C HAalMEHTOM
U ceMbed IJIaH MEIWIMHCKUX BMEIIATEIbCTB B Clydae HEOT-
JIOXKHBIX COCTOSIHUH, a TakXe I03BOJISIET IPU HEOOXOIUMOCTH
MMEeTh B IOCTyTe 3Ty nHpopmarmro. HactoitunBbie MHOTOKpaT-
HBIC NPCAIOKCHUA MCIUIIMHCKUX BMCIIATCIILCTB HA (1)0He yraca-
HUSA TTAalUCHTa MOTYT IIOMEIIATh CaMOMY IMAIlUCHTY, POAUTECIIAM
U JPYTUM JIMLAM, OCYIIECTBISIIOIINM yXOJ, TUIaHUPOBaTh YXOJ
Ha TEPMUHAIBHOM CTaJINY U pealn30BaTh CBOE MPABO Ha JOCTOH-
HYIO CMEpTh 0€3 MyUUTEIbHBIX CHMIITOMOB.
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IlaHHble uccnepoBaHuii

YaTBUH U COaBT.”® OIIMCHIBAIOT IIPHMEPHI COCTABJIEHHUS TIEP-
CIICKTUBHBIX TUIAHOB BEJICHUS JieTel 1-Tro rojia )U3HH C TUarHo-
3oM CMA 1-To Tuma 1j1s TOMOIIH POTUTENSIM B TIOCIICAYIOIIEM
NPUHATUN PEUICHUH OTHOCUTEIBHO YCHJICHHS PECIUPATOPHOMN
nozaiepkku. CormacHo HccieAoBaHUIO DpOu M CcOaBT.”’, HHU
ofvH u3 18 omporeHHsIX poauTeneit MansankoB ¢ MJI/T (ctap-
mie 7 JeT), 1o UX cJI0BaM, He 00CyX1al B SIBHOH (opme miaH HU
BHYTPH CEMbH, HU HEMOCPEICTBEHHO C CHIHOBBSMH, HU C JIOK-
TopaMu. PojuTeNn He HMeNU MPAKTHISCKOTO MOHUMAaHHS TOTO,
Kakoe 3HaueHHEe UMEeT TUIaHWPOBaHHWE Ha Oyaylee, ¥ MpHpaB-
HUBaJIM HEPCICKTUBHBIN IJIAH K PACMOPSDKEHUIO 00 OTKa3e OT
peaHUMaInH.

Bunep 1 coaBT. B paMKax MCCISIOBAaHUS**® OPOCHITH TPYII-
my 13 20 MOAPOCTKOB C OTPAHHYUBAIOIHMU MPOJIOTDKHTEITBHOCTD
KHU3HH 3200JeBaHUSIMU U OOHAPYXUIH, YTO 95% oreHuIn Obl
TaKOW JOKYMEHT KaK «IOJIC3HBII» MM «OUeHb MOJE3HBIN» JUIs
ceOs 1 apyrux. Hu oiH U3 ONpOIICHHBIX MAIUEHTOB HE TTOCYH-
Tan o0CyXJIeHHE TaKUX BOMPOCOB CIIHIIKOM TSDKENBIM, HO BCE
BBIPA3WJIU OOJIBIINI MHTEPEC K OOCY)KICHHUIO OYIyIIUX IMaMsT-
HBIX MEPOTIPUATHI, YeM K PEIICHUIO MEAUITUHCKUX BOIIPOCOR.

BHeriaHoBasi TOCHHMTANM3AIUS B OTACICHHE HHTEHCHB-
HOW Teparuy MOKET CTaTh OTIIPABHBIM ITYHKTOM JJIsl 00CY./1e-
HYSL TIEPCTIEKTUBHOTO /IaHA BEICHHS MAlMeHTa. MeiiTc 1 CoaBT.
B CBOEM HCCIEIOBaHUK> 00Hapy)miH, 410 36% (10 u3 28) ne-
teit ¢ HM3 ymepnu nocne momemnieHust B peaHumanuio, a 70%
OKa3aJIUCh B KpalHE TSKEIOM COCTOSHUU. J[Ba mccienoBaHuUs
cepuH citydaeB>?> 2% CBUIETEIBCTBYIOT O MOJOKUTEIEHOM OITBI-
Te JeTel U MOJIOJBIX B3pocibix ¢ MJI/] Gmaromapst Tomy, 4TO UM
yAanock chOPMYTHPOBATH MEPCIIEKTUBHBINA TTaH TTOMOIIH, He-
3aBHCHMO OT IPUHSTOTO PEIICHUSI OTHOCUTEIILHO J0JITOCPOYHOMN
HCKYCCTBEHHOM BeHTHIsIMU. [leHHep U coaBt.”®® paccmarpusa-
IOT 9THYECKYI0 CTOPOHY OOCYXKJICHHS C TMAIMCHTOM M CEMbCH
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TEKYyIEro COCTOSHHS W TPOTHO30B, a TaKXKe 3MOIMOHAIBHO
TPYIHBIE BOIIPOCHI, CBsI3aHHBIE C POPMHUPOBAHUEM MEPCIIEKTHUB-
HOTO TUTaHAa MEIUITTHCKUX BMEIIATEIbCTB.

BbiBoAbl N0 AaHHLIM UCCNEA0BaHMIA

CocraBiieHre MEPCIEeKTUBHOIO TUIaHA METUIIMHCKUX BMeE-
[IaTeNbCTB U JIPYTHE TOAOOHBIE MEPHl MOTYT IMOMOYb JETSIM
Y MOJIOJIBIM B3POCIBIM C MPOTPECCUPYIOLIUME HEHPOMBIIIEY-
HBIMH 3a00JICBaHUSMHU B TOM, YTOOBI TIPEIBUACTH OymyIIne To-
TpeOHOCTH, OBITh TOTOBBIMH K ACHCTBHUAM IIPH HEOTIOKHBIX 00-
CTOSITENIHCTBAX M HE IPUHUMATH TOCIIEIIHBIX PEIIeHNH (YPOBEHb
nokazarenpHOCTH 11I).

Pexomenpauum

P [lepcrieKTUBHBIN TUIAH METUITTHCKUX BMEIIATEIHLCTB JIOJKCH
o0s13aTeNbHBIM 00pa30M MPHUCYTCTBOBATh B BEIACHHU JETEH
u monoasix nanueaToB ¢ HM3. CocraBneHre Takoro IniaHa
MOXKET OBITh MCIOJB30BAHO KaK CPEICTBO I OOMEHa WH-
(hopmanmel ¢ MalMEHTOM W CEMbBEH, a TaKkKe BIyMUYHBOTO
MPUHATHA pemeHuid. [D]

» HeoOxoaumMo, 4yTOObI NAIIMEHT U CEMbsI MMEJH MEePCIICKTHB-
HBII TUTAH BEJICHUS MAIIMEHTA W OBLIM 00y4YEHBI UM IOJIB30-
Bathcs. [D]

Mone3Hblii onbIT

» MexaucuuIuinHapHas KOMaH/a, OKasbIBaoIlas IOMOIIb
MAIMEHTY, TOJDKHA PEryJsIpHO MepecMaTpuBaTh U YTOYHSTH
AMEIOIIUIACS TEPCIEKTUBHBIA IUIAaH MEIUIIMHCKMX BMEIla-
TenbeTB. [V]

Ponb nannnatuBHOi nomowyu

[IpuHiunel [OETCKOM MaJIMAaTUBHOM MMOMOLIM MOJHO-
CTHIO TIPUMEHHMBI B KOHTEKCTE JETCKUX HEHPOMBIIICUHBIX
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3a00JIeBaHMIA: aKIIEHT B 000WX CIy4asX JeNaeTcsl Ha «BBDKHBae-
MOCTH» U JOJTOCPOYHON MHOTOIUIAHOBOM MOAAEPKKE, HAMpPaB-
JICHHOM Ha coXpaHeHWEe KauecTBa KW3HU. B orHOomenmn HM3
CIIOXKWIICS TIOAXOM, OOBESIUHSIONINN MaUIMaTUBHYIO MHOTOILTA-
HOBYIO TMOJAJIEPKKY NALMEHTa U CEMbU C KYypaTWBHBIMU MEIU-
LIIMHCKAMU BMEIIATEIILCTBAMH, TAKMM 00pa30M, aKIICHT JICJIaeTCs
Ha TOM, YTO MOXHO IIPEJIOKUTH MALUEHTY, & HE Ha TOM, YTO EMY
HEJOCTYIHO. B 3TOM ciyyae momoliip, KOTOpYI0 MOXKHO Ha3BaTh
AKTUBHOU MNaJUIMATUBHOM IOMOIIBIO, MPEABUAUT BaKHEHIINE
MOMEHTHI B pa3BUTHH 3a00JI€BaHMSI, KOTOPBIE MOTYT IPOBOIIUPO-
BaTh YXyAIICHUE COCTOSIHUS, M TIpeIjiaraeT BO3MOXHOCTh THOKO
OLIEHUBATh MTO-HOBOMY IIEIH JICYEHUS WIIH YXO0/1a B COOTBETCTBUU
C IIPOTrHO3aMH.

Herckue xocmnuchl B BenmukoOpuraHuu ceiyac HrparoT
BaXKHYIO POJIb B TIOMOIIHM JETSIM U MOJOABIM nanuentam ¢ HM3,
rpejyIaras pa3HooOpa3Hbie BUJBI MOIEPIKKH, KOTOPBIE HE MPel-
JaraeT HU OJHa Jpyras opraHuzanus. MHorue paboThl uccie-
JOBaTelIel TOBOPAT 0 HEOOXOAMMOCTH BKJIFOUUTH MAITTHATUBHYTO
MOMOIIIb B OCHOBHOM TEpeUYeHb YCIYT, IOCTYIHbIN JIETAM U MO-
monbIM marenTaM ¢ HM3; s ogkperuieHnsi Takoro ToAaXo/a
HEO0X0IUMO 00IbIIIE O0BEKTUBHEIX UCCACAOBAHNUI, TOKA3LIBAIO-
IIMX €ro MPEUMYLIECTBA.

[aHHble nccnenoBaHmii

Bonee naBuue wucciemoBanHus’® 270 Takke MOATBEPIKIA-

IOT, YTO MOJeNb MaJUTMATHBHON TOMOIIM TpeiiaraeT oommp-
HBIE PEeCypChl Ui Tomaepkku Jironeit ¢ HM3 m ux cemeit.
B BennkoOpuTanuu IETH W MOJIOBIC JIFOTU ¢ HEHPOMBIIIICUHEI-
MU 3a0oJneBaHUSIMH, B ocoOeHHOCTH ¢ MJIJI, cocTaBistor 3Ha-
YUTENBbHYI0 YacCTh MHAIlUCHTOB, KOTOPHIM OKA3bIBAIOT MOMOIIb
JeTckue xocmuchr?!, Yarie Bcero Takue MAIlHEHTHI MONyYaroT
MHOT'OIUTAHOBYO TOMOIIb. [ [TaHOBEIE TOCIUTATN3ALUU B XOCIIHC
JAIOT TAIleHTaM BO3MOXKHOCTH OOIIATHCS CO CBEPCTHHUKAMH,
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MOJIy4aTh UX NOJACPHKKY U Yy4aCTBOBaTb B COBMECTHOM CO CBEp-
CTHUKaMHU JIEATEIBHOCTH, YTO HEJOCTYIIHO WM MaJIOAOCTYIHO
JUIE HUX JIOMa B yCIOBHSIX MHBamam3anuu. [Iuk oOpamenus
K XOCIHMCHOW MOMOIIKA NalMeHTOB-1oApocTkoB ¢ MJIJI mpuxo-
JIUTCSI Ha BPEMsl, KOT/Ia OHHU TEPSIOT CIIOCOOHOCTh CAMOCTOSATEIb-
HO TIEPEBUTATHCS, a MPH 3TOM UX (PU3NUCCKUEC U IMOIMOHAIb-
HbIE TOTPEOHOCTH 3a4aCTYH0 BO3PACTAIOT.

Pexkomenpauumn

» HeoOxomnMo o0ecnednTh CeMbSM BO3MOXKHOCTH MOJy4arhb
MOJIEPKKY OIBITHBIX CHEIMAIMCTOB B 00JAaCTH MHOTOILIA-
HOBOI OpraHM30BaHHON NAJJIMATUBHOW ITOMOIIM, KOTOPbIE
B PEryasipHOM B3aUMOJEHCTBUU C TMAIMEHTOM OIpPEIEIISIH
OBl MX MOTPEOHOCTH HA PA3NIMYHBIX dTanax 3adonesanus. [D]

Mone3Hblii onbIT

» OmneIT OKa3aHUs HAJUTHATHBHOMN IIOMOIIIN H606XOI[I/IMO nepe-
JIaBaTh Y3KHM CIICIIMAJIMCTaM, pa6OTaIOH_II/IM C HanMeHTaMu
¢ HM3. []

O0COBbIE 3AME4AHUA

B sToM KOpOTKOM pa3szmene paccMaTpUBalOTCS BOIPOCHI,
KOTOpPBIM HE HAalUIOCh MECTa B APYIMX IVIaBaX HACTOSILIETO
PYKOBOZICTBA.

06yyeHune HaBbIKaM peaHUuMaLuu
Mone3Hblii onbIT

» Pomutenu u nuia, OCYIIECTRISIIOIIME YXOJ 32 JETbMH C Ce-
PBE3HBIMA HEHPOMBIIIICYHBIMU 3200JICBAHUSMY, B TOM YHCIIC
¢ manmertamu Ha VIBJI 1 ¢ TpaxeocToMoHl, TOKHBI 00I1a1aTh
0a30BBIMI HaBBIKAMH TI0 CEPICTHO-JIETOYHON pPeaHUMAaITHH. [\/]
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Ocobblie 3ameyanus

MamATKN Ha IKCTPEHHbIe cny4Yau

Mone3Hblii onbIT

» Ha ciry4aii 1eIxaTreabHBIX 000CTPEHHI pEKOMEHTYETCS HMETh
MMMCHBMEHHYIO MaMATKY C KOHTAKTHBIMH JJaHHBIMU CIIEIHAITHU-
CTOB, PYKOBOJICTBOM IO METOJaM JAPEHUPOBAHHUS MOKPOTHI
Y MIPU HEOOXOIMMOCTH — 110 HacTpolikaM anmnapara NUBJIL. [\/]

BpoxpaeHHble MMacTeHN4YecKue CUHAPOMbDI

BpoxeHHble MUaCTEHHYECKHE CHHAPOMBI OTIIHYAIOTCS OT
oonpmmHCTBA Apyrux HM3 TeM, 4To 3a4acTyro XapakTepH3yIoT-
sl CYIICCTBCHHBIM JMANla30HOM MBIIICYHOHN CJIa00CTH: OT OTHO-
CUTEJILHO JICTKOW Y TIOABMXKHOTO PeOCHKA JI0 JBIXaTeIbHOW He-
JIOCTAaTOYHOCTH, Pa3BUBAIOIICHCS B TEUCHUE HECKOJIBKUX YacoB,
a B OTJICTILHBIX CIIy4asiXx — HECKOJIIbKUX MUHYT, KOTOpasi HEPEIIKO
MIPOBOIMPYETCS OTHOCUTEIHHO JIETKOW BHUPYCHOW WH(EKIHeH.
Onenka pyHKIUH ABIXaTeFHBIX MBI Y TAKUX JIETeH B 3710pO-
BOM COCTOSIHWM HemokaszarenbHa. Ha HacTosimiee Bpems He Cy-
[IECTBYET OKa3aTeIbHON 0a3bl ISl CO3MaHMs PyKOBOJICTBA IIO
pecrmpaTopHON MOMACPKKE ACTEH ¢ BPOKIACHHBIMA MUACTEHU-
geckumu cuaapomamu. Ha cemuuape*® B 2009 1. 6buim mpeio-
JKEHBI PEKOMEHIAINH 110 PECITUPATOPHOIN MOANEPIKKE IeTel IpH
TaKUX COCTOSIHUSX. Huxe nmepedncieHbl OCHOBHBIC ITYHKTHI.

e KaxnoMmy pebeHKy C BpOXKICHHBIM MHACTEHUYECKIM CHHJIPO-
MOM Ha CJIy4ail OOJIe3HH WIIM Pa3BUTHS HEOTIIOKHOTO COCTO-
SIHUS TOJDKHA OBITH 00eciiedeHa BO3MOXKHOCTE OBICTPOTO JI0-
CTyna K MECTHOM NeAnaTpruiecKor mMOMOIIH.

e JleTeil C pUCKOM pa3BUTUS PECIIMPATOPHBIX OCIOKHEHHM, KaK
B CHJIy HACJEICTBCHHBIX MPUYMH, TaK U U3-3a UMEIOIIUXCS
B aHaMHe3¢ 3a00JIeBaHU JBIXaTeNLHBIX MyTel WK Oynbp0ap-
HOW HEIOCTAaTOYHOCTH, HEOOXOAMMO 00CIIC0BATh B MECTHBIX
OTJENEHUSX AETCKOU MyTbMOHOJIOTHH, B TOM YHCIIE TIPOBOANUTH
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MTOJIMCOMHOTPa(pHUECKIE UCCIIEAOBAHMS CHA, C IIEIBI0 OTpe-
JIEJICHUS CXEMBI JbIXaTeIbHON HOAECPKKU.

e Bce nuua, oCyIecTBISIFOIINE YXO 33 I€TbMU C BPOXKACHHbI-
MU MHACTEHUYECKUMH CHHIPOMaMH, JOJDKHBI TPOXOIUTH 00-
yUYCeHHE HaBBIKaM PeaHUMAIH, B TOM YUCJIEC TIOMOIITH IIPH TI0-
nepxuBaHuu. st 1erei ¢ BBICOKMM PUCKOM Pa3BUTHS OCTPOU
JIBIXaTeIbHON HEIOCTAaTOYHOCTH TaKoe OOYyYeHHUE JOJDKHO
TaK)Ke BKJIFOYATh UCIOJIh30BaHUE MelTka AMOYy.

e Jlersim ¢ HeomHOKpaTHRIMU 3nr3oaaMu O/IH moxeT ObITh He-
o0xofFiMa armaparypa JJis JoOMallHeld HeWHBAa3UBHON BEHTH-
JISIUUY JIETKUX Ha Cilydail HEOTJIOKHBIX COCTOSHUM.
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Mpunoxexne 2
Heiipombiweynbie 3abonesanus,
ynomuHaemble B pYyKOBOACTBE

Hetfipompimeunsie 3a0071eBaHAS — 3TO PACCTPONUCTBA JBH-
rareilbHON eIWHUIIBI, KOTOpas BKJIIOYAET AP0 JBUrareIbHOTO
HellpoHa B MepeHeM pore CIUHHOTO MO3ra, mnepudepuieckoe
HEPBHOE BOJIOKHO, HEPBHO-MBILIEYHBI CHHANC U MBIIIECYHYIO
TKaHb. [Ipy HanM4YMU MBIIEYHON CIa0OCTH TAKEION CTEICHH,
KakK PaBWJIO, Pa3BUBAETCS BTOPUYHAs Ae(opMaLus CKeleTa.

B OonpmmHCTBE CiydaeB HeHpOMEBIIEUHbIE 3a00JI€BaHUS
SBJISIFOTCSL TEHETUUECKUMH. 3a IOCJICAHUE ABA ECSITUIIETUS MBI
CYLIECTBEHHO NMPOABUHYIMCH B TOHMMAaHUH ITaTOT€HE3a HEHpo-
MBILICYHBIX 3a00JIeBaHUK HAa TEHETHMYSCKOM M MOJIEKYIISPHOM
ypoBHAX. B HacTosmiee BpeMsi pOBOASTCS UCCIEOBAHUS T€H-
HOM Tepanuu ajsi MuogucTpodun [romeHna, 0HaKo eTUHCTBEH-
HOE UCHOJIb3yIolIeecs Ha NaHHbI MoMeHT Jeuenne HM3 — ato
cTepouasl B ciaydae muonuctpopun omenna u ¢pepmenrtosa-
MECTHTENbHAs Tepanus B cirydae Oose3nu [lomme. Hexotopeie
BPOXKJICHHbIE MHACTCHUYECKHE CHHIPOMBI XOPOILIO OTBEYAIOT
Ha CHUMITOMAaTHYECKYIO TEpaIHio IpernaparaMi, BO3IEHCTBYIO-
UMMM Ha Tepefady UMIIYJIbca B HEHPOMBIIIEYHBIX CHHAICAX.
HexoTopsie HelipombllieuHble 3a00JI€BaHNsT CUUTAIOTCSI TIPHOO-
PETEHHBIMH, HalpuUMep BOCHAIUTENbHAs HeWpomarus, Bocla-
JUTEIbHAS MUONATUSl WM MHAcTeHusl. Bce OHM TeopeTHdecKH
MOAJAIOTCS JICUCHHUIO, HO NIPU OCJIA0JICHUN OPTaHU3Ma BO3MOXK-
HBI OCJIO)KHEHHSI CO CTOPOHBI JbIXaTeIbHON CHCTEMBI.

IIpu HeipoMbImedHbIX 3a00JI€BaHUAX TMOPAXKAIOTCS IbI-
xatenbHas W OynabOapHash MyCKyJarypa, MBIIIIbI TepeTHen
OpIOIIHOW CTEHKH, YTO MPUBOJUT K PAa3IMYHBIM PECIUpaToOp-
HBIM OCJOKHEHUSIM. Bropuunsle nedopmanuu ckenera, Takue
KaK CKOJIN03 WM PUTHIHOCTH NTO3BOHOYHHUKA, TAKKE HETATUBHO
CKa3bIBAIOTCS HA (PYHKIMAX JbIXaTeNbHOM cucTeMsbl. [lockoibky
YKa3aHHbIC TPYNIBI MBIIIL] OKa3bIBAIOTCS PA3IUYHBIM 00pa3oM
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3aTPOHYTHIMH TP HEHPOMBIIIEYHBIX 3a00JEBAHUAX, (OPMBI
OCJIO)KHEHHM CO CTOPOHBI JIbIXaTEJIbHOM CUCTEMBI MPU pa3auy-
HEIX HM3 Taxke pasmugaroTcs Mexay co0oit. Pecimparopmsie
OCJIOKHEHMSI TIPH TSHKEJION (opMe MPOrpecCUpyroniero Heknpo-
MBIIIEYHOTO 3a00JIeBaHuUs HEN30S)KHBI, ¥, KaK MPaBUIIO, OHU pa3-
BHBAIOTCA 110 MEPE pa3BUTHS MbIIIeyHOH cnaboctu. [Ipu HekoTo-
PBIX OOJIE3HAX OCIOKHEHHUS CO CTOPOHBI JBIXAaTEIILHOW CUCTEMBI
TpPyAHEE MPOTHO3UPOBATH: TaK, HANPUMEP, MPU BPOKICHHBIX
MHACTEHUYECKUX CHUHAPOMAX OHU MOTYT CIy4aTbCs MEPUOAU-
YECKU, HHOTAA BCTPEYAIOTCS Y NAUMEHTOB, COXPAHIIOIIUX CIIO-
COOHOCTPH XONIUTh, HalIpuMep npHu Oose3rn [lomre 1 HEKOTOPBIX
BPOXKJICHHBIX MHOIIATUSIX. PecruparopHble OCIOXHEHHUS OTS-
TOIIAIOT COCTOSHHE MAalMeHTa W YacTO CTAHOBATCS (HaKTOPOM,
OTPAaHUYMBAIOIINM MPOJIOJDKUTEIBHOCTD KU3HU. Takue OCIOX-
HEHUS 110 OOJIBIICH YaCTH SBIISIOTCS IPOTHO3UPYEMBIMH, TI0STO-
My HCXO[Is M3 3a00JIeBaHUS MMAIIMEHTa U TIOHUMAaHUS TOTO, KaKUX
OCJIO)KHEHHUM CO CTOPOHBI IbIXaTEIbHOU CUCTEMBI CIIEIYET 0XKU-
JIaTh, MOKHO JTydIIle TOJ00paTh COOTBETCTBYIOIIEE JICUeHHE.

Tspkenple pecnUpaTOpHbIE OCIOXKHEHUS MOTYT Hadarb
MPOSIBIISITECSL yKE B Teprol HoBopoxaeHHocTH. Cpenu 3a00-
JIEBaHUH, JUIS KOTOPBIX OCOOCHHO XapakKTepeH NeOI0T B BHJC
JBIXaTeIbHON HEOCTATOYHOCTH B HEOHATAJIBHOM MEpUONEe, —
BPOXJICHHBIC MUOTIATHU, B OCOOCHHOCTH MHOTYOYJISIpHAs MHO-
MaTusl ¥ HEMaJIUHOBAsI MUOMIATHS, BPOXKACHHbBIE MBIIIICUYHBIE JHUC-
Tpo(hUM ¥ BPOXKIACHHBIE MUACTEHHUYECKHE CHHIPOMBI.

CnuHanbHas Mbllwey4Has aTpodms

Cawmpiii pactpoctpadeHablii THI CMA CBSI3aH C TOMO3H-
TOTHOM Jenenueit 7-ro u 8-ro sk30H0B reHa SMN1 wim apyrumu
MEPECTPOMKAMH ITOTO XKe TeHa. Y JIeTel ¢ TakuM 3a00JIeBaHuEM
HE 3aTPOHYTHI KOTHUTHBHBIC ()YHKIIMM W HE HAOIOMACTCs Clia-
00CTh JIUIIEBOI MyCKyNaTyphl (110 KpaifHeH Mepe, OHa OTCYTCTBY-
€T B TIEPHUOJ 1O TPOSBICHUS JBIXaTEIhbHON HEIOCTaTOYHOCTH).
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VY neTeii mpUCYTCTBYET CIadOCTh KOHEYHOCTEH, KOTOpas mpeBa-
JTUpPYeT B pyKax W MPOKCHUMAaNbHBIX oTnenax. [lopaxarorcs me-
KpeOepHbIe MBIIIIIBI, AHadparmMa ocTaeTcsi OTHOCUTEIHHO He3a-
TponyToii. [Topaxkaercs Takxke OyabOapHas MyCKyaTypa.

CMA pazgensroT Ha 1-i1, 2-i u 3-i1 TUTIBI B 3aBHCHMOCTH OT
COXPaHHOCTH JIBUTATEIBHBIX (DYHKIIUH: MAIUCHTHI C 1-M THIIOM
HE CITIOCOOHBI CAMOCTOSITEIBHO CUICTh, MAIUEHTHI C 2-M THIIOM
MOTYT CaMOCTOSITEIBHO CHJIETh, HO HE CTOSAT, MAI[MEHTHI C 3-M
THUTIOM MOTYT CaMOCTOSITEIBEHO XOIuTh. OIHAKO CHEKTP TsHKe-
cTi 3a00JIeBaHUS TIPEACTaBISAET COOON KOHTHHYYM, IOITOMY
nccienosarens Bukrop JlyOoBHI MpemioKui JOMOIHUTENb-
HO KCIIOJIb30BaTh ACCATHOANBHYIO IIKAIY B MpeaesiaXx KaKIoro
tuna CMA (aanpumep, tun 1; 1,0-1,9)1. Kak npasuro, creneHsb
MOPAKEHUS ABIXaTEIHHOM U IBUTATEILHON MYCKYJIaTyphl COBIIA-
naet. M3-3a BeIpakeHHO# ciabocTu Oyian0apHON MYCKYIaTypbl
Y MEXPeOEPHBIX MBIIIII y MAIMEHTOB YacTO Pa3BUBAIOTCS ITHEB-
MOHHH — aCIUPAIlMOHHBIE WM HH()EKIIMOHHBIE — B CHITy CHHU-
YKEHHOH (YHKIIUHU IPEHUPOBAHUS OPOHXOJIETOYHOTO CEKpeTa.

[lepBslit THI: paHbIIe OOJIBIIMHCTBO MAIMEHTOB HE JTOXKH-
Baliy 110 2 JIET, KaK MPaBHIO, M3-32 PECIHPATOPHBIX OCIOXKHE-
HUN. AIOC ¥ COaBT. B CBOEM HCCIICJIOBAHHUH MPEAIaraoT pa3iu-
Yark TPYIIY MalMEHTOB ¢ MaHudecTanueil B TeYCHUE NEPBhIX 3
MecC. XHU3HH, B 3TOM CITy4ae MPOrHO3 MEHee OIaronpusITHEIN, 4eM
B TPYIIIE MAMEHTOB ¢ MaHudecTanueii ¢ 3-ro mo 6-i MecsIr.

Bropoii Tun: y momaBisomero OOJBIIWHCTBA MAIUEHTOB
pecnupaTopHbIE OCIOKHEHHS Pa3BUBAIOTCS B IETCKOM BO3pacTe,
HO 3TO TaKXe MOXKET 3aBUCETH OT OOINEi BBHIPAKEHHOCTH MEI-
IICYHOM CJIa00CTH. 3eppec U COABT. B UCCIIC0BAHUU KOTOPTHI U3
168 manueHToB 3aperucTpUpOBAIN ClIydyad THEBMOHHUM B Teye-
HUE TIEPBBIX 5 JIeT XU3HU y 28% MalMeHTOB, KOTOPBIE MOTIIN CH-
JICTh, HO HE BCTaBaTh, U y 24% MalueHToB, CIOCOOHBIX BCTABaTh;
OJIBIIIIKA B TEUCHHE TIEPBBIX 5 JIET KW3HU Habmromamack y 12%
MIAI[UEHTOB, KOTOPBIE MOTJIN TOJIEKO CHIETh, U HU y OJHOTO W3
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MAIMCHTOB, CIOCOOHBIX BCTaBaTh’. AIOC W COaBT. OTMEYAIOT
HEO0OXOAMMOCTh HOYHON HEMHBAa3WBHOW BEHTIISIIMOHHON IOJ-
nepxkku y 38% manuenToB u TpaxeoctoMun y 15% u3 uccienye-
Mo# koropThl B uncie 100 maruertoB co CMA 2-ro tuma’.

Tperuit Tun: apixarenbHas QYHKIUS OCTaeTCsi COXPaHHON
JI0 TIOJIPOCTKOBOTO BO3pacTa, 3ateM cieayeT camxkerue JKEJI, Ho
CYIIECTBEHHBIE OCIIOKHEHHSI CO CTOPOHBI ABIXaTEIbHON CUCTEMBI
B JICTCKOM BO3PAcTe BCTPEUYAIOTCSI PEIKO>.

CMA ¢ pecnupaTopHbIM AUCTPECCOM

CriuHasbHas MbllIedHas aTpodus ¢ PeCHUpPaTOPHBIM JHC-
tpeccoM (SMARD) — 3T0 remeTndeckn HEOAHOPOIHAS TPyIIa
3a00JIeBaHUH, TIPOSBISIOMIMXCS JBIXaTeIbHOH HEIOCTATOYHO-
CThIO BeliefcTBHE mape3a auadparmel. SMARD! pasBuBaercs
npu MyTtanusax rena [IGHMBP? u umeeT ayrocoMHO-pelieCCUBHBIN
TUI HacnenoBanus. Kak npasuio, 3a00neBaHye BIEPBbHIE MPOSIB-
JISieTCs AbIXaTeJIbHOM HEeJOCTaTOYHOCTRIO B BO3pAcTe OT 6 Hell. 10
6 Mec., 4acTO 3TO COIPOBOXKIAETCS DBEHTpaIel auadparMer.
B otmmane ot CMA 1 3a0071eBaHus XapaKTepHA BhIPAKCHHAS
ciabocts quadparmel. [1o3aHee pa3BuBaeTcs C1ab0CTh KOHEYHO-
cTel, mpuieM OoJIblIe 3aTPOHYTA JUCTANbHAsE MyCKYJIaTypa, 4eM
MIPOKCUMalbHas1, U pyKH — OOJIbIIIe, YeM HOTH.

Mbiweunas auctpochus NrowenHa/bekkepa

MJ/I u mbimeynas nuctpodus bekkepa (M/Ib) — aT0 3a-
OosieBaHMs ¢ X-CLEMJICHHBIM HacjeJOBaHHEM, O0yCIIOBIECHHbIE
MyTalsIMU B TreHe aucTpoduHa. besnok aucTpoduH BXOIUT
B COCTaB IIUTOILIA3MATHIECKOH MEMOpaHbI MUOITUTA (CAPKOJIEM-
MBI), €r0 QYHKIHEH MPENNONIOKUTEIBHO CIUTACTCS CACPKUBA-
HUE HUCTOIIEHUS MHOIINTA, CBSI3aHHOTO C €ro COKpAIIECHUSMHU.
M/l v MBJl npeacraBisioT co0OW MBIINICYHYIO TUCTPOPHUIO
Pa3NUYHOM CTENEHM TSKECTH, HO Kaxkaoe u3 3a0oJeBaHuil Tak-
JKe IMEeT quara3oH Tshkectu nposiinenus. [Tpu M) dyakims
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TUCTPOUHA YTpadMBaeTCs TONHOCTBIO, JeOrT 3aboieBaHUs
MIPOUCXOANT B paHHEM BO3PAaCTe, XapakTepHO Ooiee CKopoe Mmpo-
TpecCHpOBaHUE U MOTEPS CIIOCOOHOCTH CAMOCTOSATENBHO XOIUTh
K 13 rogam. [Tpu MZIb dyHknus nucrpoduna ocraercst yacTuy-
HO COXpPaHHOMH, 3a00JicBaHME HAUMHACT IMPOSBISITHCS IMO3JIHEE,
MeEJICHHEE TIPOTPECCUPYET U MALUEHT COXPAHSIET CIIOCOOHOCTh
K CaMOCTOSITeNILHOM X0/1b0€ 710 16 NeT u Joble.

MJJI — camoe pacnpocTpaHeHHOE HEHpPOMBILLIEYHOE 3a00-
JIeBaHWE B TIEIMATPHUYECKOH MpakTHke. 3a0oeBaHne BIIEpBbIE TIPO-
SIBJISIETCSL paHee S-JIETHErO BO3pACTa; Kak MPaBUIIO, HO HE BCEINa,
IIPOUCXOIUT 3a/I€P’KKa MOTOPHOIO Pa3BUTHSL, YACTO IPUCYTCTBYET
TakKe o0Imas 3ajepkKa pa3BuTHs. Hapacraer mporpeccupyroras
CUMMETPHYHAS CJIA00CTh MPOKCUMAJIBHON MYCKYJIaTyphbl, 3aTpar-
BaroLIasi HOTH B OOJIBLICH CTENeHH, YeM PyKH. Y MaluMeHTa pa3BiBa-
€TCsl TICEBIOTHIIEPTPO(DHSI, 0COOCHHO BBIPAKCHHASI B UKPOHOXKHBIX
MBIIIIAX, TAKKE MCEBJOTUIEPTPOPHUNA MOTYT OBITh MOIBEPIKEHBI
BHUCOYHAsI, JKEBATEJIbHAs MYCKYJaTypa W MBILILBI PEIIUICYbs.
YacTo ObIBaeT 3aTpOHYT HHTEJUIEKT, HO PEIKO B TSHKENOW opMe.

Kapnuomuonarus npu M1/, kak mpaBuiio, pa3BUBaeTCs Ha
CTaINH TSKEIION c1ab0CTH CKENIETHON MYCKYJIaTyphl, HO MMOPOH
HauMHAeTCs ¥ Ha Oojiee paHHUX dTanax. [Ipu MJIb kapauomuo-
MaTusl MOXKET MPOSBIISITHCS YXKE Ha JTarle JIErkol CTelneHu cia-
00CTH CKeJETHBIX MBI, [Ipy OTENbHBIX THITAX MyTaIUil reHa
JUCTPO(QUHA PA3BUTHE KapIMOMHUOIIATHH HE CBSI3aHO CO CJIabo-
CTBIO CKEJIETHOU MYCKYJaTypBbl.

[TpomomKHUTENEHOCTD JKU3HU TAIIMEHTOB ¢ MAOTUCTPO(HSI-
M ¢ 1960-X TOIOB YBEIMUNBACTCS OT JCCITHIICTHS K ICCITHIIC-
THIO U B HacTosiiee BpeMst npesbiiiaet 25 ner’. [pu M xu3-
HEHHAsl EMKOCTb JIETKUX OBICTPO COKPAIIAETCs B POMEKYTKE OT
10 go 20 net, mocne 20 JeT TEMIBI COKPAILIEHUS 3aMEJISIOTCS.
ITo pesynpTaramMm OJHOTO KOTOPTHOTO HMCCIEAOBAHUS, CPEAHHIA
BO3pacT, KOIJa HauMHajla HCHOdb30BaThesa mnonaaepxka WBJI,
cocrasisn 20 ner (auamaszon ot 14 et mo 31 roma)’. s M/Ib

192



Mpunoxenns

pecnuparopHbie OCIIOKHEHHUS B JIETCKOM BO3pacTe HeXapakTep-
HBL. Y XKEHIIMH — HOCHUTEJEeH MyTaliii TeHa ITUCTpopuHa —
TaK)Ke MOXKET TPOSIBISATHCS MBIIIEYHAsI C1a00CTh, KOTOpast, KaKk
MIPaBHUJIO, HE JOCTUTAET THKEIIOW CTETIEHU B IETCKOM BO3pacTe.
MJ1/I-ioo0OHbBIN GEHOTHUIT B TSDKENIOM CTEIIEHU BCTPEYaeTCs peji-
KO U IIPEUMYIIECTBEHHO CBA3aH C XPOMOCOMHOM TPaHCIIOKALUEN.

JththexkTBHOCTL NpUMeHeHus crepoupaos npu MAA

OnuH KOKpaHOBCKUI 0030p, IPOaHAIN3UPOBAB UCCIIEI0BA-
HUS 0 HCIOJIb30BAHUIO IIIIOKOKOPTHKOCTEPOHIIOB, YKa3bIBaeT
Ha TO, YTO CTEPOM[bI IOBBILAIOT CUIY U (DYHKLIMIO MBI HA
CPOK 6 Mec. ¥ CTaOWIIM3UPYIOT MBIIICYHYIO CHITY M QYHKIHIO Ha
cpok 110 2 niet’. YeThIpe UCCIeJOBaHuUs, TOCBSIICHHbBIC aHATH3Y
KU3HEHHON €MKOCTH JIETKHX, YKa3bIBalOT Ha TO, YTO B CPEIHEM
noka3zarens JKEJI yepes 6 Mec. nmociie Hauana npuema mnpenapa-
TOB yBenuuuBaetcs Ha 0,14-0,17 i’

Heckonbko HepaHIOMU3UPOBAHHBIX MCCIECAOBAaHUN yKa3a-
JIM Ha IOIATOCPOUYHBIN MOJIOKUTENbHBIN 3 (eKT Tepanuu crepo-
uaaMu Ut QYHKIUM ObIXaHUsL. burrap u coasT. 3auKkcupoBanu
cyliecTBeHHoe paznuuue B nokasaresnsix JKEJI y manpuukoB, mo-
JyYaBIIUX TEPAIUIO MpernapaToM Aeda3akopT, U HallUeHTaMU,
HE TMOJy4aBIIUMHU Takoil Tepamuu, B Bo3pacte 10, 15 u 18 ner,
MIpUYeM pa3HHLA B MOKA3aTeIsIX CO BPEMEHEM YBEINYHBAIIACH.
B 18 net 46% w3 rpynnsl, He MOTy4aBIIEH JIEUEHU CTEpOUIa-
MH, nonbe3oBanuck HouHoi HUBJI npotus 0% n3 rpynmnsl, noiay-
yapiuei edeHne®.

KoHeuHoCTHO-NOSICHAs MbIWweYHas aucTpothus

DTO reTeporeHHas rpyria CUHIPOMOB, 00YCIIOBJICHHBIX pa3-
JIMYHBIMU TEHHBIMU MyTanusiMu. [I[puHsTO Ki1acCu(DUITUPOBATh X
[0 TMAaTOTCHETUYECKOMY MPUHIUIY. AYTOCOMHO-IOMUHAHTHBIM
THN HaciaenoBaHua uMeroT 10% Takux 3a0oneBaHui, U Ha JaH-
HBII MOMEHT H3BECTHO TPH THIIA TEHOB, Ne(EKTHl KOTOPBIX
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obycmopnuBator KIIMJ[: LGMD 1A-C. Ilo ayrocomuo-perec-
CUBHOMY THITy Hacnenytotcs 90%, u ceityac u3BecTHsl 15 THIOB
TCHOB, AC(PEKT KOTOPHIX BBI3BIBACT 3aboneBanue: LGMD 2A-0O.
Kaxnp1ii cuHIpOM, OTHOCSIIMKACA K KOHEYHOCTHO-TIOSICHON MBbI-
HICYHOM TUCTpOdUH, UMEET pa3IMYHbIC CTEIICHN TSDKECTH, B TOM
yucie Je0T B ISTCKOM MK B3pociioM Bo3pacte. [eoror KITM/]
B JIETCKOM BO3pPAacTe BCTPEUAETCS PENKO, U B TAKOM CIIyyae CHH-
npoM uMmeet Qenorurn, cxomubii ¢ MJ] nmu MJIB. CHmxenne
JIBIXaTeTbHON (PYHKIIMH COITyTCTBYET IOTEPE CHOCOOHOCTH XO-
JUTH TIPU HATMIHUN TIPOTPECCUPYIONIEeN c1aboCTH KOHEYHOCTEH.

Nuue-nonaroyHo-nneyeBas MbllieyHasa guctpodus
Nanpysu—[exepuna

JIune-nonaroyno-neyeBas MBIIIEUHAs JCTpOdHs
(JUIIMA) — a10 Muoauctpoduueckoe 3a00IeBaHUE ¢ ayTOCOM-
HO-JOMUHAHTHBIM HAacCJICAOBAaHUEM, OOYCIOBICHHOE EICLMIMU
B oOnactu TaAeMHoro noBropa D474 na xpomocome 4q. Bozpact
neOroTa 3a00JICBaHUS Pa3IMuCH U MOXKET BapbHPOBATh B TIpEIeIax
ofHOM ceMbU. [IpoucXOmUT HUCXOAALIEE PACIPOCTPAHEHUE MBbI-
LIEYHON CITa00CTH, HAYMHAS C JIMIIEBON MYCKJIATyphl, HA MBIIIIIHI
TUICYEBOTO T0sica, HapyIaeTcst (GYHKIUs JIOTIaTKU U pa3BUBACTCS €€
KpbU1000pazHoe oTcTosiHMEe. Briocnencteum pasBuBaercs cinabocTb
MPOKCUMAJIBHBIX MBIIIL U THUIHOTO CTUOaHUsI BEPXHUX U HUKHUX
KOHEYHOCTEH U 3aTeM — CJ1a00CTh M0sICa HUXKHUX KOHEYHOCTEH.

B 2-5% cnyuaeB BcTpedaercs Tspkenas gopma JUJITIM/]
¢ nmebroToM 3a00JIeBaHUS B JIETCKOM BO3pacTe, CIIa00CTHIO JIH-
LIEBOM MYCKYNIaTypbl U BBIPRXKEHHBIM TOSCHUYHBIM JIOPIO30M,
KOTOpBIM 3a4acTyl0 COUETAeTCSd C HEUPOCEHCOPHOM TYroyXo-
cThio 1 Oone3Hbio Koarca (Backynomnatust cetyarku). CHIKEHHE
IbIXaTedbHON QyHKIMHU, Tpedyromee nogaepxxku WBJI, Bctpe-
qaeTcss peako (mpuOnusuTenbHo y 1% mauueHToB); Kak Impa-
BWJIO, Y TaKUX MALMEHTOB 3a0osieBaHuMe Mpossisercs no 20
JIET, OHU UCIIONB3YIOT AJISl IEPEABIDKCHUS WHBATUIAHOE KPECIO
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1 UMCIOT BBIPQKEHHYIO Je(hopMaIinio mo3BoHouHuKa’. [Toatomy
OCIIOKHEHWSI CO CTOPOHBI JIBIXaTeIbHON CUCTEMBI JIJISl TAIIHEHTOB
¢ JUITIMJI meTrckoro Bo3pacTa HeXapaKTepHBI U MOTYT C OO0JIb-
ed BEPOSTHOCTBIO IPUCYTCTBOBATh y TEX MALIMEHTOB, Y KOTO-
PBIX 3a00JIeBaHKEe POSBUIOCH B PAaHHEM JIETCKOM BO3pacTe.

Mebiweunas guctpodns Imepu—[peiichyca

Meimeynas aucrpodus Imepu—petidyca (M) npen-
CTaBJIsIeT COOOH reTeporeHHyo rpymiry 3adoneBanuii. M/I3]1 1-ro
THIIA UMeeT X-CBA3aHHOE Hacjlel0BaHUWE U OOYyCJIOBJIEHA MyTa-
MU B TeHe aMepuaa. MJIDJ] 2-ro u 3-ro THIIOB — ayTOCOM-
HBIE JIOMHHAHTHBIC U PELECCHUBHBIC 3a00JICBaHUSI COOTBETCTBEH-
HO Y CBsI3aHbI C MyTalMsAMH B reHe Oenka JamuHa A/C. Jlpyrue
tunel (M1 4, 5 1 6) 00yCIOBIMBAIOTCSI MyTALMAMH B JPYTUX
renax (SYNE1, SYNE2 u FHL1). 3aboneBanrie MOXXET Hayarhb
MPOSIBIISITECS B JIFOOOM BO3pacTe, Hanbosee YacTo 3TO MPOUCXOIUT
B MO3JJHEM JIETCKOM WJIM PaHHEM B3pocioM Bo3pacte. Ha panneit
CTaAuH, O 3aMETHOTO MPOSBJICHUSI MBILIEYHOM cIab0CTH, pa3BU-
BAIOTCSI KOHTPAKTYPBI JIOKTEBBIX CYCTABOB Y KOHTPAKTYPhI axuJi-
JIOBBIX cyxoxminil. Eie onHa xapakrepnas yepra M2/ — pu-
THIHOCTh ITO3BOHOYHHKA (OTpaHWYEHHE B JBIDKCHHSX TYJIOBHIIA
U 1ied). MplevHast c1adoCcTh PacpoOCTPAHSIETCsl B HUCXOSIIEM
HAaIlpaBJICHUH, Pa3BUBACTCS JIONATOYHO-IIeYeBast caboCTb, KPbI-
J1000pa3HOE OTCTOSIHUE JIOMATKHU, CJIa00CTh OHLerca U TPHULEICa,
TBUIBHOTO CTHMOaHusI TOJICHOCTONHBIX cycTaBoB. Ilpm myTtarmsix
reHa HMEpUHA MOTYT pa3BHMBAaThCs KapIMOMHOIATHS C Hapylle-
HUEM Cep/IEYHOM MTPOBOIMMOCTH U MEPLIATENILHON apuTMHUEH; I
MyTaiuii reHa jjamuna A/C 0osee XapakTepHbl (GUOPHILIALIS HKe-
JYJIOYKOB M IWJIaTallMOHHAs Kapauomuonatest. [Ipu 3ToM B ciydae
MyTauuii rena tamuHa A/C anana3oH TSHKECTH CUMITTOMATHKH MO-
XKeT OBITh BeCbMa LIMPOKHUM; B CITy4asX TSKEIO (POpMBI TIpH3HA-
KU 3a00JIEBaHHS M CKJIIOHHOCTB K IIPOOJIEMaM CO CTOPOHBI JIbIXa-
TEJBHOM CHCTEMBI MOTYT HPOSIBISITECS YKE B paHHEM Bo3pacte'’.
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BpoxpaeHHble MbiweYHble gucTpotun

Jeb6roT maHHOM TPYIITEI 3200I€BaHUH ITPOUCXOIUT YXKE IPH
POXICHUHU U BBIPAXKAETCS B CHIPKEHHOM TOHYCE, MBIILIEYHOH Clia-
060cTH 1 HaTMYMK KOHTpaKTyp. Takue 3a0oneBaHus HE TIpOTpec-
CUPYIOT WJIM MPOTPECCHUPYIOT OY€Hb MEAJICHHO. YPOBEHb Kpea-
TUHKUHA3bl MOJKET OBITH B HOPME WJIH CJIETKA ITOBBIIIEHHBIM, HO
[IPY 5TOM OMOTICHSI MBILIEYHOU TKaHU AEMOHCTPUPYET HAIUYHE
nuctpopuueckux u3MeHeHHd. MHorue u3 3a0ojeBaHUM 3ToH
IPYIIBl UIMEIOT CBA3aHHBIE C HUMH CTPYKTYpHBIE HApyLICHHS
TOJIOBHOTO MO3Ta U HapyIICHUs 3pCHHUS.

Camas pacmpocTpaHeHHass Cpemyd JTOW Tpymimbl 3abole-
BaHU — MEpO3WH-JIePUINUTHAS BPOXKICHHAS MBIIICYHAS JTUC-
tpodus (BM1A). D10 3ab0seBaHre C PEIECCCHBHBIM THIIOM
HaCJIEZIOBaHUs, OIpPEIENIAIONeecs MyTalUsIMU TeHa JlaMUHa
A2, KoTOpBIE MPHUBOIAT K Aeduuuty Oeika isamuH A2 (Mepo-
3MH) B MEXKJICTOUHOM BEILECTBE MBILICYHOM TKaHH. [laronorus
MpOSIBIISICTCS B JUANa30He CTeNeHel TskecTu. MeHee TsKelble
(hopMBI BCTpedaroTcsi peke, damie 3aboneBaHue (DUKCHpYeTCs
C POKIECHHUS B TSDKEJION CTENEHU c1a00CTH MBIIII] JIMLA, TYJIOBU-
A ¥ KOHEYHOCTEW. XapaKTepHbl TAKKe TPYAHOCTU IIPU KOPM-
JIEHUU U pecnuparopHble ociiokHeHus. MPT roinosHoro mosra
MOKAa3bIBaeT M3MEHEHUs B OeoM BemlecTBe. KOrHUTHBHEIE CIIO-
COOHOCTH, KaK MPaBHUJIO, HE 3aTPOHYTHI. DNUJICITHUECKUI CHH-
npom Becrpeuaetcs B 30% cirydaes.

Hpyrast rpynna BpoXXJEHHBIX MBIILIEYHBIX TUCTPO(UI CBsI-
3aHa ¢ HapylIeHHEeM IIIMKOJIN3a O-AUCTPOIIMKaHa, KOTOPOE MPH-
BOIUT K IATOJNOTHAM B (OPMHpOBAaHWMHU OazambHOW MeMOpaHbI
KalWJUIIPOB TOJIOBHOTO MO3Ta, MBIIIEYHOW TKaHM U IIa3. JTa
rpynna M/I cBsi3aHa ¢ KOPKOBOW AUCIUIA3UEN TOJIOBHOIO MO3ra
W MAaTONIOTHSMHU TNa3a. B rpynmy BXxomsT cienyromme 3abole-
BaHMSI: MblIeuHas auctpodus thma Dykysima, MbIIIEYHO-TIIa-
30-M03r0Basi 00JIe3Hb U CHHIPOM Yokepa—BapOypr. Yka3anHsie
CHUHIPOMBI, KaK IIPAaBUIIO, CONPSKEHBI C HApyLIEHHEM MO3TOBOM
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JESITeNbHOCTH, KOTOPOE MOXKET OBITh HACTOJBKO TSDKENBIM, YTO
BBIPQ)KEHHYIO THIIOTOHHUIO M CHIDKEHHYIO JABUI'ATENIbHYIO AKTHB-
HOCTb CBSI3bIBAIOT UMEHHO C HUM, YIIyCKasi U3 BUIY HEPBHO-MbI-
IIEYHYIO COCTABISIOUIYIO.

Bpoxaennas muomuctpodus YibpHxa CBS3aHa C Hapy-
MIEHUSIMH KoJu1areHa 6-ro TUIIA, KaK U B CjIy4dac C MUonaTuein
bernema, koTOpas nposBIsAETCA C MEHBIIEH CTENEHBIO TAKECTH.
Mpieunast aucTpodus Ybpprxa nposiBisieTcs: MBIILIEYHOH ci1abo-
CTBIO C KOHTPAKTYPaMH MPOKCUMAJIBLHBIX CYCTaBOB U I'MIIEPIIOA-
BI)KHOCTBIO JTUCTAJIBHBIX CycTaBOB. MOTyT Takxe HaOIooaThes
OpTOIIEINYECKUE NTATOJIOI UK TUCILIA3Us Ta300€IpEHHOIO CyCcTa-
Ba, KPHUBOIIIEs, CKOJIHO3. Bys0apHas MycKkynarypa, Kak MpaBuiio,
cepbe3Ho He 3arpoHyTa. [Tokazarens JKEJI HaunHaeT cHIOKATHCS
rocJe 5-eTHero Bo3pacta, u okoso 70% manueHToB HOAPOCTKO-
BOT'O BO3PACTa HY)KIAIOTCSl B HEMHBa3MBHOM BEHTHIISLIUAK .

CMHAPOM PUrMAHOro NO3BOHOYHUKA M MbilueyHaa aucTpothus
C CUHAPOMOM PUrnAHOIO0 NO3BOHOYHUKA

CuHHAPOM PUTHIHOTO II03BOHOYHMKA XapaKTepU3yeTCs paH-
HUM Pa3BUTHEM PUTHIHOCTH MO3BOHOYHHKA, KOTOpas CBs3aHa
C KOHTpakTypaMH 0ceBOil Myckynarypbl. CHHAPOM pa3BHBaeT-
Csl TIPY HECKOJNBKUX HEHPOMBIIIEYHBIX ATOJIOTUSAX, B TOM YHCIE
MBILIEYHOH qucTpodun DMepu—/peiidyca, MHOTOCTEpKHEBOM
MUOINATUM Y MHONATUH C MyTalUsMHU B T'€HE KoJulareHa 6-ro
tuna. BenencTeue aHKmwio3a peOCpHO-TIO3BOHOUHBIX CYCTaBOB
U B CHJIy 3a4aCTyI0 PaHO Pa3BUBAIOILETOCs OpaxxeHus auadpar-
MBI JbIXaTelIbHAs HEJOCTaTOYHOCTh HEPEIKO BCTPEUACTCS YiKE
[IPH HE3HAYUTEIHHO BBIPAXKEHHOMN CIa00CTH KOHEYHOCTEH.

Onna u3 HopM MBIIIEYHOH JUCTPODUH C CHHAPOMOM PUTHI-
HOTO [TO3BOHOYHHKA 00YCIIOBIUBAETCS MyTallsIMU Te€HA CEJICHO-
nporenHa N1 (SEPN1). Takue MyTauuu MOTYT TakKe BBI3BIBATh
MHOTOCTEP>KHEBYIO MHUOIATHIO, IECMUH-3aBUCHMBIE MHOMATUU
Y MHOTIATHH C AUCIIPOIIOPIMEIl THIIOB MBIILICYHBIX BOJIOKOH ',
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BpoxpaeHHble muonaTum

Oto rpynma 3ab0sIieBaHAH C TOPAKEHUEM MBIIIIETHOH TKaHH,
JUTA KOTOPBIX XapakTepHa paHHss MaHH(ecTarus ¢ CHMIITOMaMHU
TUIIOTOHMM M MBIIIEYHOH cimaboctu. Kak mpaBuiio, 3to Hempo-
IpeccUpyIOIIUe WIM MEAJICHHO POrpecCUpyIOIINe 3a00€BaHuUs.
HuddepeHunanbHas [MarHOCTHKA THIIA BPOXKICHHOW MHUOTIATHH
IIPOU3BOIUTCS HA OCHOBAaHUM OMOTICHH MBIIICYHON TKAaHU.

bone3Hb LEHTPANbLHOr0 CTEPXHS

I'mnoToHus B OONBIIMHCTBE CiTy4yaeB HAOIIOMAETCS C TPYI-
HOTO BO3pAacTa, MPUCYTCTBYIOT 3a/lep>KKa MOTOPHOTO Pa3BUTHS,
CI1ab0CTh JINLIEBOI MYCKYJIaTypbl M TPOKCUMAIIbHOW MYyCKyJIaTy-
pbI KOHEUHOCTEH. [y 3a00eBaHMsI XapaKTEPHbBI CKEJICTHBIC JIe-
(dbopmaruu, BpoXKACHHBIH BBIBUX Oeipa, CKoIno3 u Aedopmanun
cromn. [Ipu Grorncuu MbIIILBl HAOTIOAAIOTCS. BOJIOKHA C O4araMu
(cTepkHAMU), HE COIEPKAIIMMU OKUCIUTENBHBIX (DEepMEHTOB,
KOTOpBIE TPEJCTABIIIOT COOOW HEMPaBHIBLHO PACIIOIIOKEHHBIE
(hparmeHTHl capkoMepoB. Y OONBIIMHCTBA MAIUEHTOB OOHApY-
’kuBatoT myTanuu reia RYR-1, koaupyroiero puaHoIMHOBbBIE
peuentopbl. Myrtanmu reHa RYR-1 Takke cBsi3aHBI cO 370-
KaueCTBCHHOW THIEpPTEPMHUCH, MOITOMY HEOOXOIUMO YYHTHI-
BaTh, YTO MPH HMCIOIB30BAaHUK OOIIEH aHEeCTEe3WH TaKHe Malu-
€HTBl HaXOJATCs B TPyINIE€ PUCKA MO JAHHOMY OCJIOXHEHHIO.
HacnenoBanue, kak nmpaBuIio, UAET MO ayTOCOMHO-IOMHHAHTHO-
My THUITY, PEIKO — IO perieccuBHOMY. Kapanomuonarus u aprxa-
TeJbHAs HEOCTATOYHOCTD Pa3BUBAIOTCS PEMKO.

Muoroctep)xHeBasa MmuonaTus

[Tpy MHOTOCTEp>KHEBOW MHOMATHH OWOIICHSI MBIIICYHON
TKaHU BBIABIIIET MHOXXECTBEHHBIE MEJIKUE OYardh, B KOTOPBIX
OTCYTCTBYET aKTHUBHOCTH OKHCIHTENbHBIX (pepMeHTOB. Habmio-
JAIOTCS THUNOTOHHMS, 3aJ€p’KKa MOTOPHOTO pPa3BUTUS M Clla-
6ocThb, HanboJIeEe XapakTepHasl A MPOKCHUMAaJIbHOH U OCEBOM
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MYyCKyJaTypbl. Pa3BHUBaIOTCS paHHHE KOHTPAKTYphl HapaBep-
TeOpaNbHBIX MBI ¢ PUTHAHOCTHIO ITO3BOHOYHHKA W CKO-
nro3oM. Jlnadparma mopaxkaeTcs Ha paHHEM 3Tare, 9TO CO3-
JlaeT PUCK JbIXaTebHOM HEAOCTATOYHOCTH IIPU COXPaHHOU
CaMOCTOSITEILHON X0ab0e.

HemanuxoBasa muonatus

Jns naHHOW Tpymmbl 3a00J€BaHUN XapaKTEpHO HAIUYHE
B MBIIIIEYHBIX BOJIOKHAX MHOXECTBEHHBIX HUTEOOPA3HBIX BKITIO-
YeHUH — TPOU3BOAHBIX Z-TIooc. 3a00JIeBaHNEe UMEET TeTepo-
TeHHYIO 3THOJIOTHIO, Ha HACTOAIIEEe BPEMS BBIACISIOT IIECTh
THIIOB HEMAJIMHOBOM MHOIIATUM B COOTBETCTBUH C MyTaluusaMu
IMEeCTHU pas3IMYHBIX I'CHOB. HaCJIeI[OBaHI/IC MOXCT MPOUCXOIUTH
KaK 110 p€lI€CCUBHOMY, TaK U 10O JOMUHAHTHOMY THUITY.

CymectyeT Tspkenas opma Muonaruu ¢ Manudecranuei
B HEOHATAJBHOM IMEPHOJE, NbIXaTeIbHONH HEJOCTaTOYHOCTHIO,
BBIP2XCHHOH THIIOTOHHEW M MBIIMIEYHOH ClIaboCThIo, OyIb0ap-
HOW HEJ0CTAaTOYHOCThIO. [Ipu 3TOM pecnuparopHbIE OCIIOX-
HeHUs Win HeoOxoaumocTh B MIBJI MoryT OBITH ¢ pOXACHUS.
B ciyuae 6onee Markux ¢popM 3a00JI€BaHUs U MEHEES BhIPaXKCH-
HOM MBIIIEYHOH crabocTu nmopakeHue quadparmol U paHHsIS Jbl-
XaTeJbHAas HEIOCTAaTOYHOCTh Pa3BUBAIOTCS HE BCET/A.

Muoty6ynspnas (LeHTPOHYKNeapHaa) muonartus

Ha Ouoricnu xapakTepHO BBISBIIEHHUE MBIIIEUYHBIX BOJIOKOH
C psaamMH LEHTPAIBHO PACIOJOKEHHBIX AJIE€P, OKPY>KEHHBIX YH-
CTOW TIepUHYKJIeapHOU 30HOU. CyIIecTBYeT TsDKesas HeOHATab-
Has ¢opMa MHUOINATHH, CBs3aHHAS ¢ MyTauusMu reHa MTMI,
KoTopasg uMmeeT X-CIEIUIEHHOE HaclieoBaHHE. bepeMeHHOCT®,
KaK IMPaBUJIO, OCIIOKHSETCS MHOTOBOJAWEM, HAOIIONASTCsl CHU-
JKEHHAs! MOJBUXKHOCTH TioAa. HoBOpOXKAeHHbIC THIIOTOHUYHBI,
C BPOX/ICHHBIM NITO30M BEK M O(TAIHLMOIIIETHEH, BEIPAKSHHOM
MBIIIEYHON CIabO0CThI0, OKONO 85% HYXIArOTCS B TOAJEPIKKE
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UBJI. MexnyHapoqHOE HCCIEIOBAHUE IMYyTEM AHKETUPOBAHUS
BBIsIBIIIO 116 cimyuaeB 3aboneBaHus, B 63 cilydasx MalueHTHI
YK€ yMEpJIM Ha MOMEHT aHKETUPOBaHUs (CPEAHUI BO3pACT Ha-
CTyIUIEHHsI cMepTu — 2,5 Mec.). W3 manueHTos, *KUByIIUX Ha
MOMEHT ITPOBEICHUS HCCIeAOBaHUs (CpeaHuil Bo3pacT 4,5 rona),
70% wmyxganucs B kpyrinocyrounoit UBJI, 15% — B UBJI menee
12 4 u 15% coxpaHsn crocoOHOCTh ABILATE 0€3 MOAACPKKU
armmapara'®. B OTHENbHBIX CEMbSX CYLIECTBYET KIMHHUYCCKUIl
(henorun 6onee markoit popmel. Takas popma 3a0oneBaHHS MO-
XKET UMEeTh KaK ayTOCOMHO-PELECCUBHBIN, TaK U JOMHHAHTHBIN
THUII HAaCJICIOBAHUSI.

Bpoxpennaa muonartua ¢ gucnponopumei
TUNOB MbILIEYHbIX BONIOKOH

[Ipu OuomicMM MBI BBISBIAETCS MEHBIIMH AUAMETP
MBILICYHbIX BOJOKOH l-ro Tmma, yem 2-ro. CHMNTOMBI, Kak
[IPaBUIO, BPOXKACHHBIE WJIM MaHU(ECTHPYIOT B IETCTBE, Ti-
KECTh 3a00JIEBaHMsI BapbUPYET OT JIETKOW O TSHKEIOH (OPMBI.
CnabocTp 3aTparuBaeT JIMLEBYI0 MYCKYJIATypy W MBIIIIBI KO-
HEYHOCTEH, TPOKCUMAIIbHBIE B OOJIBILICH CTEIICHH, YeM JTUCTaIb-
Hble. bynsOapHast cmabocTh 1 cnaboCTh AbIXaTeIbHON MyCKya-
TYPBI IPUCYTCTBYIOT NpUONMM3UTENsHO y 30% OONBHBIX ACTEH.
3aboseBaHe reTepOreHHOE M0 MPOUCXOKACHUIO; Ha CETOAHSALI-
HU IeHb ONMCaHBI XapakTepHble MyTanuu Tpex renos (ACTAL,
SEPN1, TPM3), Bce Takke CBA3aHbI C JPYTUMHU BPOXKICHHBIMA
muonatusaMu. Hamnare mytanuii rena 6enka o-aktuaa (ACTAL)
CBSI3aHO C OBICTPBIM MPOIPECCUPOBAHNEM U PAHHUM Pa3BUTHEM
JIEKOMITCHCUPOBAHHOW JIBIXaTeIbHOW HEAOCTAaTOYHOCTH, MY-
taru reHa SEPN1 — ¢ puUrHaHOCTBIO TMO3BOHOYHHKA, OTHO-
CUTEJIBHOW COXPaHHOCTBIO CHJIBI KOHEYHOCTEH U pa3BUTHEM
JEKOMITCHCHPOBAaHHOM JBIXaTEIbHOW HENOCTaTOYHOCTH B IMOA-
POCTKOBOM HJTM PaHHEM B3POCIIOM BO3pacTe.
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MuoTonuyeckue guctpochun

Muoronn4eckasn guctpothua 1-ro tuna

3aboneBadune HACICMYETCS MO AyTOCOMHO-IOMHUHAHTHOMY
TUIy; TIPU HEM Ha xpomocome 19q BcTpedaroTcsi MHOKECTBEH-
Hele moBropsl Tpumiera CTG B rene DMPK. Tsokects 3a060me-
BaHMSI 3aBUCUT OT KoiudecTBa moTopoB CTG (B HOpME uncio
komuit oT 5 no 37, 3aboseBaHue MPOSIBISETCS NP YUCIIE KON
6oinee 50, mpu BpOXKIEHHBIX (POPMAxX YUCIIO KOMMUK MOBTOPA 0-
cruraet 2000). Kak nmpaBuiio, 4uciao KOMHA MOBTOPA BHIIIE MTPH
HACJIEJIOBaHUH 110 MAaTEPUHCKOW JIMHUH.

MuoToHn4eckass tucTpodus 1-ro THIIa — BTO MYJIBETHCH-
cTeMHOE 3a00JIeBaHHE, KOTOPOE BBI3BIBAET MBIIIEYHYIO CI1a00CTh
1 MHUOTOHUIO. C1aboCTh BHIOOPOYHO 3aTparMBacT MYCKyJIaTypy
JMIa, BeK, OynbOapHbIe MBIIILBI, CTHOATENN HIeH, MYCKYJIaTypy
TYJOBHILA ¥ IUCTAIILHBIE MBIIIIBI KOHEYHOCTEH; c1ab0CTh MPOK-
CUMAIIbHBIX OT/IEJIOB KOHEYHOCTEH pa3BUBAETCs TMO3XKeE, M0 Mepe
nporpeccupoBanus 3aboneBanus. Cpeau KIMHHYECKUX IMPOSB-
JICHUH TakXe XapakTepHBI KarapakTa, Aua0eT, THIIOTOHAIN3M
Y KOTHUTHBHBIE HapymeHus. Hanndre BpoXKAeHHON cuMITOMa-
THUK{ YacTO CBA3AHO C PA3BUTHEM JBIXATEIBbHON HEIOCTaTOYHO-
CTH M TPYyJHOCTEH MpH KOPMJICHHHM B HEOHATAJIbHOM IEpUOE,
KOTOpBIE BIOCIEACTBUU MOT'YT CTAHOBHTHCS] MEHEE BHIPaKEHHBI-
MU. Y BceX OOJbHBIX CHUKEHA CIIOCOOHOCTh K O0YYCHHUIO.

Muoronn4eckas guctpohua 2-ro tuna
(MpoKcuManbHas MUOTOHHYECKAA MHONATHS)

Kak mpaBuiio, 3a00yieBanme mpoTeKaeT B OoJiee Jerkoit dhop-
Me, YeM MHOTOHWYecKast tuctpodus 1-ro Tumna. Crabocts 607b-
111e 3aTparuBaeT MPOKCUMAIIbHYIO, UeM JUCTAIBHYI0, MyCKYIaTy-
py. Ciiy4aeB Tsixesoi BposkeHHOH GOpMBI He 3a(pUKCHPOBAHO.
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BpoxxaeHHble MMACTEHU4YECKNEe CUHAPOMbI

B ocHOBe BpOXXIEHHBIX MUACTEHUYECKUX CHHIPOMOB JISKaT
IEHETHYECKU OOYCIIOBJICHHbIE HAPYLIEHUS HEPBHO-MBIIIEYHOTO
CHHATIICa, TPH KOTOPBIX CHIDKAETCS 0€30MacHBIN ITOPOT HEPBHO-MBI-
1eqHoit nmepenaqu. [Ipu 5ToM MyTalusM MOTYT OBITh IOJIBEPKEHBI
T€HBI, KOAUPYIOIIUE PA3IMYHbIE HJIEMEHTHI, YYaCTBYIOIIIE B HEPB-
HO-MBIIIEYHOH Iiepenade. | eHeTnueckas STHONOT U YaCTH CIIy4acB
Ha HaCTOALIMI MOMEHT OCTAeTCsl HEM3y4YeHHOW. BpoxieHHbIe MUa-
CTEHMYECKHE CHHAPOMBI HE TOXIECTBEHHBI MUACTCHUH I'PABUC, SIB-
JSIIoLIeics NpUOOpEeTEeHHbBIM 3a00JIEBAaHUEM C ayTOUMMYHHBIM Xa-
PaKTepOM HOPA’KEHUSI HEPBHO-MBIILIEYHBIX CUHANCOB. CUMIITOMBI,
Cpeny KOTOPBIX TUTIOTOHUS, TPYAHOCTH TP KOPMIICHUH, KOHTPaK-
TYpBI U JbIXaTelbHast HeJOCTaTOYHOCTh, YaCTO HAOIIONAIOTCS B He-
oHaTanbHOM miepuoze'®. s HEKOTOPBIX CHHIPOMOB XapaKTEPHAI
nTo3 BeK U odransMmomierns. [Ipu myramusax rena Dok7 moxer
HaOJIOATHCSl BPOXKICHHBIN CTPUAOP, KOTOPBIA MOXET ObITh 00Y-
CJIOBJICH IBYCTOPOHHHMM IAPE30M T'OIOCOBBIX CBSI30K, TPEOYIOLINM
vHTyOanyu. B Takux cirydasx MblIIeqHast c1ab0CTh MOXKET yCyTy0-
JSITBCS BO BPEMS COILyTCTBYIOLIMX 3a0oneBaHuii. MyTaiuu reHoB
parnicura (RAPSN) u xonunanetuntpanchepassl (CHAT) cesizanbl
C MOBBIIIEHHON CKJIOHHOCTBIO K 3MU30/1aM aIlHO?, B OCOOCHHOCTH
Ha ()OHE COMYTCTBYIOLINX 3a00IEBAHUIA.

MutoxoHapuanbHble MMONATUN

Muomnatnu ¢ HapylIeHHeM Tpolecca OKHCIUTEIHHOTO
(dhocopunupoBaHusl 4acTO MYJIBTUCHUCTEMHBIE 3a00JICBaHMSL.
Te u3 HHUX, KOTOpBIE MPOSBISIOTCS B PaHHEM JETCKOM BO3pac-
T€, OOBIYHO MPEICTABIAIOT COOOW IpPOrpeccUpyrolnue 3adoie-
BaHUWs, KaK IpaBuio, C HerOI[OJI)KHTeHBHOfI BBIDKUBA€MOCTbBIO.
Muormnatust 0e3 COMyTCTBUS HEHPOMATHH BCTPEUACTCS PEIKO.
JIBa THma 3a00neBaHUi W3 TPYIITBEI METOXOHIPHAIEHBIX MUOTIA-
TUH BBI3BIBAIOT YaCTUYHOE IMMOPAXKCHHUE CKEJICTHBIX MBIIII], KO-
TOpPOE MOXKET MPUBECTH K JEKOMIEHCHPOBAHHOW JTBIXaTEIbHOMN
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HEJOCTAaTOYHOCTH B JIETCKOM Bo3pacte. MyTanuu B T€HEe THMU-
muakuHa3el 2 (TK2) BRI3BIBAIOT CHHAPOM ICIUICIIMA MHUTOXOH-
npuanbHoit JIHK, mMeromuii pa3zHOOOpa3HYIO KIMHHYECKYIO
CUMNTOMAaTHKy. HekoTopble MyTanmmuu CBsI3aHBI C OBICTPO TpO-
rpecCUpyIoled MUONAaTUEN C Pa3BUTUEM JIEKOMIIEHCUPOBAHHOU
JIBIXaTeIBHOM HEOCTATOYHOCTH B Bo3pacte a0 1 romal’.

Ornucanbl ClTyyau peaKoH 3I0Ka4eCTBEHHOM MUOIIATHU C Jie-
(uruTom pepmeHTa IIUTOXPOM c-oKcHaasa. [Ipu Takoit hopme 3a-
OoneBaHus y OOJBHBIX JIETEH BBIPAKEHBI TUIIOTOHUS U MBIIIICYHAS
c11aboCTh, XapaKTePHBI TPYIHOCTH IIPY KOPMIICHUH U IbIXaTelTbHEIE
OCITOXKHEHHUS (MOXKET OBITH HEOOXOMMA JBIXaTeTbHAsI TIOMICPIKKA)
B IICPBLIC JHHU WM HCIACIN KU3HU. KpOMe TOro, MpUCyTCTBYIOT
MHOTM€ CUMIITOMBI APYTUX MPOrPECCUPYIOIINX MHUTOXOHIPUATIE-
HBIX HapyLIeHWI: MOBBIIICHHBIA YPOBEHb JIAKTaTa B Iiasme, (e-
HOMEH PBaHBIX KPACHBIX BOJIOKOH HA MBIIIEYHON OUOIICHH, MATO-
JIOTHH YIBTPACTPYKTYPbl MUTOXOHJIPUI. YHUKAIIbHAS YepTa TaKHX
COCTOSIHUH — BEPOATHOCTH CIIOHTAHHOTO YITy4IIEHHs B BO3PACTE
MexXay 5 mec. 1 1 romoM u 8 mec., mpudeM OOJBITMHCTBO JIETei
C VAYYIICHUSIMH JEMOHCTPHPYIOT MOJHOE BBIZIOPOBICHUE K 2—3
rofgam'®, Hanmure MATOXOHIPHATEHOM MHUOIIATHH MOYKHO OITpejie-
JINTH ITYTEM I'CHCTHUYCCKOI'o TECTA.

bone3sub Lapko-Mapu-Tyra

HacnencrBenHsie Heliponatii — TpyIIa KIMHAYECKH U Te-
HETUYECKH TeTepPOTreHHBIX 3aboreBaHuil. Beinemnstor nBa Buga 3a-
oonepanns: Oomesnp lllapko-Mapu-Tyra (IIMT) 1-ro Twma, me-
MueTMHIBHpYyomias Hefiponatus, v LIIMT 2-ro Tuma, akcoHambHas
Heiiponarust. O0a Bria BKITIOUAFOT TeHETUYECKH T'ePeTOreHHbIE (hop-
MbI 3a00eBanust. Tspkelnyto popMy 3a0orneBanus y aetei o 1 roma
MPHUHSTO HAa3bIBaTh TEPMUHAMH «BPOXKICHHAS! TUTIOMHUEITMHI3UPYIO-
11asi oNMHEHponaTys WK «oome3Hsb Jexepruna—~CorTtay. 310 co-
CTOSTHHE MOJKET OBITh BBI3BaHO PEIECCHBHBIMU MYTAIISMU WU MY-
tarmsmu de novo. [IIMT 4-ro Tumna HaciemyeTcs 1Mo perecCuBHOMY
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tuty. Kak rpasuito, 3a6oneBanue mporpeccupyeT MeAICHHO, BbI3bl-
BaeT CJ1a00CTh JUCTAJIBHBIX MBI U Ae(OPMALIUIO CTOII, IIPU 3TOM
JbIXaTelibHas MyCKyJaTypa 3aTparupaercs cj1ado WK OKa3bIBacTCs
He3aTpoHyToi. [Ipy Hamury TsKemnoi (opMBI B TPYIHOM HIIH PaH-
HEM JIETCKOM BO3pacTe BEPOSTHO Pa3BUTHE JIEKOMIIEHCHPOBAHHOM
JIbIXaTebHON HepocTtarouHocTd. Mytanuu rena GDAP1 oGycios-
JIMBAOT HEMPONaTuiO aKCOHAJIBHOTO WM JAEMHUEIMHU3HPYIOIETO
THIIA, JIOMAHAHTHYIO WM PELECCHBHYIO'. PerieccHBHBIC MyTaliu
reHa GDAP1 ocoOeHHO 4acTo COMPOBOKAAIOTCS MTAPE30M TOJI0CO-
BBIX CBSI30K M CI1a00CTBIO IradparmMer's,

bone3ub NMomne

Bonesnr [Momne (BII) — 3T0 HapymeHue MeTaboim3Ma
IJIMKOTeHA u3-3a Aeuuuta GepMeHTa KUCION (-TITIOKO3HMIA3bI.
CreneHb KIMHUYECKOM TSDKECTH 3a00JIeBaHUS ONpEACISIeTCS
OCTaTOYHOM aKTHBHOCTBIO (hepMeHTOB. B HacTosiee Bpems 10-
CTynHa ()epMEHTO3aMECTUTEIIbHAS TEPATIHSL.

®dopma Oore3HH ¢ 1e0I0TOM B TIEPHOI HOBOPOXKICHHOCTH Xa-
paKTepusyeTcsl pa3BUTHEM KapHOMHOIIATHH, MAKPOIJIOCCUH U BbI-
PaKEHHOM CJ1a00CThIO JIBIXATEIILHOM U CKEJICTHOM MYCKYJIaTyPhbl; 10
TOTO KaK cTajia JOCTYIHOH ()epMEeHTO3aMEeCTHTEIbHAS TePAITHS, BbI-
JKMBAEMOCTh B Bo3pacte 1,5 royia 63 BeHTHISIIMOHHOMN TTOIICPIKKU
cocrasisuia MeHee 10%". Tlo pesysnbraram HemaBHEro MCCIeIOBa-
HUA rpyaHbIX aerei ¢ Bl nomyyarommx hepMeHTo3amMecTUTENbHY10
Tepanuio, 00I1asi BEBLDKUBAEMOCTb 0€3 PeCMPaTOpHON HOIICPKKU
cocrasisieT 35%, BepKHBaeMOCTh Ha arapare BJT — 30%%. Tpu
FOHOILIECKOH U B3pOCIIOi (hopMax pa3BUBAIOTCS IIPOrPECCUPYIOIAs
c11aboCTh KOHEYHOCTEH U AbIXaTenbHask HeJOCTaTOYHOCTbD, IPH 3TOM
CIIEpPBa MOXKET IIPOSIBUTHCS KAaK OZIUH, TaK U Jpyroi cuMnroM. bosee
paHHsIST MaHH(eCTaMs CBA3aHa C YCKOPEHHBIM MPOTrPeCCUPOBAHHU-
eM. [lepBbIM KIMHMYECKUM MPOSIBIEHUEM MOXKET CTarh CHHAPOM
PUTHAHOCTH TO3BOHOYHHKA. (DepMEHTO3aMECTUTENbHAS Teparyst
M03BOJISIET OCTAHOBUTb MPOTPECCHPOBAHUE 300 IeBaHHs .
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Mpunoxenue 3
Cnucok opraHn3sauuii-napTHepos

» Action Duchenne (Accorumarus poxurtenieli aeTed ¢ MHO-
nuctpodueit Jromenna)

P Association for Glycogen Storage Disease (UK) (bpuranckas
accolMaIys Mo MIMKOTeHO3aM)

» Association for Palliative Medicine of Great Britain and Ireland
(Acconmanusi NaJUIMAaTUBHOW MeIUIUMHBL BenukoOpuTaHuu
u Upnanaum)

» Association for Respiratory Technology and Physiology
(Acconmanus pecrupaTopHON TEXHOJIOTHH U (DH3UOJIOTHH )

» Association of Chartered Physiotherapists in Respiratory
Care (Accoruanus JJUIEH3UPOBAHHBIX CIICIIUATUCTOB 10 (QU-
3UYECKON pecIMpaTopHON Teparum)

> Association of Paediatric Anaesthetists (Accouumanus nert-
CKUX aHECTE3UOJIOTOB)

> Association of Paediatric Chartered Physiotherapists
(Accoranusi  JTUICH3UPOBAHHBIX  JIETCKUX  (PU3HYESCKHX
TEparcBTOB)

» Association of Respiratory Nurse Specialists (Accoruartus
CIECLUAINCTOB-MEJICECTED 110 PECIIMPATOPHOI MEIUIIHE)

» British Myology Society (bpuTtanckoe 0011eCTBO MUOJIOTHH )

P British Paediatric Respiratory Society (bputanckoe o0rie-
CTBO JIETCKOM pecrupaToOpHON MEIUIINHBI)

» Jennifer Trust (Acconnanus TOMOIIM CEMbSM JETCH CO CITH-
HaJHHON MBITIIEYHOH aTpodueit)

206



Mpunoxenns

» Muscular Dystrophy Campaign (brarorBoputensHbiii hoHI
TIOMOIITA ¥ WCCIIEAOBAaHUMA B 00JaCTH MHOIMCTPODHUICCKUX
3a00JICBaHMIA)

» Primary Care Respiratory Society (UK) (O61ecTBo nepBuy-
HOM IMOMOIIIX B 00JIACTH PECITUPATOPHOI METUIIMHBI)

» Royal College of Anaesthetists (KoponeBckuii kommemx
AHECTE3UOJIOTUH)

» Royal College of General Practitioners (Koponesckuii koin-
JeIK Bpadeit o0IIel IpakTHKH)

» Royal College of Nursing (KopoieBckuii KomiemK cecTpiH-
CKOTO JIena)

» Royal College of Paediatrics and Child Health (Koponesckuit
KOJUISIIK MeANaTPHH U 3I0POBbSI ICTEH)

» Royal College of Physicians (KoposieBckuii MeIUIIMHCKUN
KOJUIEIK)

» Royal College of Physicians and Surgeons of Glasgow
(KoponeBckuii KOJIE/K MEUIMHBI M XUPYPrHH T. [71a3ro)

» Royal College of Physicians, Edinburgh (Koponesckuii me-
TUTTAHCKHAKA KOJIISIK, DOuHOYpT)

» Speech and Language: Ms A Aloysius, Specialist Paediatric
Speech and Language

» Therapist (kaOWHET CHICNMATUCTA 1O S3bIKY U PEUYU B MEHa-
Tpun A. Anoiicuyc)
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