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ABSTRACT

The article provides a brief review of the etiopathogenetic aspects of congenital central hy-
poventilation syndrome with an emphasis on genotype-phenotypic correlations, and highlights
approaches to ventilatory support. Based on the data of the local register, the experience of
Almazov National Medical Research Centre is summarised. A systematic multidisciplinary
approach to the treatment and rehabilitation of children with congenital central hypoventila-
tion syndrome that has been implemented provides the most favorable results in preserving
neurological and intellectual potential and quality of life.
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Cnucok coxkpamenunii: UBJI — wuckyccTBeHHast
BEHTUJALUSA Jerkux, MPT — MarHuTHO-pe30oHaHC-
Hasi Tomorpadusi, HUBJI — HemHBa3uBHas HCKyc-

cTBeHHas BeHTU AU Jerkux, CBLI'B — curapom
BpOXKJACHHOMN IEHTpabHOM runoBeHTmsInn, CJIH —
cTumyisiTop auadparmansHoro Hepsa, TCT — Tpaxe-
ocromuyeckas Tpyoka, CCHS — Congenital Central
Hypoventilation Syndrome, LC — locus ceruleus,
NPARM — non-polyalanine repeat mutation, NTS —
nucleus tractus solitarius, PARM — polyalanine repeat
mutation, RTN — retrotrapezoid nucleus.

BBEAEHUE

CUHAPOM BPOKJIECHHOH LIEHTPAJIbHOM T'MIOBEHTH-
nsuun (CBUI'B, Congenital Central Hypoventilation
Syndrome, CCHS), win cuHapoM YHAMHBI — TI'eHe-
THYEeCKoe 3a00JIeBaHMe, XapaKTEepU3YIOIIeecs allbBe-
OJISIPHOM THMITOBEHTUJISIMEN U HApyIIEHHUEM aBTOHOM-
HOW PeryJIsiiuu IbIXaHus. Y TallUeHTOB OTCYTCTBYIOT
BEHTHJISIITUOHHBIN OTBET M PEaKlusl MPOOYKICHUS
MPU THIEPKAITHUKM W TUIIOKCEMHH, CHUKEHO OIIYIIe-
HHE€ AWCIHOD. B OOJBIIMHCTBE CIy4aeB OTMEYaeTcs
HOPMOBEHTHIISIIIUS BO BpeMsi OOJJpPCTBOBAHUS U THUIIO-
BEHTHJISIIIUSL BO CHE, HanOojee BhIpakeHHas B (hasy
meienHoro cHa [1-3]. [Ipenmonaraemas yactoTa 3a-
OoneBanus B momyisiiuu coctaBisietr 1:200 000 [4].
3aboneBanne BhI3BaHO MyTanueil B rene PHOX2B [4].
Nmeercss xoppensmusi MEXJy T'€HOTUIIOM (OIMHCAHBI
pa3HoOOpa3Hble MATOJOTMYEeCKUE BapHaHThl B TI'EHE
PHOX2B) n TSKeCTbIO THUIOBEHTHJISIIIUU M JPYTUX
nposiBienuit. Y 20 % nereit ¢ CBLI'B BrisiBisieTcs 60-
ne3Hnb ['mpmmpysra. MyJabTHCHCTEMHBIE TTPOSIBICHUS
CBUI'B Tpe0yroT MyJIbTHIUCITUTIHHAPHOTO TTOIX0/1A.

CBoeBpeMeHHAsl TMATHOCTUKA, aICKBaTHASI BEHTU-
JISIITAOHHAS TIOICPKKA, CUCTEMATUUCCKUN MYJIbTH-
TUCITUTUTHHAPHBIN KOHTPOIh H KOPPEKIIHS BOSHUKAIO-
X HapylIIeHWUH, peaOuInuTAIMOHHBIE MEPOIPHATHS
HaIpaBJICHBl HA MUHUMH3AIUI0 HETraTUBHBIX MOCIE/-
CTBUU TMIIOBEHTHJISIIIUU U TUTIOKCUH, BBISIBIICHUE KHU3-
HEYTPOKAIONINX HAPYIIEHUH pUTMa CepIia, KOHTPOIb
JIPYTUX TMPU3HAKOB JTH3aBTOHOMUH.

Mymayus cena PHOX2B u ee gnusnue
Ha pecnupamopHblii KOHMpOib

Kak Op1m0 mokaszano B 2003 roxy, Ipu CHHApPOME
CBUI'B nmeerca mytauus B rene PHOX2B, KOTOpbIi
HaxoauTcs B xpomocome 4pl2 [4]. PHOX2B — sto Oe-
JIOK, cocToAmuni u3 314 aMUHOKHUCIIOT € IByMs KOPOT-
KUMU U CTA0MIBHBIMH TTOJTHAIAHUHOBBIMH TIOBTOPAMHU
u3 9 u 20 ocrarkoB Ha C-koHUEe. OH KOAUPYET BBICO-
KOKOHCEPBATUBHBIM TOMEOJIOMEHOBBIA TPAHCKPHUIILIH-
OHHBIN (haKTOP, KOTOPBIA HEOOXOAUM JIJISI Pa3BHTHS
HEHPOHOB PECHUPATOPHOTO KOHTPOJIS U aBTOHOMHOMU

HepBHOU cucTtembl [5—7]. bompmmuucTBO (90 %) ma-
nueHToB ¢ CCHS retepo3uroTHsl Mo paMOYHON TpH-
IUIETHOW AYMJIMKALMK B MOCJIEAOBATEIbHOCTH, KOIU-
pytomeit 20 aJaHMHOBBIX aMUHOKHUCIOT, B 9K30HE 3,
YTO MPUBOAUT K TOJIMAJAHMHOBBIM TOBTOPHBIM MY-
tanusiM (polyalanine repeat mutation, PARM), nmero-
UM JOIMOMHUTEIbHBIE 4—13 alaHMHOBBIX OCTATKOB.
Taxum 0Opa3om, HOpMabHBIH 20-aTaHUHOBBIN TPaKT
pacmupsieTcst 10 24-33 anaHMHOBBIX MTOBTOPOB C pe-
3yapTHpyomMu renotunamu 20/24-20/33 [8]. Hau-
bomee pacmpocTpaneHHbIMU reHoTunamMu pu CCHS
seistroTest 20/25, 20/26 u 20/27 PARMs [8]. ITopsaka
necsitu npoueHTos nauuenToB ¢ CCHS retepos3uror-
Hbl 110 non-PARM (NPARM). DTu myTtanuu BKIIO-
Yal0T MHUCCEHC- U HOHCEHC-MYTallMM U CABUT PaMKH
cuuteiBanus. bonemuacTtBo NPARM myTanmii Haxo-
JsTes B 9k30Hax 2 U 3 [8, 9]. denenuu sx3oHa PHOX2B
WJTH LIEJIOTO TeHa COCTaBISIIOT < 1 % ciy4aeB u cBsi3a-
HBI C pa3IMYHBIMU QeHoTHnamu [5, 9].

Psan  ¢dusmonornmueckux ucciaenoBaHUN TIPEIo-
nmaraet, uto npu CBII['B anomanus HaxoguTcs B 00-
JacTH CTBOJA MO3Ta, YYacTBYIOLIEH B HHTETpally
CUTHAJIOB KaK IEHTPaJIbHBIX, TaK U MEPH(YEPHUUCCKUX
XeMmopenenTopoB. LleHTpasibHbIe XeMOpenenTopsl 00-
Hapy»KEeHBI B CPEIMHHON IMHUH, retrotrapezoid nucleus
(RTN), BeHTpojaTepaibHOM KBaJIpaHTE MO3TOBOTO
BelllecTBa, B nucleus tractus solitarius (NTS) u B locus
ceruleus (LC). LlenTpasibHble XeMOPEUENTOPHl YYB-
ctBuTenbHBl K u3MeHeHussM pH u pCO2. Ilepudepu-
YECKHE XEMOPELENTOPbI PACIION0KEHb] B KAPOTUAHBIX
TeNbLAX U YyBCTBUTEJBHBI K n3MeHeHussM pO2, a Tak-
ke B MeHbIel crenenu pH u pCO2. XemopenenTopsl
NOoChUIAIOT adpepeHTHBIE CHTHAJBI JbIXaTeIbHOMY
HEHTPY (UEHTPAIBHBIN TeHepaTop MaTTepHOB) B 00Ia-
CTH MOCTa M IIPOAOJINOBATOIO MO3ra, KOTOPBIE 3aTeM
nepenaT KOMaH bl AbIXaTelbHbIM MbllnaM. Paton J.
Y. u coaBTOpHI MOKa3anu, uyto y faereit ¢ CBUI'B ot-
CYTCTBYIOT JbIXaTeIbHBIE PEaKIINM KaK Ha THIepKar-
HUIO, TAK ¥ Ha TUIIOKCHUIO, 1aXe KOIJa OHU OOIPCTBY-
0T, YTO CBHJETEJILCTBYET O HCHOPMAJIbHOM (YHKIIMH
LHEHTPAJIbHBIX M TNEpH(EPUUECKUX XEMOPELEITOPOB
WJIY aHOMAJIMU B UHTETPallUM 3TUX CUTHAJIOB B JIbIXa-
tensHOM 1ieHTpe [1]. Marcus C. L. u komneru mpore-
CTUPOBAJIM PEAKLMU HA IMIIOKCUYECKHE U I'MIEpKall-
Huueckne ctuMynsl y aereil ¢ CBUI'B u nokazanu,
YTO B THIATEIBHO KOHTPOJIHPYEMBIX YCIOBUAX Y OOb-
muHeTBa nanuenToB ¢ CBLI'B mabmtomaetcs peakmus
BO30Y’KJICHHSI, XOTS M HNPUTYIUJICHHAs, HAa TUIEpKall-
HUIO, YTO JIEMOHCTPUPYET COXPAaHHOCTH ap(PepeHTOoB
HEeHTpalIbHBIX Xemopenentopos [3]. Gozal D. u co-
aBTOPbI MPOTECTUPOBAIN PECIUPATOPHBIE pPEAKIUU
Ha OCTPYIO THUIMOKCHIO, THIIEPOKCHIO U THIEPKAITHIIO
y neteit ¢ CBLI'B, xoTtopbie MOriu MoaaepKUBAThH
aJIeKBaTHYIO0 BEHTHJISLIMIO BO BpeMsi OOAPCTBOBAHMS,
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1 oOHapyxuiH, urto y nanueHtoB ¢ CBLI'B nabmto-
JTaeTCsl BEHTUJISILIMOHHAS ICTIPECCHS B OTBET Ha THIIe-
POKCHIO BO BpeMsi OOAPCTBOBAHMSI, UTO OATBEPIKIACT
COXpPaHHOCTh (QYHKIUH Tepr(epruuecKoro xemope-
nentopa [10]. DT uccnemoBaHus yKa3bIBalOT Ha MEp-
BUYHYIO (PU3HOJIOTUYECKYIO AHOMAJUIO HMHTETpaliu
apdepeHTHBIX CUTHAJIOB OT XEMOPELENTOPOB, a He
Ha aHOMaJIMU B CAMHUX XeMOpelenTopax.

PHOX2B npuCyTCTBYET BO BCEH TepUPEPHICCKON
U LeHTpaiabHOU HepBHOU cucteme. PHOX2B skcnipec-
CHPYETCsl LIENbI0 HEHPOHOB, YUYACTBYIOIIUX B Cepaey-
HO-COCYJIUCTOM, JBIXaTEIbHOM M TNMHILEBAPUTEIHEHOM
KOHTPOJIE, U COXPaHSETCS B OOJBIIUHCTBE CTPYKTYP
CTBOJIa MO3ra IIOCJIC POXKICHMS, BKJOYAs UyBCTBU-
TelbHbIC K runepkanHuud HelpoHbl RTN u HelpoHbI
NTS, koTopble obecneunBaOT GyHKIHUIO nepudepu-
YecKuX xemopenentopos [6, 7, 11-13]. MccnenoBanus
MOATBEPKAAOT KIoUueByr0 posnb RTN cTBOnma mos-
ra B KoHTpousie abixanus. Cuntaercs, uto RTN-Heil-
pOHBI (YHKLIHOHUPYIOT B KauecTBE LEHTPAJIbHBIX
XEMOPELENTOPOB, PEryJIUPYIOUUX aJIbBEOJAPHYIO
BEHTHJISIINIO, a TAK)KE B Ka4eCTBE MECTa MHTETPALlUU
BO30Oy Xk maromux aQepeHTHBIX CUTHAJIOB OT TIEPH-
(epruyecknx XeMOpeLenTopoB, IBa U IHIOTaIaMyca,
a TakXe OT COCEAHUX acCTPOLHUTOB, KOTOPbIE MOIYJIH-
PYIOT pecriupatopHblii 1paiis [14, 15]. Y Mbruei GpyHk-
uust PHOX2B nmeet GyHIaMEHTAIbHOE 3HAYCHUE TS
pasButust RTN [16]. Mbimu ¢ mytauueit PHOX2B, BbI-
3pIBatoei Tsxenyto Gopmy CBLI'B, poxxaarotcs 6e3
HelipoHoB RTN u yMHUPArOT IIpHU POKJIECHUU OT JbIXa-
TEIBHON HEOCTATOYHOCTH [17]. DTH MBIITUHBIEC MOJIC-
nu CBIII'B noka3pIBaroT, 4TO OTCYTCTBHE IKCIIPECCUU
PHOX2B wn arene3ust RTN HelipoHOB SIBJISIFOTCSI KpU-
THUYECKUMHU /11 KOHTPOJIS JbIXaHUS M BEre€TaTHBHOMN
perynsuun [14]. Xots y mronei Obuta uaeHTHGUIN-
poBana RTN-mono6Has cTpyKTypa, B HACTOSIIIIEE Bpe-
Ms HET HUKAaKUX J0Ka3aTelIbCTB €€ HeJOCTaTOYHOCTH
y nanuentoB ¢ CBLI'B [18].

PHOX2B weobxomuM nisi nuddepeHIupoBKH
BCEX HOpAJPEHEePTMUECKUX IIEHTPOB B MO3T€, BKIIIO-
gas LC [19]. LC uHe dopMupyeTcs y TOMO3UTOTHBIX
PHOX2B-nepunutabix mbimeit [19]. Nobuta H. u koin-
neru (2015 1.) 00HapYKHJIM HEUPOHHBIC TIOTEPH B TIpe-
nenax LC B IByX JieTaJbHBIX HEOHATAJIBHBIX CIydasiX
¢ monreBepxaeHHBIM PHOX2B PARM nu NPARM wmy-
tanusimu [20]. Mozaenu Ha MbllIax TakKe MoKa3aiu
HecriocoOHocTh pa3BuTusi LC u nepuHaranbHOR pe-
CIUPATOPHOM JIETAJIBHOCTH, YTO YKa3bIBAa€T Ha TO, UTO
npu CBLI'B pazsutuio neitpoHoB LC mpensiTcTBy-
€T paHHSA dKcmpeccuss MytanTHoro PHOX2B [20].
PHOX2B rtaxxe skcnpeccupyetcsi B NTS, KOoTOpbIit
nepeaaet adepeHTHBIH CUTHAN OT KapOTHIIHBIX Te-
Jniert (pa3BUTHE KOTOPBIX TaKyKe KOHTPOJIUPYETCS C I10-
momsto PHOX2B) x RTN [11, 13, 14]. Tomycz N. D.
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1 coaBTopsI (2010 1.) 0OHAPYKHUIK Y JOHOIIEHHOTO pe-
OeHka ¢ cHHApOMOM Xajaajaa, KOTOphIi ymep Ha 27-i
JIeHb KU3HU, Tunomiazno LC, 3anepkKy co3peBaHns
apKyaTHOTo sjpa (MpeArnonaraeMblii TOMOJOT BEH-
TpaJdbHBIX MEYJISPHBIX HEWPOHOB y IKUBOTHBIX)
u abeppanTHbIX nyukoB B NTS [21]. DTu aHOManuu
npeanonaraiot, uto CBLI'B Bo3HuKaeT B cetn caii-
TOB, KpUTHUECKUX J1s Xemopenenuuu [21]. Ucnonaes3ys
(YHKIMOHAIBHYIO MAarHUTHO-PE30HAHCHY 0 TOMOTpa-
¢uro (MPT), Ogren J. A. u xomneru (2010 r.) BbIsiBH-
JIU CHYDKEHHBIE U 3aIa3bIBaloINe OTBETHI HA MAaHEBD
Banwscanesel y mamuentoB ¢ CBIII'B mo cpaBHEeHHIO
C KOHTPOJBHOM Tpynmnoi, mpeamnoiarasi, 4To Berera-
TuBHbIe Hapymenus npu CBLI'B naubonee BeposTHO
ABJISIOTCS PE3yJIbTaTOM MOBPEXKAEHHOM CETH CTPYK-
Typ MO3ra, 00€CTeYnBaAONINX CHMIATHYEeCKHH 1 Ta-
pacuMMIaTUYECKU KOHTPOJIb, & HE MPOCTO U3MEHEHUI
B M30JINPOBAHHBIX sipax CTBOJIA Mo3ra [22].

Koppenayus ecenomuna u penomuna npu CBL{I'B

Nmeetcs mpsimast KOpPPENSIUS MEXKIYy KOJIUde-
CTBOM TIOJMAJIAHMHOBBIX TOBTOPOB M TSKECTHIO 3a-
OoneBaHus: mamnueHTol ¢ reHotunamu 20/24 u 20/25
OOBIYHO HYXIAIOTCS B PECIUPATOPHON MMOIJICPHKKE
TOJIBKO Ha BPEeMsI CHa, BO3MOYKHA MO3IHssI MaHU(eCTa-
nus 3a0oneBaHus; HA000POT, Mpu reHoTumax 20/28—
20/33 u NPARM nanueHTsl 00BIYHO HYKJAIOTCS B T0-
CTOSTHHOW MCKYCCTBEHHOW BEHTHWJISLIUM, TAI[UCHTHI
¢ redotunamu 20/26 n 20/27 3aHUMAIOT IPOMEXKYTOY-
HOE TIOJIOKEHHUE, CTENeHbh 3aBUCHMOCTH OT arlapart-
HOM BEeHTWJIsILUU BapbupyeTes [4, 5, 8, 23, 24]. CBLI'B
TaKXe CJIeAYeT paCCMaTPUBATh B CIIyYasiX BHE3AITHOT'O
artHoOd B JIIOOOM BO3pacTe, CyJ0POr, BHE3aITHOW CMEPTH
[8]. Jdetn ¢ OONBIIIM KOJIMYIECTBOM TOJTHAIAHHHOBEIX
ITOBTOPOB UMEIOT 00JIee HU3KHE ITOKA3aTeN! TICHXOMO-
TOPHOI'0 U KOTHUTUBHOI'O pa3BuTus [25, 26].

Kpome Toro, uem Tsikeniee MyTalus, TeM OOJIbIIE
BEPOSTHOCTh JIPYTHUX MPOSIBJCHUM 3a0o0iieBaHUs: 00-
ne3ub ['mpmmpynra (BeisBisietcss y 20 % OONBHBIX,
cuHApOM XaJnaazaa), OMyXoJd HEPBHOTO TPpeOHs (Hei-
poOiiacToMa, TaHTIIMOHEBPOMa), HApyLIEHHUsS OOMeHa
[JIFOKO3bI (THIIOTJIMKEMHUS, TPU3HAKHA THUIICPUHCYIIH-
HU3Ma), a TAKXKE Pa3IuIHbIC MPU3HAKH BEreTaTUBHON
TuchYHKINH (TEpMOTIaOUIIbHOCTD, apUTMUH (TTAIlUEH-
tam ¢ myTanusamu 20/27 u Gonee moIuaIaHUHOBBIX
MOBTOPOB MOXET MOTPeOOBAThCsl YCTAHOBKA KapjiH-
OCTUMYJIATOPA B CBS3U C Pa3BUTHEM aTPHO-BEHTPH-
KyJISIpHOW Oiokanmbl 1 cTermeHw), KojaeOaHus apTepH-
aJBHOTO JIaBJICHUSI, BHE3AITHBIE AMU30]IbI MBIIICYHON
TUIIOTOHUH, PAa3]IMYHBIC O(PTATbMOJIOTHYSCKHE CHM-
nTomel) [8, 27-29].

Myranuu B rene PHOX2B uMeioT ayTOCOMHO-/0-
MHWHAHTHBIN XapakTep U B OOJIBITHHCTBE CIIy4aeB BO3-
HHUKAIOT de novo, onqHako B 5—10 % ciryyaeB y 0JHOTO

60

Tom N2 3 ‘ 2 ‘ 2023‘



NEOVNATPNA | PEDIATRICS .II

W3 pOIUTENel BBISBISIOT OECCHMIITOMHBIA MO3au-
uu3M [4, 8]. OnucaHsl ciyyau BBISBJIECHHUSI MyTallUH
Yy HECKOJIBKHX YJICHOB CEMbU C IIUPOKUM CIEKTPOM
TSDKECTH JIbIXaTeabHbIX mposiBicHud (Bygarski E.
U coaBTOpPHI oOHapykmim non-PARM myrtamuio y 9
YJICHOB CEMbH B YETHIPEX TOKOJICHUSX NPH HE3HAYH-
TEJIBHBIX KJIMHUYECKUX IMPOSBICHUAX), UTO TpeOyer
JAJIbHEMIINX HWCCIEAOBAaHUI NEHETPAHTHOCTU IEHa
1 B3aUMOCBS3U TeHoTHIa 1 henotumna [30-32].

Aneopumm ouacHOCmMuKu

CorntacHo ouLMaTEHOMY 3asBICHUI0 AMEpHUKaH-
CKOTO TopakaiabHOTO coobmectBa (2010 1.) B cirygae
nogo3perust Ha CBLI'B HeoOxonumo HampaBUThL 00-
paserr KpOBH JIJIsi CKpUHUHTOBOTO UCCIIEIOBAaHUS TeHA
PHOX2B MeTonoM IoJIMMepa3HoM LIEMHON peakiuu
[8]. JanHast MeTOAMKA TO3BOJHUT BBISBUTH MYTAIUIO
B 95 % cnyugaes CBIII'B, He TpeOyeT MIUTETHHOTO
BPEMEHHOTO HWHTEpBaja M JOCTYITHA MO CTOMMOCTH.
B cnyuae oTpunarenbHOro pesyibTara Npu HaJIUYUU
xinHndeckoit kaptunsl CBUI'B nnu CBUI'B ¢ mo3n-
HUM HadaJioM, JU0O KEeJIaHWs Bpada WU POIUTENCH
pebeHKa TMOJHOCTBIO HMCKIIOYUTH 3TO 3aboieBaHmUe,
HEOOXOIMMO HCIIOJIB30BaTh O0JIee JTOPOTOCTOSIIHMA
METOJI aBTOMAaTHYECKOro CeKBeHupoBaHuUs. [1om00-
HBIH JIByXCTYII€HYATHIN aJITOPUTM SIBIIsIeTCs] Hanbouee
SKOHOMHYECKH 000CHOBAaHHBIM. BO Bpemsi OxXugaHUS
pe3yIbTaToOB Te€HETHYECKOTO TECTHUPOBAaHUS HE0O0Xo-
JUMO TIPOBECTH A000CIEOBAHNE C LENbI0 UCKIIOUe-
HUS APYTUX MpUYUH runoBeHTWsinmy [8]. Oba meTo-
Jla MOJIEKYJISIPHOM JMarHOCTUKHU JOCTyNHBI B Poccun,
Bo3MokHO BhImencHue JIHK kak w3 1enpHOM, Tak
u u3 obpasnoB cyxoit kposu [33]. s uCKIrOUCHUS
MEPBUYHBIX JICTOYHBIX, HEBPOJOTHYECKHUX, HEHpPO-
MBIIICYHBIX, CEPIACYHO-COCYAUCTHIX U BPOKICHHBIX
MeTa0oMnYecKknx 3aboJieBaHWUN HEOOXOAUMO MpOBe-
CTH peHTreHorpaduio (BO3MOXKHO, KOMITBIOTEPHYIO
TOMOTpaur0) OpraHOB TPYAHOW KIIETKH, HEBPOJIO-
THYECKHI OCMOTpP C BO3MOXKHOM OHMOICHEH MBI,
sxokapauorpadguo, MPT wu/unm KOMOBIOTEPHYIO
TOMOTpa(Quro TOJIOBHOTO MO3Tra, CKPHHHWHT Ha MeTa-
Oonmdeckue 3a0oneBaHus. B cioydae jxamo0 Ha 3armo-
pBI TOJDKHA OBITH UCKIIOYCHA OoJie3Hb [ MpiimpyHra.
V nanuentos ¢ NPARM wnu renoruniom 20/29-20/33
HEOOXOIUM TPHIICITHHBIA TTOWCK OITyXOJIeH HEPBHOTO
rpeOHs, B 0COOCHHOCTH HeipoOmacToMbl. PexoMeH-
JyeTcs TIpOBeJIeHne 72-9acoBOTO MOHUTOPUPOBAHUS
AIEKTPOKAPAUOTPAMMBI JJISI BBISIBICHUS BO3MOXKHBIX
APUTMUN ¥ CHHYCOBBIX TIay3 ISl CBOCBPEMEHHOH IMO-
CTaHOBKHU KapIuOCTUMYIIsITOpa [8].

Tepanus
OTCYTCTBYIOT JIEKApPCTBEHHBIE METOJbI TEpamuu
LEHTPaIbHON TUNOBEeHTHIAINH. [Ipenaparsl, cTuMy-

JUPYIOIINE AbIXaTeIbHBIA HEHTP, HeAPPEKTUBHBI [8].
BonpHBIM TpebyeTcss BEHTHJISIIMOHHASA MOJACPKKa
B T€UEHHUE BCEH JKU3HMU.

B nacTosiee BpeMst MpenjioKeHbl TPH CTPATErHH
pecniuparoproii nogaepxkku npu CBLII'B:

1. AMepUKaHCKOE TOpaKaJbHOE OOIIECTBO CUH-
TaeT HeOOXOOUMOHN BEHTHIIALMIO YePe3 TPaXxeoCTOMHU-
yeckyto Tpyoky (TCT) B Teuenme mo kpaitHeil mepe
nepBbIX 6—7 aeT xxu3Hu. [Ipn HanuuuM y nanuenTa co-
MyTCTBYIOUIMX BPOXACHHBIX MOPOKOB pa3BuTus (0o-
Je3Hb ['mpuinpyHra, aHomMajluy HEHTPaJIbHON HEPBHOU
CHCTEMBI U JIp.) U/NUJIU APYTUX NATOJIOrMYECKUX COCTO-
SHUN (CYZOPOKHBIM CHHAPOM M Ip.) JaHHAs METOMAHU-
Ka UMeeT IPUOPHUTET, 0OecreunBas JerK1i, ObICTPBIH
M KOHTPOJUPYEMBIM JOCTYI K JIbIXaTE€IbHBIM MYyTSAM
pebenka, ToBbIass 0e30MacHOCTh, YPOBEHb W Kade-
CTBO KM3HU BCcel ceMbH. B mporecce AnHaMU4ecKoro
HaOIIONCHUS Yy JeTel, HyKIAIOMMUXCS B BEHTHIISILIUH
TOJIBKO BO BpeMs CHa, BO3MOXKEH Iepexo/l K HEeHHBa-
3WBHOI BEHTHUJISALINH C ABYXYPOBHEBBIM TOJIOKHUTEINb-
HBEIM maBieHueM (Bi-Level) m omHOBpeMeHHOUW neka-
HrosAmnuen [8].

2. HewnBasuBHas BeHTmisiius jerkux (HUBJT)
(HexoTopble EHTPHI B BennkoOputannu, ABcTpanann)
MOXKET OBITh NMPUMEHEHA C TMEPBBIX MECSIEB KU3HU
IPU YCIOBUU HEOOXOJUMOCTH B HEH TOJIBKO BO BPEMsI
CHA M0 MHEHMUIO psifia CielHaiucToB [34].

3. Wwmnnanraums crumysistopa auadparMaib-
HOTO Hepaa [35].

KnnHndeckn 3Ha4MMble OCOOEHHOCTH IPUMEHS-
€MBIX METOIOB PECIHMPATOPHOW Tepamuu CyMMHPO-
Banbl /. B. l'oprikoBeim 1 coaBropamu (2019 1.) [36],
Trang H. u xomneramu (2020 r.) [37].

IIpu npoBeneHMM HCKYCCTBEHHOM BEHTHIISLIMU
JIETKUX LIEJIbIO SBISETCS JOCTHKEHUE COCTOSIHUS HOP-
MOBEHTHUJISILIMM, YTO BKJIIOYACT B ceOs BBHINOIHEHHUE
CIIEYIOMMX NPUHIIUIHATBHBIX TTPABUII:

*  JIOCTHKEHHE HOpPMAJbHBIX YpOBHEH mapIu-
aJBbHOTO JIaBJICHUS KHUCIIOPOJAA U CaTypalMH B KPOBU
NanueHTa — KOHTPOJIb MPOBOIUTCS MHBA3UBHO WIIH
HEMHBA3UBHO;

* K JAaHHOM TpyNIe NalMeHTOB HEIOMYCTHMO
MPUMEHSTH MOHITHE KIIEPMUCCUBHOI TUIIEPKAMTHUH,
napLyaJbHOE JABJICHHE YIJIEKHUCIIOTO ra3a B KPOBH
BCEI/la I0JPKHO HaXOAUThCS B TPaHULIAX HOPMBI,

*  HeoOXOAMMO YUHTHIBATH (a3bl CHA U TITyOHHY
JnepuIUTa HEHTPATBFHON PEryIIsIUH JbIXaHUS y KaX-
JOr0 OTHEJNBHOTO MalMeHTa Ipu nopdope ammnapart-
HOW 4acCTOTHI ABIXaHUS U yPOBHS YyBCTBUTEIBHOCTH
TpUrrepa;

*  CPAP-tepanus He AOIKHA HCHOJIB30BATHCS
TS pECTTPATOPHOMN TOIEPKKH, B OTCYTCTBHE OCTPO-
ro BOCHAJMUTEIBHOIO IpOLEcca B JITKUX HOTALHUS
KHCIIOpoza He TpedyeTcs
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[lanimenTaM ¢ KPYyTIOCYTOYHOH TOTPEOHOCTHIO
B BEHTHJIALIMM BO3MOKHA UMIIJIAHTALUS CTUMYJISITOPa
muadparmansHoro Hepsa (CJJH), uro mo3BoisieT cy-
[IECTBEHHO MOBBICUTH Ka4ECTBO JKU3HU: BECTH aKTHB-
HBIN 00pa3 KU3HU JHEM, a TeM, KTO BEHTIIHPYETCS
TOJIBKO BO BpPEMS CHA W SIBJISICTCSI HOCHUTEJIEM Tpaxe-
OCTOMBI, Ta€T BO3MOXKHOCTH JeKaHtomsuuu [8, 35, 38].

C nmnadparMalbHbIM CTHMYJISITOPOM PEOSHOK HC-
TTOJIB3YET CBOIO COOCTBEHHYIO AHadparMy B KadecTBE
IBIXaTeTbHOTO Hacoca. CucTemMa BKIIOUaeT B cedd
CIIEAYIOLINE YeThIpe KOMIIOHEHTa: 1) MOHONOJSIPHBIE
AIIEKTPOABI, KOTOpPhIE XUPYPru4ecKH HMILIAHTHPO-
BaHbI JIBYCTOPOHHE Ha JuadparMaibHble HEPBBI; 2)
MPUEMHUKH, KOTOPBIE XU PYPrUUeCKA HMILIAHTHPOBA-
HBI Ha KUBOT WJIM TPYJb C ABYX CTOPOH; 3) aHTEHHBI,
KOTOpbIE Pa3MeUICHbI Hal TPUEMHUKAMU; 4) BHELTHUMA
MEPEHOCHOHN MepeaaTynk ¢ OaTapeHHBIM MHUTAHHEM,
KOTOPBII TeHEepHPYeT IEKTPUUCCKYIO YHEPTHUIo, aHa-
JIOTHYHYIO PaJMOYacTOTe. DJEKTPUYECKas >HEpTHs,
reHepupyemasi BHEIIHUM MEepeAaTYHKOM, IepenaeT-
Ccsl uepe3 BHEIIHHE aHTEHHBI, KOTOPbIE PacIOI0KEHBI
HaJl IPUEMHUKaMHU. 3aTeM IPUEMHHKHU IPeoOpa3yoT
SHEPTHIO0 B JIEKTPHIECKHE TOKH, KOTOPBIE 3aTEM TO-
BOZSITCS K AHadparMaIbHOMY HEPBY, CTUMYJIUPYS CO-
KpamieHue quadparm [8, 35].

Wneanpupii kangugat miss CAH noimkeH uMmeTh
HOpPMAaIIbHYI0 (QYHKIUIO TuadparMbl, HHTAKTHBIA JTU-
adparManbHBI HEPB, HE3HAYUTEIHHOE 3a00JIeBaHUE
JIETKUX WJIM €ro OTCYTCTBHE M HOpMalbHBIN Bec. [la-
LUEHTHI C U30BITOYHBIM BECOM U O)KHPEHUEM HE SIBIISI-
I0TCSl UACaNTbHBIMU KaHIUJaTaMU ISl YCIICIIHOTO HC-
niostb3oBanwst CJIH, moToMy 94T0 60TBIIIOE KOTHYECTBO
YKUPOBOH TKaHU yBEITUYHBAET PACCTOSHUE MEXKY aH-
TEHHaMH M TPHUEMHHKaMU JuadparMaibHbIX CTUMY-
JISITOPOB, YTO MPUBOJIUT K UCKAKECHUIO CUTHAJIOB JIJIsI
npueMHuKa [8, 35, 38].

CJIH mo3BosisieT AeKaHIOJIMPOBATh CTAOMIBHEIX Je-
Tel crapurero Bozpacta ¢ CBLI'B, koTopbiM HeoOxo-
JUMa BEHTHISIIUOHHAS MOJACPKKA TOJIBKO BO BpPEMsI
cua. [lnsa nposenenus CIH 6e3 TpaxeocTtoMuu maiu-
et ¢ CBLI'B momkeH oTBedaTh CIenyOMMUM Tpebo-
BaHHSAM: 1) 3aBUCUMOCTh OT BEHTHIISATOPA TOIBKO BO
BpeMsl cHa; 2) He TpeOOoBaTh JHEBHOI'O CHA; 3) UMETh
cTabMIIbHOE TeueHue OONIE3HU C PEIKUMH TOCIIATAIIH-
3anusmMu; 4) He TpeOoBaTh MOJTHON BEHTUIISIITHOHHON
MOJZICPKKH BO BPEMs OCTPBIX PECIUPATOPHBIX 3a00-
neBaHuH; 5) oco3naBarh, uto C/AH He sBisercs 0e3-
OIACHBIM METOJIOM BEHTHUJISIIUU U UHTYOAIIMH MOTYT
OBITh HEOOXOIUMBI TIPU CEPHE3HBIX 3a00JCBaHHIX
[38]. Hemocrarkom CJIH 6e3 TpaxeoCTOMUH SBISCTCS
PUCK OOCTPYKTHBHBIX alTHO? BO CHE, KOTOPBIE MOT'YT
BO3HUKHYTh M3-3a COKpauleHus auadparmbl 06e3 co-
MyTCTBYIOLIETO COKPAIICHUsT MBI BEPXHUX JIbIXa-
TEeNBHBIX TyTeH [8, 35, 39, 40].

II. NEAVNATPUA | PEDIATRICS

W3-3a pucka yromieHus nuadparMbl peKOMEHYeTCs
ucnois3osath C/IH me Gomee 14—-16 wacoB B neHsb [8,
35, 41, 42]. Takum oOpa3oM, BO BpeMs OCTPOTo 3a00Ite-
BaHMS MAIMEHT JIOJDKEH UMETh aJIbTePHATHBHYIO (hopMy
BEHTWISIIIMOHHOW TO/ICPKKU C HCIIOIb30BAHHEM JI0-
MarrHero BeHtwisatopa uepe3 TCT ninm HenHBa3uBHO.

CBILI'B — 3abomeBanue, koTopoe OymeT compo-
BOJKJIATh TMAIMEHTA BCIO €T0 KU3Hb BMECTE C MOTPeO0-
HOCTBIO B PECIHUPATOPHON TOMJIEPKKE. OTH JIETH
HYXXJAalOTCAd B CHOCHUAJIM3UPOBAHHOM MYJIBTUAUC-
UHUINIMHAPHOM IIOAXOAE C PETYIAPHBIM MOHUTOPHU-
poBanneM. M3 ocoOeHHOCTEW oOpa3a >KU3HH JIIOACH
¢ CBUI'B crnemyer BBIIENIUTH HEOOXOMMMOCTH 3a-
IpeTa Ha UCIOJIb30BAaHUE IMPEnapaToB, 00JIaa0IIX
CE/IaTUBHBIM JICHCTBUEM (32 UCKJIIOYCHHEM IIPOBEJIC-
HUS aHECTE3WH B JICUCOHOM YUPESKICHUH), KPAWHIOIO
OCTOPOXKHOCTH B YIIOTPEOICHUH aJTKOTOIIS, UCKITIOUe-
HUE HBIPSIHUS O] BOAY (MAIlMEHTHI HE KOHTPOIUPY-
0T 3aJIepKKy nbixanus). HeoOxomuma BakiuHaius
KaJICHAApHBIMHW W BHCKAJICHAAPHBIMU BaKIIWHaAMU.
[lo cobcTBeHHBIM HAOMIOACHUSAM, THUITOBEHTHIISINS
YCHUIIUBACTCS TIPH JIFOOBIX (HE TOIBKO PECTTMPATOPHBIX)
3a00JIEBaHUIX, COITPOBOXKIAIONINXCS HHTOKCUKAITUCH
U JINXOPAJIKOH.

XOTsI BO MHOTOM COCTOSIHUE nanueHTa U MporHos3
00yCJIOBIICHBI TEHOTHIIOM, TSKECTh MOPaKEHUS 3a-
BHCUT M OT BPEMEHH, MPOIIEAIIET0 JO MOMEHTa TO-
CTAaHOBKHW NPaBUJIBHOTO AWAarHo3a, a TakKXE OT Ipa-
BUJILHOCTH U CBOEBPEMEHHOCTH 110A00pa 1apamMeTpoB
pecriuparoproit mognepxkku. Jletm ¢ CBLUI'B mpum
aJIeKBaTHO IPOBOJUMON PECIHPATOPHON MOIACPIKKE
B OOJIBIIMHCTBE CIy4aeB COIMAIBHO HHTETPUPOBAHBI.

Onvim @I'BY « HMUIL] um. B. A. Anmazosa»
Munszopasa Poccuu

B noxanssiii peructp CBLI'B ®I'bY «HMUL nm.
B. A. Anmaszosa» Munsnpasa Poccuu Ha ssHBapps 2023
roja BKIIIOYCHBI 29 aeTeil. Pactipenenenne maroreHHbIX
BapuanToB B reie PHOX2B mpencraBieHo Ha puCyHKe
1 ¥ COOTBETCTBYET IaHHBIM JIUTEpaTypshl [1].

MpbI Takke OTMETHIIM CBS3b KOJIMYECTBA IMOJIHAIIA-
HUHOBBIX TIOBTOPOB U TSDKECTH KIMHUYECKHUX TIPOSB-
neruit CBLI'B. PARM 20/25 BoisiBnieHa y 4 neteit, u3
HUX JIBO€ HE MMENN KPUTHUYECKUX HapYIICHHH JTbIXa-
HUS B TIEPBBIE MECSIbI ¥ OBUIH BBITUCAHBI U3 POJIUIH-
HBIX JIOMOB 0€3 IMarHo3a Ha caMOCTOSITEIbHOM JbIXa-
HuM (Tak HaseiBaeMblii CBLI'B ¢ mozgauM Havanom),
B pe3yJbTaTe Yero MOCTYNHIHN B CTAllMOHAPH! PETHOHOB
Poccuiickoii @enepanuu mno3aHee, Ha MEPBOM TOAY
JKU3HU B COCTOSIHUHU TSDKEJOIO JIEKOMIIEHCHPOBAHHO-
ro JBIXaTeIbHOro anuao3a. Y Opara-Onu3Hena oJHOro
W3 HUX BBIABIICHA TaKas K€ MyTalus, B JalbHEHIIEM
OH yMep Ha ¢oHe HH(]PEKIMOHHOTO mopakeHust. OnuH
W3 3TUX JBYX JETEH pa3BUI CYIOPOKHBIN CHHIPOM
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Puc. 1. PacnpepeneHue natoreHHbiX BapuaHToB B reHe PHOX2B B KoropTe nauueHToB
&drey «HMUL, um. B. A. AnmasoBa» MuHapgpaBa Poccuu

Y TIOJTy4YaeT IPOTUBOCYIOPOKHYIO Tepanuio. Bee netn
HY)KIAIOTCSI B BEHTHIIALWN TOJIBKO BO CHE, B MEHBIIICH
cTereHu B a3y ObicTporo cHa. Tpoum neTsiM HaMu Ha-
yara HUBJI B pexume ST, onun peGeHOK ObLT Tpaxe-
OCTOMMPOBAH JI0 TOCTYIUICHHUS B HAII IIEHTP. Y BCex
YeTBIpeX AeTel ¢ myTanuei 20/25 mcuXoMOTOpHOE pas-
BHTHE COOTBETCTBYET Bo3pacty. 3 Hapymienuii Bere-
TATUBHOM PEryNALMUA Mbl BBISIBUIM KOCOITIA3UE Y JIBYX
JICTEH U CHHYCOBYO OpaJIuKap/uio y OJJHOr0 peOCHKA.

B nameit rpynme Habmrogaetcs 15 nereit ¢ PARM
20/26. Bce onn TpedoBanm MBJI ¢ mepBBIX gHEH KU3-
HU, K BO3pacTy 3—4 MecsIeB HYXJaJIUCh B BEHTHIIS-
LUHU TOJIBKO BO cHe. Jlecats aerer nonyyaror HUABJI
C MJIaZieH4YecTBa, JBa pebeHKa ObLIN JeKaHIOIUPOBa-
HBI 1 niepeBeacHsl Ha HUBJI B Gomnee crapriem BO3-
pacTte, 1Ba peOeHKa OCTAOTCS TPaXeoCTOMUPOBAaHHBI-
MH, B TOM YHCIIC OIMH B CBSI3U C JApUHIOMAaJIalUei.
MBI oTMeUanu cuHycoBYto Opagukapauio y 10 gerei,
KOCOTrjiazue/acTurMaTtusM y 4, ractpos3odaraibHblii
pedirokc u 3amopel y Tpex AeTeil. Bee metn mmeror
Ty WJIM UHYIO CTETICHb 3aJIEPKKU PEUH, TICHXOMOTOP-
HOE pa3BUTHE B 14 ciydasx COOTBETCTBYET BO3PACTYy.
VY omHOro pebeHka Ha MEPBOM T'OAY JKHU3HU JIHATHO-
CTHPOBaH CHHAPOM BecTta, KOHTpOIb Ha/I CyJOpOraMu
HETIOCTOSTHHBIN, UMeeTCs Tpy0ast 3a1epkKa IICHXOMO-
TOPHOI0 pa3BUTUs. B nutepaType OTCyTCTBYIOT OaH-
Hble 00 accouuanuu CBLI'B u cunapoma Becta. Mbi
MPEATOoIaraeM Pa3IuIHyI0 dTHOJIOTHIO ITUX COCTOS-
HUH y HAIIEeTo MalueHTa.

[Isate mereit mmeror PARM 20/27. Orn momy4arot
UCKyCcCTBEHHYIO BeHTHIAnMIO Jerkux (UBJI) Bo cHe
yepe3 TCT (nmombiTku nepesopa Ha HUBJI no mocra-

HoBkM TCT B Bo3pacte 4 MecsiLieB y OJHOrO U3 AeTel
Obun Oe3ycriemiHbIME). Tpu pebeHKa UMEIOT 3aepiK-
KY IICUXOMOTOPHOT'O Pa3BUTH S, OHAKO pa3rpaHUYUTh
BKJIaJ] B ¢ (hOopMUpOBaHUE CaMOT0 CHHIPOMA U TIepe-
HECEHHOH T'MIIOKCUU BCIIEICTBHE HEONTUMAJIBHOIO BeE-
JCHHUS B IEPBbIE MECALBI )KU3HU 3aTPYAHUTEIBHO. Bee
JETH UMEIOT O(TaIbMOJIOTHYECKYIO CHMIITOMATHKY,
TpOoe — CYIOpOrd B aHaMHe3€e, CKIIOHHOCTh K Opaau-
kapauu. OmHA JeBOYKa MPOJEMOHCTpPHpOBajia Hapy-
HIeHue 0OMEHa IJII0KO3bI B BUJE TUIIOTIIMKEMHUH B BO3-
pacte 1 roma 4 mecaueB (kJnHUYeCKH mpumep 1).
VY nByX JeTell AuarHoCcTUpoBaHa 0oje3Hb [ upmnpyH-
ra, MPOBEIEHO ATAITHOE XUPYPrUUeCcKoe JeUeHHE.

Onun pebeHok mMeetr myTtanuio 20/28, mocTymua
K HaM BHepBble B Bo3pacte 1 roma 9 mecseB. Pebenok
nyxmaaercs B UBJI ¢ poxaenus, nuarHos ObuI 3amo-
JIO3PEH JOCTaTOYHO PaHO, MPOBOJIMJIACH aJleKBAaTHAs
pecniupaTopHas noanepxka, ceiiuac MBJI npoBonut-
Csl Uepe3 TPaxeoCcTOMY BO BPeMsl CHa, IPOOIIEPUPOBAH
Ha TEPBOM MeECSIE JKM3HM 10 HoBoAy Oone3nu ['mp-
mmpyHra. [lonyyaeT npoTHBOCYIOPOKHYIO TEpPaIIo,
MMeeT 3a/Iep)KKy TICHXOMOTOPHOTO Pa3BUTHS, CXOJA-
11eecst Kocorjasue.

B namem peructpe nBa peOeHKa C peAKUMH Bapu-
antamu — 20/33 (Hounas UBJI, 6one3ns ['mpmmnpynra,
ONTHMAaJIbHOE pa3BUTHE K moyiyropa rojgam) u 20/39.
Taxxe moa HaiuM HaOmroaeHueM peberHok ¢ NPARM
BIIEPBbIC BBISIBJICHHBIM BapHaHTOM B 3 3K30HE
PHOX2B ¢ MUHUMaJbHBIMH IMPOSBIECHUIMH HOYHOH
TUTMIOBEHTUJISIIIUU U OTCYTCTBHEM JIPYTUX CUMIITOMOB.

TakuMm 00pa3oMm, TOYHAsE W CBOEBPEMEHHAsT MO-
JIEKYJISIPHO-TeHETUYECKasl TMarHOCTHKA OIPEAEseT
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HE TOJIFKO TTPOTHO3 3200JIeBaHM S, HO M TTOJXO/TBI K TTPO-
BEJICHUIO BCIIOMOTATEIbHOM BEHTHJISILIUM, YaCTOTY
1 00beM JadbHEeHIINX AUarHOCTHYECKUX MPOLEIY .

Mpr1 npuBoauM nBa cirydas CBLII'B, B mepBom aua-
THO3 OBIJT YCTAHOBJICH B BO3pacTe 7,5 MECSIIEB, BO BTO-
poM — Ha 4-ii IeHb KU3HU.

Knunuueckuii npumep 1

JeBouka A., oT TpeThelt OepemeHHocTH (1 — meBou-
Ka, IpoJjanc MUTPAJbHOrO KiamnaHa, cuHapoM WPW,
OIIEpaTHBHOE JICUEHHE; 2 — MAaJb4yHK, 310POB), MPO-
TeKaBIlei Ha QoHe aHeMuu ¢ 36 Helelib, MHOTOBOJIHS,
OTEKOB OepeMEeHHOH, MHOMBI MAaTKH, THIOTHPEO3a.
Ha momenT posioB mame 37 sieT. Posibl cpouHble Ha 38 He-
Jieie Ty TeM Olepalliy KecapeBa ceueHus. Macca Tena
nipu poxkaenuu 3 210 r, qiuHa 51 cM, oLeHKa 1Mo 1IKae
Amnrap 5/7 6amoB. C pokJICHUST COCTOSHHE peOCHKA
TSDKEJIOe, HaXOIUJIaCh HAa HEMHBA3WBHOW BEHTHUISIINY,
yepes 2 yaca uHTyOarus ¢ nepeBogom Ha VUBJI B cBi-
3M HapacTaHHUEM JIbIXaTeNbHON HegocTaTouHocTH. Ha-
OJro1a1ach HEBPOJIOTOM C TUArHO30M «IIEpHHATATBHOE
TUTIOKCHYECKH-UIIEMUYECKOe TIOpaKeHUE IIEHTPalb-
HOW HEPBHOW CHCTEMBI». B CBS3M ¢ HEOOXOIUMOCTBIO
B nnoctostHHoU MBJI B Bo3pacTe 4 Mecs11eB YCTaHOBJIEHA
TCT. [IBaxk 16l epeHecia JByCTOPOHHIOK THEBMOHUIO
(B 1 mecsan u B 6 mecsues). Kononnsuposana nonupe-
3UCTCHTHON BHYTPUOOIBHUYIHOU (hiopoid. B Bospacte
7,5 mecaues 3anono3ped CBLI'B, quarno3 noaTBepx-
JIEH MOJIEKYJISIPHO-T€HETHYECKUM METOJIOM: BBISIBJIEHA
myTtanus B reie PHOX2B: PARM 20/27. C 10 mecsiiies
Habmonaercs B HameM Llentpe. [IpoBenen moxdop mna-
pamMeTpoB pecHMpaTOpHON MOMIEPKKH, MaTh 00ydeHa
pabote c anmaparom MBJI, yBnaxxHuTeIEM, METUITNH-
CKHM aclpaTopoM, ITyJIbCOKCUMETPOM, 00ydeHa yXo-
Jy 32 TPaxXeOCTOMHUYECKON KaHIOJEH, caHaluu, ycTa-
HOBKE HA30-TaCTPaJbHOTO 30H[A, PEaHMMAIMOHHBIM
MeponpusTusaM. [IpoBeneHHBIE MEPONPUSITHS TO3BO-
JIWJTU 0TKa3aTbest oT nposenenus VIBJI Bo Bpems 6omp-
CTBOBaHUS, CIIPABUTHCS ¢ MHPEKITUOHHBIM IIPOLIECCOM,
peOEHOK BIEpBBIE TOKUHYJ OTJIEJIEHHE peaHuMallui,
BIICPBBIC B XM3HHW ObLIa OTMCHEHAa aHTHOAKTEPHAIIb-
Has ¥ uH(py3uonHas Tepanug. C 11,5 MecsneB Ku3HA
peOeHok Haxomwics noMa. B nanpHelinnem neBoYka
HEOJHOKpATHO TochuTaju3upoBanack B LleHTp s
KOPPEKIINN TapamMeTpOB BEHTHJISALUN W TPOBEICHUS
KypcoB peabmunurtanuu. B 1 rog 3 mecsna u 1 rox 4
Mecilla — TPH SMHM3071a TOHUKO-KJIOHHYECKUX CYy-
JIOPOT, Ha 3JEeKTpodHIEedaIorpaMMe OTCYTCTBOBAJIH
MPU3HAKN SMHAKTUBHOCTH, BBISBICHA THIOTIUKEMUS
1o 2,0 mmone/n. Ilpu perynsipHOM MOHUTOPHPOBAHUH
YPOBHS TIIMKEMHUH BBISIBIICHBI KoseOanus ot 2,0 1o 9,14
MMOJIB/J1, TPA STOM OCHOBHAsI YaCTh BPEMEHH HOPMOT-
nukemus. Ha ¢one coOnroneHust TUEThl U W30eraHust
TOJIOMHBIX TAy3 B JaJbHEHIIEM TMOM0OHBIE AITH30IbI
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HE MOBTOPAIUCH. YpoBeHb C-menTujia Npyu rINKEeMHH
3,0 cHMKeH, ypOBEHb HHCYJIMHA B HUXKHEM pedepeHce,
YTO CBHJIETEIBCTBYET 00 OTCYTCTBUU T'MIIEPUHCYITHE-
MHUYECKOro resesa. IlocTmpanHauanbHOE MOBBIIICHUE
[JIMKeMUU TIPEIUKTUPYET PUCK CaXapHOro auadeTa.
lene3 wHapyuieHuit 0OYCIIOBIEH SMU30[aMH HeaJeK-
BaTHOH cekpennu WHCyMuHA. Ha done 3aaepxku au-
arHOCTUKH W ToA0Opa Teparnuu, JIUTETHHOTO TIpe-
ObIBaHUS B OTJICJICHUU pPEaHUMAIIUU C OTCYTCTBHEM
BO3MOJKHOCTH HAaXOXKJCHUS POIUTEINeH y peOeHKa pas-
BHJIOCH THUIIOKCHYECKOE TOPAYKEHHE TOJIOBHOTO MO3Ta
U 3aJiepKKa IICUXOMOTOPHOro pa3BuTus: B 11 mecsien
He cunena, B 1 rox 4 mecsina — caguiach U BCTaBalia
¢ noaaepxkkoit, B 1 rog 10 mecsaieB — xoaunia ¢ moa-
JiepKKoi. B HacTos111ee BpeMs XOUT CAMOCTOSI TEIIBHO,
WUrpaeT UrpyliKamu, HO MPEAIOYUTAECT OJHOTHUIIHBIC,
HapylleHa COLUan3alus — Ha HE3HAKOMBIX JIOACH
HeraTuBHas peaxkuus. IlpomomkeHa pecnupaTopHas
nojJepxxka Bo Bpems cHa: MBJI uepes TpaxeocToMu-
4YecKyro TpyOKy. B Bo3pacTe msiTH j1eT HIMIUTaHTHPOBAH
CTUMYISATOp AuapparMaabHBIX HEPBOB.

Knunuveckuti npumep 2

HeBouka B., ot BTOpoii 6epemennoct (1 6Gepemen-
HOCTb — MaIlBYUK 7 JIET, 3I0POB), IPOTEKaja Ha (oHe
anrusbl, otexkoB B III Tpumectpe. Poasl 2 cpouHble
IyTeM OIepaluu KecapeBa CeUueHHUs, Macca Tena Mmpu
poxkaenuu 3 720 r, nuuHa 55 oM, 8/9 6auIoB 1o 1IKaje
Amrap. C nepBoro AHs )KM3HU B CBA3M CO CHUKCHH-
eM caTypaluy MmoTpedoBaiach JOTAIUs KHUCIOPOAa,
co Broporo aHs — WBJL. lnarno3 CBUI'B 3amo-
JOo3peH Ha 4-i JNeHb KU3HU, MOATBEPKICH MOJEKY-
JSAPHO-TCHETUYECKH — BBISBJICHA MYTallusl B TEHE
PHOX2B — PARM 20/25. B 1,5 mecsia gocrasiieHa
B knuHUKY llenTpa. B Bo3pacte 1 mecan 20 nueit —
JKCTyOHpOBaHa. B manbHeiiieM pecnimparopHasi moj-
nepkka B pexxume ST Bo cHe yepe3 Ha3aJIbHYI0 MAacKy
¢ TI0I00paHHBIMY TIapamMeTpamMu, MaTh o0yueHa pabdo-
T€ C anmaparom, peOeHOK BBITIHCAH JOMOW B BO3pacTe
2 mecsua 1 Henens. B HacTosiee BpeMs MPOIOJIKEHA
HEWHBA3UBHAsI pecCHupaTopHas MOJICP:KKAa Ha BpeMs
cHa B pexxume P-SIMV, neBouka akTHBHA, KOHTAKTHA,
TICUXOMOTOPHOE Pa3BUTHE COOTBETCTBYET BO3PACTY.

B mpomecce paboTsl chopMHpPOBATUCH OCHOBHBIE
TaKTUUYECKUE HAIpaBJICHUS NPU OKA3aHUU MOMOILU
JIETAM C CHUHAPOMAMH, COMPOBOXKIAOIIUMUCS IICH-
TPaJIbHON TUMIOBEHTUIIAIIUEH:

1. CBoeBpemeHHas TMATHOCTHKA ITyTeM IOWCKa
myTauuid B rene PHOX2B npu nono3penuun na CBII'B;

2. MyapTHAMCIUILIMHAPHAS KJIMHUYECKas pado-
Ta ¢ MalMEHTOM NpU (POPMHUPOBAHUU TAKTUKH JieUe-
HUS, peaOUIUTAIINY 1 a0UITUTAITNH;

3. Bribop onTUMajgbHOTO peXHMa W Tapame-
TPOB BCIIOMOTaTEIbHONW BEHTHJISILUM B 3aBUCUMOCTHU
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OT THIa MYTalliH, BO3PacTa, CTETIEHN TUIIOBEHTHUIIS-
LIUH, CTAOMIIBHOCTH JBIXaTEIbHBIX ITYTEH, C YUETOM
JKEJTaHUM M BO3MOYKHOCTEM KOHKPETHOM CEMbH, CO-
LHUAJIbHBIX YCJIOBHH MPOXKUBAHHUS, JOCTYITHOCTH 3KC-
TPEHHOU METUIIMHCKON MTOMOIIIH;

4. OOyueHHE YJICHOB CEMbU IPOBEICHHUIO BEH-
THJISIIIAY, YXOAY 3a TPaXxeoCTOMOW, MOHUTOPUHTY
COCTOSIHUSI, HAaBbIKAM OKa3aHHS TICPBUYHON peaHH-
MAaITMOHHON TIOMOINH, pPa3bSICHEHHE OCOOCHHOCTEH
COIMANIA3aIiu JIeTel, HeoOXOMUMOCTH BaKIIWHAIIUH,
OTpaHUYCHHUI, CBI3aHHBIX C IPHEMOM HEKOTOPBIX Me-
JIMKaMEHTOB;

5. Perymspuble (kaxapie 6—12 MecsIeB) MOIICco-
MHOTpaduIeCKre 0O0CIICOBAHUS, IXOKapAHOTpadus,
XOJITEPOBCKOE MOHUTOPHUPOBAHWE, YIIBTPA3BYKOBBIC
WCCIIeZIOBaHUs OpraHoB OpromrHoi mosioct, KT opra-
HOB 3a0pIOIIMHHOTO MPOCTPAHCTBA, 3aJHETO CPEAo-
CTEHHsI, OCMOTPBI 0(TaIbMOJIOTa, OTOPUHOIAPHHTO-
Jiora, MCCIIeIOBaHUs KaTeXOJaMHUHOB B MOYe, OIlEHKa
TICUXOMOTOPHOT'0 U MHTEJUIEKTYaJIbHOT'O Pa3BUTHS,

6. HemocpencTBeHHO MeIWIIMHCKHE peaduUInTa-
LIUOHHBIC MEPOIIPUATHSI IPOBOSITCS B XOJIE PETyJIsIp-
HBIX TUIAHOBBIX TOCHHUTAJU3AHNA HapSAy C JHArHO-
CTHYECKMMU U BKJIOYAIOT B ce0s Maccax, JIedeOHyI0
TUMHACTUKY, pa3pelieHHbIC BBl (PU3HOTEPATICBTH-
YeCcKOro JICUCHH s, 3aHATHS B OacceiiHe, 3aHsTUS ¢ JI0-
romne oM, B TOM YHCJIEe KOMIUICKCHI JUISI CTUMYJISIITHH
opodalarbHOi 30HBI IPH HAPYIIEHUSX COCAaHUS W/
WJIY TJIOTaHUsI B PE3YJIBTATe NIIUTEIBHON MHTYOanu
Tpaxeu U CTOSTHUSI Ha30racTPaJIbHOTO 30HAa;

7. OmpeneneHre BO3MOXXHOCTH W BBITIOJIHEHHE
JEKAHIOJSAIINH C TIEPEBOJIOM Ha HEMHBA3HBHYIO BEHTH-
TSI,

8. OmpezgeneHue TMOKa3aHUM U HMILUIAHTALUS
CTUMYJIsITOpa quadparmMaibHOTO HEPBA;

9. IlpoBenenue 00pa3oBaTEIBHBIX MEPOMPHS-
THH TSI MEMUIITHCKUX PAaOOTHUKOB U ceMeil, myOu-
KaIuu.

3AKJTIOHEHUNE

B ®I'BY «HMUI] um. B. A. AnmazoBa» Mun3npa-
Ba Poccuu peanu3oBaH cucTeMaTUU4eCKUN MYyJIBTUIUC-
LUTUIMHAPHBIA TIOAXOJ K JICYCHHIO M peaOuIuTalluu
JIETe ¢ CHHJPOMOM BPOXKJAEHHOM IIEHTPaJIbHOU T'UIIO-
BEHTHJISILIMH, YTO MO3BOJISIET MOJYUYUTh MAaKCUMaJIbHO
ONaronpusTHBIE Pe3ylbTaThl IO COXPAHEHHUIO HEBPO-
JIOTUYECKOT0 U UHTEJIEKTYaIbHOTO MOTEHIIUAIA U Ka-
YeCTBA JKU3HMU.
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