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Aunnomauusn. B pabome paccmampueaemcs KiuHu4eckuil Cay4ai OUAZHOCMUKU 8POACOEHHOU
namoao2uu 4earoCmHo-1uyeol obracmu (cuHopom unu «nociedosamenvHocmoy Ilvepa Pobena) u
CUHOPOMA COHHO20 ANHOI MANCENIOU CMEeNneHU GblAGIeHHble HA dMmane pas3gumus J1e20YHOU
eunepmensuu U cepoedHol HedocmamouyHocmu y pebenka 6 ozpacme 7 nem u I mecaya c
MANCENOU CMENEeHbI0 HeOopaA38UMUs NCUXUKU (3A0EPHCKA KOSHUMUBHBIX, PeYesblX, MOMOPHLIX U
cneyuanvHuvix cnocoonocmett). Kapouo-pecnupamophuiti Monumopune, oaumenviocmoto 1 uac 40
MUHYM 8bIAGUIL CMEWAHHYI0 GOpMY conHo2o annod. Obcmpykmuenoe anHod npeobdaaoano (115
9NU30008) HAO yermpaniohbim (9 3nu30008). [IpodoadxicumenbHOCMb PeCNUPAMOPHLIX COOLIMULL
cocmaeuna 65 mumym (3902 cex). Jlecounas eunepmeH3usi u cepoeuHass HeOOCMAamoOuYHOCHb
00YCll08NIeHbl  OMCYMCMBUEM CB80EBPEMEHHO20 JIeYEHUSl BPONCOEHHOU AHOMANUU  paA36UMUs
YenoCMHO-TUYesol obaacmu, Komopas ovlia eedyujeti NPUYUHOU COHHO20 ANHOI.

Knrwuesvie cnosa: cumopom Ilvepa Pobena, cunOpom annod, ne2ouHas eunepmeHsus,
cepoeunas HedoCmamo4HoOCmb

Beryniienue.

BpoxkneHHble  MOPOKM  pa3BUTHS  SIBJIAIOTCS  OCHOBHBIM  (DaKTOpOM
MHBAJIUAN3ALMA JETCKOTO HACEJIIEHUS M 3aHUMAlOT BTOPOE MECTO B CTPYKTYpeE
MJIaJICHYECKOM CMEPTHOCTH, HX PACIPOCTPAHEHHOCTh Bo3pacTtaer [1]. [IpenaranbHoe
BBISIBJICHHE TSKENBIX TPYJHOKOPPETUPYEMBIX aHOMAJHUI JIMOO HaIMYue COUYETAHHS
IBYX M OoJiee TOPOKOB Pa3BUTHSA, KOTOpbIE MOTPEOYIOT HE3aMEMJIUTENbHON (IpH
POXKICHUM) XUPYPTUYECKOM TMOMOIIM HOBOPOXKIEHHOMY, TpeOyIOT NpephIBaHUs
O0epemenHoctu. Poxaenne peOeHKa €  MHOXKECTBEHHBIMH  BPOXKIEHHBIMU
aHOMAJIMSIMU PA3BUTUA JAUKTYET HEOOXOAMMOCTh MX CBOEBPEMEHHOW JMArHOCTUKH,
JUIA TOrO, 4YTO OBl HauaTh JICUEHHUE, HANpPaBJIEHHOE HAa MPOPMIAKTUKY PpPa3BUTHS
oclokHeHUil. B cratbe o0OCyX)maeTcsi ciiydail JUarHOCTUKH CHHApPOMOB [Ibepa
PobGena M COHHOrO amHO? TSKEJIOM CTENEHW Ha JTale pa3BUTUA JIETOYHOU
TUIEPTEH3UU U CEPACUYHOM HETOCTaTOUHOCTH Yy JIE€BOUYKH A. (HA MOMEHT OOpalleHus
7 nmer m 1 Mecsln) C TSDKENOM CTENEHbIO HEIOPAa3BUTUA ICUXUKH (3aJepiKKa
KOTHUTUBHBIX, PEYEBBIX, MOTOPHBIX U CHEIUATBHBIX CIOCOOHOCTEM).

Onucanne KIMHUYECKOIO CIy4asi.
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KanmobOp1 maTepu pebeHKa HA MOMEHT OOpaIlleHUs - Ha 3aTPyTHCHHOE JbIXaHUE
JIE€BOYKM B TE€YEHUH JJIUTEIILHOIO BPEMEHU, BBIPAXKEHHYIO CIa00CTh, COHJIUBOCTD,
OCTaHOBKHM [IbIXaHUSI BO CHE, PE3KOE CHM)KEHUE alleTUTa, BILIOTh JI0 OTKa3a OT €[Ibl,
MOSIBJIEHUE OTEKOB Ha HOTaX, 0JI€IHOCTh KOXKHBIX TOKPOBOB.

JlanHble aHaMHe3a: MaToJIOTUsSl MEePUHATAIBHOTO TEpHoJa - peOCHOK POIUIICS
OT mepBoit bepemenHocTH, mpotekaniieit c OPBU (Ha 3-M Mecsne, ¢ cyodeopribHOM
TeMmrepaTrypo B TeueHHe 3 CyTOK, 0e3 MEIMKaMEHTO3HOW Teparvu), TepBbIe
CTpPEMHTENIbHBIE POAbl, achUKCHS B pojax, mepeiaoMm obewx Kiatouuil. Poct mpwm
poxnenun 51 cm, macca Tenma — 3060 rpamm, oObeM royioBel — 34 cMm., 00BeM
rpyaHoit kinetku — 33 cm. [lepBbie 7 MecsIeB KU3HU MPOBea B OOIBHUILE, TaK KaK
HY’KJIaJach B JUIUTEIIbHOM BBIX&KMBAHUU M3-3a MPOOJIEM C JbIXaHUEM U TuTaHueM. B
OCHOBHOM, HaXOJIWJIaCh B OTJECJICHUM MHTEHCHUBHON Tepanuu W peaHumanuu. beiia
Ha WBJI u3-3a TspKENbIX ABIXATENBHBIX U HEBPOJIOTUYECKUX paccTpoucTB. [IuTanue
u3-3a  ocjablieHus  IJIOTAaTeabHOro  pediiekca  OCYIIECTBISUIOCH — Yepes
Ha3oracTpajibHbli 30HI. [IpoBoAMIIOCH J€YEHHWE AacCIUpPALMOHHOW IMHEBMOHUU H
IpYrux WHQEKIMOHHBIX OCJIOKHEHUM. Brpimucana w3 pojagoMa ¢ JAMArHO30M:
CTa()MIIOKOKKOBBIM CETICUC, CENTUKOMUEMUS (OCTPhIM THOWHBIA MEHUHTHUT), POJIOBas
coueTaHHas TpaBMa, CyOapaxHOUJIAJIIbHOE KPOBOU3IMUSHUE, TTapanuy JOpba crnpasa. B
BO3pacTe 9 MecsieB OblIa TOCIUTAIU3UPOBAHA B CBSA3U C YXYAIICHUEM COCTOSIHUS.
[Ipy mnocTymjieHun OTMEYasCsi 3HAYUTENbHBIA TPUPOCT OKPYKHOCTH TOJIOBHI,
BBIDQKEHHBI  TETpamape3, 3aJepKKa IICUXUYECKOr0, MOTOPHOTO pPa3BUTHSL.
BricraBnen  guarHo3:  BpokieHHassT ~— OKKJIIO3MOHHAs,  TPUBEHTPUKYJISIpHAs
rujaponedanus, JAeKoMIeHcanus. [ unepreH3uoHHbIH cuHApoM. CrnacThuyekuit
terpamnapes. [IpousBeneHa onepanusi: BEHTpUKYJIonepuToHeocTomus B Touke Koxepa
crpaBa. B Bo3pacte 3 roga 6 mecsleB pPe3KO€ YXYALIEHUE COCTOSHUS: YTHETCHUE
CO3HAHUS JO COMOpa, MOSBUJIACh OOIEMO3roBas CUMIITOMaTukKa. B cBsizu ¢
HECOCTOSITENILHOCTHIO BEHTPUKYJIONIEPUTOHEAIBHOTO IIYHTA BBINOJIHEHO €ro
yaanenue. [Ipon3BeieHO BEHTPUKYIONEPUTOHEAIBHOE IIYHTUpPOBaHUE B T. JleHau
CJIeBa KJIalaHOM cpefHero AaBieHus «Medtronicy.

B  nmanmpHedmeM — A€BOYKA  HEOJHOKPATHO  NPOXOJWJIa  CTAMOHAPHOE,
peadmwmTanMoHHOe JiedeHrne. Bpaun (yHKIMOHATBEHON AMATHOCTUKA B 00JACTH
HEBPOJIOTUH U KapJAHOJOTHH M Y3KHE CIEHHATUCTBI (KapJIUOJOoT, TaCTPOIHTEPOJIOT,
OpTOIlell, CTOMATOJOr W JPYTHE) BBISIBWIM PsJi COMYTCTBYIOIIUMX 3a00J€BaHUI
(CMOTpH HIKE).

OObekTUBHBIC AaHHBIC: BhipaxeHHas 3aJiepKKa YMCTBEHHOTO U (U3HUYECKOTO
pa3BuTus (poct 95 cMm, Bec 13,0 kr). Peub oTcyTCTBYET, B3I MOYTH HE (DUKCUPYET,
peakuuss Ha 3BYKOBbIE M TAaKTWJIbHBIC Pa3IpPaXXWUTEIN BsUlasi, C 3aJEPHKKOU,
AMOIIMOHAJIbHBIE PEaKlMKU OelHble, HE KPUYMT, HE IIadyeT. MblleyHasi TUOTOHHUS:
peOEHOK HE CTOUT, HE XOAUT, CUJUT TOJIBKO 00JIOKOTUBIIUCH.

Koxa TtynoBuma 4yucras, OjemHas, yMEpPEHHO BJaHas, Terasd,
napaopouTanbHbie TeHH. Koka royioBbl TOHKast W OJiecTsAIas, Ha HEW 3aMETHA CETh
KPOBEHOCHBIX COCYIOB. POT OTKpBIT, B POTOTJIOTKE — CKOIUICHHE CJIU3U U CIIOHBL.
[IpusHaku BeIpaXeHHON IucMOphUU JHMIIA U Yeperna: 00beM ueperna yBeIWdeH,
HWKHSISA YETIOCTh HEJ0pa3BUTa (MUKPOTEHHUS), BHICOKOE «TOTHYECKOE» HEe0O, S3BIK
CMEILIEH Ha3aJ] K CTEHKE TJIOTKH (TJIOCCOMNTO3).
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TenocnoxxeHne  acTeHWYeckoe,  TpyaHas  KJI€TKa  BOPOHKOOOpa3Has,
KU(POCKOJINO03 2 CT., BaJIbI'yCHasl iepopMalius rojieHeu.

MeHuHreanbHble 3HAKU OTpULATENbHbIE. J[pIXaHHE 4Yepe3 ECTECTBEHHBIE
JbIXaTeabHble MYyTH, IyMHOE. [Ipu BAoXe peOCHOK XPUIIHT, B JbIXaHUU YYaCTBYIOT
BCIIOMOTATEJIbHBIE MBIIILBI TPYAHON KIETKU. [Ipyu mpocinymmBaHuy JIETKUX CIIBIIIHBI
JIBYCTOPOHHHME CBUCTALIME XpUIIbL. [Ipy ayCcKynbTalu — TOHBI CEpALA MPUTITYILIEHBI,
PUTM MPaBUJILHBIN, BbIpaKEHHAs TaXWKapAus B Mokoe. JKUBOT MSTKWM, HE B3AYT,
J0CTyneH manbnanuu. [ledeHs BBICTymaeT wu3-moja pedepHOro kpas Ha 2 CwM,
CeJIe3eHKa He Mabnupyercs. BeipaxkeHHass OTEYHOCTh TOJIEHEN U CTOIL.

JlaHHbIE  MOTIONHUTENBHBIX  METOJNOB  OOCHIEOBaHUS M 3aKIIIOUCHHUS
CHELHAIUCTOB

O0I': ¢oHOBas 3amuch Mpe/ICTaBICHA MOTUMOP(OHO OYEHb HU3KOAMILIUTYIHOM
AKTUBHOCTBIO, MIPEUMYIIECTBEHHO ME€IJIEHHOBOJIHOBOM. Perucrpupyrorcs
CIIOHTaHHbIE OWUJIaTepaJIbHO CUHXPOHHBIE T'€HEPATU30BaHHbIE Pa3psibl MOJU-CIIANK-
BoJH. He BbIpaxkeH 30HaJIBHBIN TpaueHT U Bsiasg jAenpeccus Ha addepeHTHbIe
pazapaxurenu. Ha goto-, hoHOCTUMYIIAIIMIO HET peakinu ycBoeHus putMma. [lopor
CYJIOPOKHOM TOTOBHOCTH 3JIEMEHTAMU CHUKEH.

Ox03I'": cMenieHne CPpEeaAUHHOTO 3XOKOMIUIEKca Ha 3,5 MM BrpaBo. OCHOBaHHE
M-3x0 = 10 mM. KocBeHHbIE NPHU3HAKK JIMKBOPHO-TUNIEPTEH3MOHHOTO CUHApPOMaA 1
CT. cripaBa. Y- uHjaekc = 2,36 - 2,1. Oxo-nmynscanmsa 15%.

KT romoBHOro mMosra: XpoHHUYECKHE CYOAypaibHbIE€ TUTPOMBI JIEBOW JIOOHO-
TEMEHHOW U TpaBod JOOHO-BUCOYHOW oOmacteir. B 100HO#M oOnactu cieBa
uHopogHOEe  Tenmo?  (pparmeHt  katetepa?) HepaBHOMepHO — BBIpa)KEHHBIC
aTpoduueckre U3MeHEeHuUs1 OOJIBIINX MONymapuid. JIMKBOPO-IIyHTUPYIOIIAsl CUCTEMA

(JILLIC) copaga.
Koncynpranus Helipoxupypra: y pebGeHka NpuoOpeTeHHas Truapoiedanus.
CIIO: BeHTpUKyJIONEpUTOHEOCTOMUSL cIpaBa. MHopogHoe Teno — (parMeHTh

ApeHaxa CyOmaypallbHO cieBa. ATpoQHUUECKHil MpoIecc roJioBHOTO Mmo3ra. ['pybas
3a/iep’KKa TICUXOMOTOPHOTO pa3BuTHs. bynpOapHbiii cuHIpoM. CnacTHYecKHid
terpanapes. JILLC ¢pyHKImoHnpyeT agekBaTHO.

Pentrenorpamma OI'Tl: neroynsie moJisi Mpo3payvHble, COCYIUCTBIM PUCYHOK HE
U3MeHEeH. TeHu KOpHEeW JIErKHMX MEpeKphIThl TeHbIO cepAauna. Cepaie yBEIMYeHO B
MONEPEYHUKE 3a CUET MPABBIX OTAEIIOB.

OKI': putm cunycoBbslii, DOC pe3ko OTKIOHEHAa BOPAaBO, BOJBTAXK BBICOKHIA,
pe3kas runeptpodus mpaBbiX OTAHOB cepana. P-mynsmonane. YCC 109/muH.

Ox0-KI': XapakTtep maronoruu HesCHbIN. J{unstanus npaBbiX OTIEJIOB CEeplia.
YMepeHHass HeI0OCTaTOYHOCTh CTBOPOK TPUKYCHUAAIBHOIO KIIAllaHa: PEryprutanus
no kpbeimu npaBoro mpexacepaus (3 cr). I'mneprpodus crenox I[DK. Ilpusnaku
nerouynor runeprensuud. CIJIA 51,0 mm.pt.cT.. CokpaTuTenbHas CHOCOOHOCTH
muokapna JOK ynosnerBoputenbHas. CokpaTutenbHas ciocoOHOCTh Muokapaa [DK
camkeHa (OB — 30%). KpoBoTok B OpIOIIHOM OT/ieNie a0PThI MyJIbCUPYIOLIUH.

Koncynpranus xapauopemarosiora: YCC 106 yn/ mun, Al 80/45. /-3
XpOHUYECKOE JIETOYHOE CepJle, CTaausi CyOKOMIIEHCAIlMH. YMEpEeHHas JIero4yHast
runieptensus (CJIA 51 mm pt cT). CH 2 b cT. o npaBoKenyJ04KOBOMY THITY.

VY3U opranoB OproIHO# MOJOCTH: 3XO-TIPU3HAKKA YMEPEHHON TreraTOMETalnu.

ISSN 2523-4692 79



.‘"

i al
. . E‘ﬁ )
Modern scientific researches Issue 4/ Vol.3 % %

Oxynuct: yacTuyHas aTpousi 3pUTEIBHBIX HEPBOB 000MX Ta3?

Optonen: CuHAPOM JUCIJIA3MM COCIMHUTENBHOM TKAaHW: TpyAHas KIeTKa
BOPOHKOOOpa3Hasi, Ku(pockoino3 2 cT., BajabrycHas aedopmaius rojaeHei

Cromaronor: XpOHHOCENCUC TIOJIOCTH pPTa, MNPOrHaTus 2-3  CTEIECHH,
OCJIO)KHEHHAs! OTKPBITHIM IPUKYCOM

l'actposHTEeposor:  DpO3WMBHBIM TaCTPUT B CTAJAUU HECTOMKOW PEMHUCCHH.
['unoxpomHuast anemusi 1 cremneHu.

Kapauo-pecninpaTopHblii MOHUTOPUHT: CHHAPOM CMEIIAHHOTO alHO? CHA, C
npeobsiajaHieM OOCTPYKTUBHOTO BapuaHTa. [spkenas creneHb. [lo3unumonHo-
3aBucumas popma.

Kapnano-pecniupatopasiii MOHUTOPUHT (coH) mamuiics 1 vac 40 munyt. MHaekc
anHOod-runonHod (MAI') — 61,6/4ac. Caryparuu (SpO2) min - 49%, cpennee SpO?2 -
73.1%. Nnnexc necarypamnuu coctaBui 36,1 xon-Bo/yac. Kon-Bo mecaryparmii — 69.
MaxkcumanbHO€e BpeMsi Aecarypauuu — 156 cexk.

Bcero 3apeructpupoBano 124 pecnmparopHbeIX smnm3ona, W3 HuX 115 -
O0OCTPYKTUBHOIO T'eHe3a, 9 — LeHTpallbHOro reHe3a. MakcuMallbHasl AJUTENbHOCTD
O0OCTPYKTUBHOTrO amHod — 67 cek. OOmas MNpoJ0KUTENIbHOCTh PECIUPATOPHBIX
amu3010B coctaBuna 3902 cexk = 65 munyt! 3adukcupoBaHo 19 HeperyispHbIX
MEPUOJIOB Xparna. Houns xpana cocrasuia 20,1%. (cm. Puc.1).
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Aemopcxaﬂ pa3pa60ml<a
Puc.1. Kapano-pecnupaTtopHbiii MOHUTOPHHT — S-MUHYTHBIN (pparMeHT
cHa. /leBouka A, 7 JjeT.

Ha BepxHen KpHBOW NIPEACTAaBIEH IbIXATEJbHBIM MOTOK - JABMIKECHHS BO31yXa
yepe3 BepXHHE JpIxaTesbHble MyTH. Cepun OBICTPBIX BAOXOB-BBIIOXOB YEPETYIOTCS C
IOJIHBIMM OCTAHOBKaMH JbIXaHUs. B TeueHuMM 5 MHHYT 3aUKCUPOBaHbI 3MHU30]IbI
arHO? JUIMTEJIBHOCTHIO (CJieBa Hamparo): 56 cek, 15 cek, 12 cek, 36 cek, 29 cek, 67
ceK, 65 cek.

Hwxe nmpencraBiieHbl TOTOKH JIBHXKEHHSI TPYIHOM KJIETKM U OPIOUIHOM CTEHKH.
Pe3koe CcHUKEHHME AaMIUIMTYAbl JBMXKEHHS MO OOOMM TMOTOKaM COBHAJAeT C
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HACTYILJICHUEM aIHO?.

Crnenyromas uudpoBasi KpuBasi — perucTpaiusi KojeOaHU HACHIIIEHUS KPOBU
kuciopogoMm. M3 100 MuHyT Bcel 3amucu, B TeueHHH 70 MUHYT 3a()MKCHPOBAHO
SpO2 menee 70 %. MunumanbsHasa catypauus 49 % Obina 3a)UKCUPOBAHO TIOCIIE
AMU30/1a OOCTPYKTUBHOTO allHO?, JUTUTEIbHOCTHIO 56 Cek.

YerBepTasi cTpoka Mpe/ICTABISAET TpapuuecKyr0 perucTpalmio 3MU30/10B Xpara.
B nmaHHOM cnydae HeperyJsipHbIM xpanm (UKCUPOBAJICS B PEIKUE MEPUOJbI
BO30OHOBJICHHS IBIXaHUS Y IEBOYKHU.

Ha crnenyromenn mnynbCOBOM KPUBOW CHEAYET OTMETUTh MapajulebHbIE
pECTTUPATOPHBIM MHU304aM IUKIUYecKue poct - 119 - 146 ya/mun (mepuos! amHo?)
U TIaJICHUSI - 71-53 ya/mun (mepuoabl BO30OHOBJICHMS [IBIXaHMS) YaCTOTHI
cepaeunbix cokpamennit. Jlons YCC 6one 100 ya/mun cocraBmia 48,3%. Uucno
BapuabenpHOocTel cepaeunoro putma — 64. Cpenusas UCC 104,8 yia/muH.

ONU30/6l alTHO? TaKXke (PUKCUPOBAIUCH U B TEepUOj OOJpPCTBOBaHUS peOEHKa
npu coxpansitomeics catypamuu 100% (cm. Puc. 2)

B  moment  OoapcrtBoBaHus, — carypauus — 94-100%,  AIUTENBHOCTH
0OCTPYKTUBHBIX amHO?3 cocTaBuia oT 10 go 26 cex. OTCYyTCTBYeT BOJIHOOOpa3HbIE
konedanuss YCC. BeipaxkeH HeperyasipHbIid xparl.
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Asmopckas pazpabomia
Puc.2. Kapano-pecnupaTtopHbIii MOHUTOPHHI — O-MUHYTHBIN (pparMeHT
O0oapcrBoBaHus. /leBouka A, 7 jer.

O6mas nuagopmanus 4 00Cy:KIeHNe KINHUYECKOT0 Cay4as.

PacnpoctpanenHocts cunapomMa amHod/rumnomnHod (CAI'C) y aereit B Bo3pacte
4-5 net cocraBmnser 0,2-4,1 % ¢ MakcuMaJabHOM 4acTOTOM B Bo3pacte 2—6 jet [2].
Haunbonee vactoit nmpuunnoit CAI'C B AETCKOM BO3pacTe SIBISIOTCS aJCHOUABI U
runeptpopuss munaanuH [3], Ho marorene3 CAI'C y gerteil — 3TO JUHAMUYECKUM
MPOIIECC, TECHO CBSA3AaHHBIA C aHATOMUYECKUMHU W (DYHKIMOHAIBLHBIMU (PaKkTOpamu,
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MPUBOISIIMME K AUCOATIAaHCy M KOJUIATICY BEPXHHUX JIBIXaTENbHBIX MyTeH. Beiaensor
Tpu cTeneHu Tspkectu: Jierkyto — MATD 1-4, yposenb SpO2- 86-91%, cpeanioro —
AT 5-10/gac, SpO2 76-85% u Tsxkenyto crenenb — UAIDT 6onee 10/gac, SpO2
MeHee 75% [4]

BpoxaeHHbIM TTOPOK pa3BUTHSA JIMIIA, & UMEHHO, €r0 YEIOCTHO-JIULIEBON YaCTH
BIEpBBIC omnucan ¢paniry3ckuii cromaronor IIeep Poben B 1923 roay, koTopbrit
YCTAaHOBWJI  CBSI3b MEXKAY THUIOIUIA3UEH HUXKHEH 4YeltocTH (MHKpPOTHATHSA),
paciearHON MSATKOro HeOa M OOCTpYKLHMEH AbIXaTeIbHBIX MyTeH, 00yCIOBIEHHOM
3amajicHueM S3bIKa, KOTOPBIM MOXET ObITh HemopasBuT [5]. B 3apyOexHoii
JUTEepaType UCTOIb3yeTCS TEPMHUH «IOce10BaTenbHOCTh [Ibepa Pobenay.

PacnpocTpaHeHHOCTh 3TOTO MOPOKAa B Pa3HBIX CTpaHaX BapbUPYET, HO IO
CTaTUCTUKE, B cpeaHeM, Ha 10-30 Teic poauBLIMXCA AeTel mpuxoaurtcs 1 ciaydaid ¢
cuaapomoM PoOena. CormacHo pe3ynbTaTaM pPETPOCIEKTHUBHOIO HCCIEIOBAHMS,
pactpoCTpaHEeHHOCTh 3TOM matojoruu B Jlanmm cocraBiser 1 cioydair Ha 14 000
KUBOPOXKIACHHBIX JIETEl; O JAaHHBIM aMEPUKAHCKOro ucciaeaoBaHus — 1 cioydail Ha
2-30 Teicsia. CooTHomeHne mosioB — M1: JK1. MoXHO MpeanoioKuTh, 4TO JaHHAs
MATOJIOTHSI BCTPEYAETCS B MOMYJISLMU JOBOJIBHO YacTO, HO BBIABIISIEMbIE MPU3HAKU
HE paccMaTpUBAIOTCSA B COBOKYITHOCTH KaK MPOSBIEHUS €AMHOr0 3a00JeBanus [6].

Hapyiienrne sMOpHOHAIBHOTO Pa3BUTHUSI HUKHEN YEIIFOCTH MPOUCXOIUT KaK MPHU
HaJIMYUM MEXAHWYECKOM KOMIIPECCMM BHYTPU MAaTKH, TaK U TPU BO3JCUCTBUU
MH(DEKIMU Ha paHHUX dTarax OEPEeMEHHOCTH WM HEMPOTCHETHUYECKUX HAPYIICHUSX.
Cnenyer oTMeTUTh, 4YTO mocienoBaTenbHOCTh Ilbepa PobGena Moxxer ObITH
M30JIMPOBAHHBIM CUHJIPOMOM WJIM TMPOSIBIICHUEM TIE€HETHYECKOl mnarojorun. Kak
4acTh M'€HETUYECKOM MaTOJIOTUH MociieioBaTeabHOCTh [Ibepa Pobena onucana noutu
npu 300 cunapomax, Hanbosee 4yacTo 3To cuHapoM CTHkiepa (CoueTaHue C CHIBHO
BBIPA)KEHHOM MHONMHUEH U apTPUTOM), KaMIIOMEIUYECKUH CHHAPOM, CHUHIPOM
Xanxapta, Tpucomus 18. ¥V 36% OonpHbIX aHOManuda [lbepa PoOena coueraercs c
APYTUMU MOPOKaMHU Pa3BUTHSI, B TOM YUCJIE C MOPOKaAMH CEpAla, AHOMAIUSMH TJIa3,
VIIHBIX paKkoBHH, ckenera. Taxxe Hepenko (20%) accouummpyercs ¢ yMCTBEHHOMN
oTrcTtanocThio. HacienqoBanue MOXET MPOUCXOAUTH U MO ayTOCOMHO-IOMUHAHTHOMY,
U 10 ayTOCOMHO-PELIECCUBHOMY THIY. BeposTHOCTh pokaeHUsi OOJIBHOTO B CEMbE,
yke wumeromend pebenka ¢ cuHapomoM IIsepa Pobena, cocraBmser 1-5%.
W3onupoBaHHbIE cy4yau Bcerga cnopagudeckue [7].

[TaTorene3 oOCTpYKIIMKM BEPXHUX JIbIXATEIbHBIX MyTe 00YCIOBIEH MEPBUYHBIM
MOPOKOM, JIeKAIlUM B OCHOBE CHHAPOMA - 3TO MUKPO- U peTpOorHoTUsi. OcTajabHbIe
MOPOKH OOYCIJIOBIIEHBI TMCEBIOMAKPOTIOCCHEN U TJIOCCOMTO30M M3-3a YMEHBIIICHHUS
pPOTOBOM TMOJOCTH, YTO B CBOI OYEpPEAb MPEMSATCTBYET CMBIKAHHUIO HEOHBIX
IJIACTUHOK W SBJISIETCS. NMPUYMHOM HEMOJHOW paclleIrHbl MITKOro Heba WM
ayrooopasnoro Heoa [8-10].

Knunnueckne mpossrnenuss cuHapoma Ileepa Pobena  oOycrioBieHbl
MHCIIUPATOPHON OOCTpYKLMEH BEpPXHHMX JbIXaTENbHBIX MyTe M HapyLICHUSIMU
riotanus. [lmady w  gBUraTenbHas aAKTHBHOCTh MOJIJIEPKHBAIOT IMPOXOAUMOCTD
JbIXaTeNbHBIX IMyTEH, HO KOrjJa peOCHOK yCTaeT WJIM 3achlMaeT, TO OOCTPYKIHS
JIbIXaTENIbHBIX IyTel BO3HHMKAET BHOBb. PecriupaTtopHble HApyHIEHUS 3aTPYIHSIOT
KopmiieHue pebenka. [Ipm KopmieHMH BO3HUKAeT TJIOCCONTO3, MPUBOIAMIMNA K
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OOCTPYKITMHU JIBIXaTEIbHBIX MyTei. PEOCHOK MBITaETCSI KOMIIEHCHPOBATH OOCTPYKITHIO
ITa4eM U MOBbIIIEHUEM (DPU3NYECKON aKTUBHOCTHU, YTO MPUBOJUT K HAPYIICHHUIO aKTa
COCAHMS U YBEJIIMUYCHUIO YHEPTrETUUECKUX PACXOA0B. DTOT Je(EKTHBINA LUK COOBITHIA
0e3 JeueOHOM KOppPEKIMM MOXET TMPUBECTH K MCTOUIEHUIO OpraHu3ma,
MTOJIMOPTaHHOM MAaTOJOTUH U B KOHLIE KOHIIOB CMEPTH.

Beimensior Tpu creneHu TsokecTH cuHuapoma Ileepa PoGena, koTopeie
MPEIOoJIaraloT OnpeaeIeHHOoE JedeHue[7]:

Jlerkast cTeNeHb: [bIXaHUE HE 3aTPYJHEHO, HE3HAUUTEIIbHbIE TPYIHOCTU C
KOPMJICHHEM, JICYCHHE TTPOBOJIAT KOHCEPBATUBHOE - MO3UITMOHHOE, B aMOYyJIaTOPHBIX
YCIOBUSX.

CpenHsisi CTeneHb: YMEPEHHOE 3aTPYAHEHUE IbIXaHUs, YMEPEHHbIE TPYIHOCTH C
KOpMJICHHEM, TpeOylOT JI€YeHHs] B CTalMOHApe, JICUCHHWE TMO3UIIMOHHOE +
TJIOCCOTEKCHA.

Tsxkenass CTeNeHb: 3HAYUTENBHOE 3aTPYJIHEHHE JbIXaHUS, 3HAUYUTEIIbHBIC
TPYAHOCTH C KOPMJICHHEM, YIOPCTBYIOIIUME B TEUYCHUHU JIUTEIBHOTO BpPEMEHU
(HECKOJIBKO MecAIIeB), TPEOYIOT IbIXAaTEeIbHOTO MOCOOUS B BUJE MHTPAHA3aJIbHOTO
30H]1a B HUKHUE JBIXaTEJIbHBIC YTH UM TPAXCOCTOMUHU, JICUCHUE XUPYPTUUECKOE.

Ocnoxnenus cunapoma [Isepa Pobena [11]:

1. OOcTpykiMsi BEpXHUX JbIXaTEIbHBIX MyTed (acPukcusi BO BpeMs CHa,
CTPUIOPO3HOE JIbIXaHUE, JTAPUHTOMAJISIIHS).

2. I'unepren3usi B MajoMm Kpyre, JierodHoe cepaue, y 14% nereir umeercs
BPOKJICHHBIN ITOPOK CEPLIA.

3. OtcraBanue B (U3MUECKOM Pa3BUTUHU U3-3a MPoOIIEeM ¢ KopmiieHueM. HeOnast
pacuiesiiHa He TMO3BOJSIET CO3/1aTh OTPHUIATEIBHOE JaBJICHHE, HEOOXOIUMOE IS
cocaHus BO BpeMsi KOpMIIEHHsS TpyApto. Kpome TOro, mu3-3a maToOJIOTHYECKOTrO
MOJIOKEHUST HUKHEN YeNtOCTH, MIIAZICHEl] C MaJCHbKON HUKHEH YeNIOCThI0 OOBIYHO
MMEET TPYIHOCTU C COKPAILEHUEM KPYrOBOW MBIIIILI PTA U TUIOXO CHKUMAET COCOK
Marepu. HeOHasi pacmiennHa co3qaeT MUPOKYIO CBA3b MEXTY POTOBOM M HOCOBOWM
MOJIOCTSIMH, YBETMYHUBAS PUCK YIYIIbSI M IPYTUX TPOOJIEM MPH KOPMIICHHH.

4. OrcraBaHue B ICUXMYECKOM Pa3BUTHH U3-3a LIEpEOPaTbHON aHOKCHUH.

5. Hapyuienue peun.

6. XpoHnueckne WHMEKIIMOHHBIC 3a00JICBaHUS yXa, BEAYIIHE K MOTEpPE ClyXxa
(BcneacTBHE pErypruTaiyu >KUJIKOCTH BO BpeMsi KOPMJICHUS 4YE€pe3 paculeIvuHy B
HOCOTJIOTKY U IO CIIYXOBBIM TpyOaMm B OapabaHHYIO MOJIOCTh).

7. OpTOIOHTHYECKHE TTPOOIIEMBI.

OO6cy)knaeMblil KIMHUYECKUH CTy4yal KacaeTcsi COMaTUYECKH TSHKENOro peOeHKa
C BpPOXIEHHOW YEpENHO-IULEBOM MaTOJIOTMEH, KOTOPYIO Bpayd, HE CMOTps Ha
XapaKTEpHbIA BHEIIHUM BUJ (TaK Ha3bIBAEMOE «ITHYbE JIMIIO» W3-3a HEJOPA3BUTOU
HUKHEHN YeltocTH), He pacno3Haiu. Ha nmpoTsikeHuu Bcel )KU3HU IeBOYKa ObLa Mo
HaOJI0JIEHUEM OOJIBIIOTO KOJMYECTBA Bpaueil pa3IMuHbIX CHEUATBHOCTEN, OJHAKO,
BpOXKJIeHHbIN cuHIpoMm [lbepa PoOena, cBoeBpeMEeHHO HE OB JUArHOCTHUPOBAH,
JICYCHUE €ro He NPOBOAWIOCH. MarTh TsDKENNo OOJIbHOW JE€BOYKM HE TOJydnsia
HEOOXOJIUMBIX PEKOMEHAAIMUA MO YXOAY M KOPMIICHHIO, YTO 3aTPYIHSIIO MPOIECC
CTaOWMIIN3AIUU COCTOSIHUS PEOCHKA U TOPMO3HIIO €€ MCUXO0(U3NIECKOE Pa3BUTHE.

Jnst  yctpaHeHuss OOCTPYKIIMM BEPXHUX JBIXaTEIbHBIX IyTEH IMOKAa3aHO
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KOHCEPBATUBHOE  («MO3UIMOHHAs  TEpamus») U  XUPYPrUUecKoe  JIeUEHHE.
OnTuManbHBIM ¥ KU3HEHHO BaXXKHBIM MOJIO)KEHUEM HOBOPOXKICHHOTO pedeHKa
ABJISIETCSL TOJIOKEHUWE Ha OOKYy WJIM Ha >KMBOTE€ C NPUNOIHATON (MM Jaxe
(DUKCHPOBAHHOW B TaKOM IIOJIO)KEHUH) TOJIOBOM.  DTO TMO3BOJISIET H30€XKaTh
oOCTpyKIIMK (MEepEeKpbIBAHUS) IbIXaTEIbHBIX MyTEH CMEIIEHHBIM Ha3aJ KOpHEM
a3bika. Takoe moJjiockeHne pedeHKa TaKkKe ClIOCOOCTBYET PAa3BUTHIO HUXKHEN YETIOCTH
MoJl JCHCTBHEM CHJIBI TSOKECTH. VICmoib30BaHWE ATOTO TpHEMa IMO3BOJISIET MPH
Jerkod M cpenHed cremeHsx TskecT cuHapoma Ilbepa Pobena moGuThCS
MOJIOKUTENbHOTO pe3ynbrata y 80% nereir. OnTHUManbHO KOPMHTH PEOCHKA B
MOJIO)KEHUU Ha OOKY, MOJYBEPTHKAIbHOM, a MHOTJIA MPAKTUYECKH B BEPTUKAIHLHOM
Yyepe3 Ha30racTpalibHbIN 30HA [12].

Ha cerogusmuuii geHb HE pa3paboTaHbl YETKUE KPUTEPUU BbIOOpaA
KOHCEPBATUBHOI'O WJIM ONEPATUBHOIO JIEYEHHs] OOCTPYKIMU JAbIXaTEIbHBIX MyTEeH Y
nereir ¢ cuHapomoMm IIeepa PobGena. Anders u coaBr. B 1971 mnpemioxunu
PYKOBOCTBO ISl OLICHKU CTETEHH TSKECTH MposiBjaeHui cunjpoma Ilbepa Pobena. C
MOSIBJICHUEM TTOTMCOMHOTPaPUUECKOT0 UCCIeT0BaHUs ObLITH BBIICICHBI ITapaMeTphI,
KOTOpPBIE BMECTE€ C OIICHKOM KIMHUYECKUX JIaHHBIX, TO3BOJISIOT OMNPEICTUTh
JANbHEHNIIYIO0 TAKTUKY JiedueHus (Tadi. 1).

B 00cyxxnaeMoM ciiyyae NOKa3aHO PEKOHCTPYKTUBHOE XUPYPrUUECKOE JIEUEHUE,
MO3BOJISIIOIEE YCTPAHUTh aHaToMuueckuil nedekt snuua. KommpeccrnoHHO-
JUCTPAKLIMOHHBIA OCTEOCUHTE3 (SKCIIAaH3Msl - PaCIIMPEHUE) HIKHEN YENIOCTU - Yepes
BHEIIHUNA pa3pe3 JAeNaloTCs BBIPE3KM B KOCTH HUXKHEH YENIOCTH, B KOTOPBIX
pa3MenaroT NUOHbI (IITU(THI) U UKCUPYIOT UX HA YCTPOMCTBE, KOTOPOE KPEIUTCS
Ha rosioBe. LITU(THI MpoU3BOAAT TpaKLMIO HUXKHEH 4entocTH Brepen. ExxeqHeBHO
YBEJIIMYMBAIOT CHUJIy TPAaKIMM HAa MAJIECHbKYIO BEJIMYMHY, YTO MPHUBOJUT K
MEMJICHHOMY YAJIMHEHUIO HW)KHEW 4eNtocTH. BhITsKeHue mpoBOAAT B TeueHue 4-5
HEJeNb, TMOCJIE YEero JAENalT MepepbiB § Heaelb, HEOOXOAUMOW I 3a’KUBIICHHS
KOCTH B CBOEW HOBOM (hopMaIuu.

CoctosiHue pebeHKa B OTCYTCTBHE JICUCHHs, HEOOXOAMMOIO TMPU CHHIPOME
[Teepa PoGena, mporpeccMBHO yXyIIIaNoCh, @ TSHKENbIM CHHIPOM COHHOTO amHo),
ycyry6ssin natosioruto LIHC u npyrux opraHoB u cucTeM.

BceneactBue ApIXaTenbHBIX YCHIIMHA TPU 3aKPBITBIX JIBIXaTENbHBIX MYTAX BO
BpeMSl 3MH30/1a OOCTPYKTUBHOTO allHOJ, JIETOYHOE JIABJICHHE BO3PACTAET, JOCTUTACT
HauMOOJBIIEH BEJIMYMHBI Cpa3y IOCJIE€ BOCCTAHOBJICHHS JIETOYHOM BEHTHIISIMHU U
3aTeM MOCTENEHHO BO3BpAIIAETCs K UCXOJHOMY ypoBHIO. KoneOanus mieBpaibHOro
JABJICHUS, TPOUCXOIAIINE MIPU ABIXATEIbHBIX YCUIIUAX, CIOCOOCTBYIOT MOSIBICHUIO U
IPOrpPECCUPOBAHUI0 U3MEHEHUM CO CTOpPOHBI cepAaua. Ilpu mageHuu miaeBpajbHOrO
JIABJICHUSI BO BpEMs allHOd, JIABJIICHHE B a0pPTE TAKXKE MaJaeT U, €CJIU HE MPOUCXOIUT
OJIHOBPEMEHHOT'O MaJEHUSI COCYJUCTOTO CONMPOTUBIICHUS, CEPJCUHBI BHIOPOC PE3KO
CHWXaeTcs. Pacivpenne npaBbIX OTAENOB CepALa CBA3AHO ¢ KOJIEOAHUSIMU TABICHHUS
B MPaBOM IMPEJICEpIMU U YBEIMUYEHHEM BEHO3HOTO BO3BpaTa, IPOBOIMPYEMOTO
MOBTOPHBIMU ~ JIBIXaTE€JIbHBIMU  YCHUJIMSIMH - TaK Ha3blBaeMbIM  3PQeKTom
"npIxarenbHOro Hacoca'. Jlerounasi TUIEPTEH3UsI COXPAHSAETCS B JHEBHOE BpEMs Y
20% Takux OOJNBHBIX, M M3-32 3TOTO HEPEIKO BO3HUKAET MPaBOXKEIyI0UKOBAs
HeZ0cTaTOYHOCTD (12-16% marnueHToB ¢ CHHIAPOMOM OOCTPYKTHBHOTO aITHOD CHA).
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Tabnuua 1
Kpurtepuu Bpi0opa jiedeHus: 00CTPYKIMH JAbIXaTeJbHBIX IYTEH Yy JeTeil ¢
cungapomom Ilnepa PoGena.

Pexomennyemoe

Kputepun
BMEIIATEJILCTBO

Freed wu  coast. | Haceimenne O, < 60% u CO, > 50%, | ®ukcanuss sA3bIka K
(1988) NPy HAJIWYUU TPU3HAKOB CHHApPOMA | HUXKHEHU Ty0e
ITeepa Pobena

Bull u coast. (1990) | 2-yacoBoe GompcTBOBaHWE M 2-4acoBoil | Dukcanus SA3bIKa K
COH. HWKHEH  rybe  uimm
Carypanus 02 <90%. TPaxeoCTOMHUS IIpU
AnHo» B TeueHue 15 CeKyHA WIH | YCIOBHM:

cBa3aHHoe ¢ caTtypauueii 02 < 90%. CHIDKCHUS caTypauuu
IIpu carypauuu O2 < 70% B TeueHue | u 3¢ (eKTUBHOCTU
Beel 3anucu niam O2 < 85% B TedyeHue 2 | OKCUIeHOTepaIuu
MUHYT, pebeHKy MIOKAa3aHa | IEPCUCTUPYIOLIETO
OKCHUI'€HOTEpAIus. Hapactanuu CO2
OddexTuBHON OKCHUT€HOTEpanus
CUMTAETCSl MpPU YIYUIIEHUU caTypauuu
Ha 211 O2.

Gilhooly u coaBT. | AmHO? > 15 cexyHa BO Bpemsi cHa wiM | Pukcanusa sA3bIKa K
(1993) Oojiee KOPOTKHE SIH3070B, KOTOpbIC | HUKHEH T'y0e

cBs3aHbl ¢ caryparueid 02 < 85% wu /
nunu opanukapaus < 80%.

Schaefer u coaBT. | Equnnuneiii snuson carypauuu O2 < | @ukcanusi si3blka K
(2004) 80% wmm carypammu O2 < 90% B | HWKHEH TYOe

TEUYCHHE Oonee 5% BpEMEHU
MOHHUTOPUPOBaHUs (MUHUMYM 12 yacoB)

Daniel w coaBT. | Onu3oapl  OOCTPYKTHUBHOTO anHo? | 83%  NanMEeHTOB ¢
(2013) YMEHBIIAIOT BO3AYIIHBIM NOTOK A0 20% | BEIpaXKEHHBIM  allHOE
B CpaBHEHUU C 0a30BOM aMIUIUTYOM. HYXXJAI0TCA B
Onu30/61 THITIOITHOD YMEHBIIAIOT | KOPPEKIIHH
BO3AYyIHBIN 1OTOK 0T 20% 10 50% B | HApyIlIEHUN TbIXaHUA:
CpaBHEHUHU ¢ 0A30BOM aMILTUTYIOM. 17% -
Wupekc amHO3/THIONHO? = CcpeiHee | KOMIPECCHOHHO-
YUCIIO0 pecnupaToOpHBIX COOBITUH | AUCTPAKIIMOHHBIN
(LeHTpanbHOTO U OOCTPYKTHUBHOTO | OCTEOCHHTE3

amHO? U TUIIOITHO? / BpeMs CHa 55% - B mpoBeaeHUU
Uunexc arHOY/TUIIOTHOD o | CIPAP repanum
OOCTPYKTUBHOMY THUIy = CPEIHEE YMCIIO
OOCTPYKTHBHBIX  WJIH  CMEIIAHHBIX
SMH30/I0B AITHO? B Yac

AHI=1-5 mansiit, 6-10 — ymepenHnsIi, >
10 - TsxenbIi

HUcmounux: [13-17]

Junaranus mpaBbIX OTAENOB CepAlla U TUNepTpodus MpaBoro Keayaodka B JaHHOM
CUTYyaIlUU HE CBSI3aHBI C HAJIMYMEM XPOHUYECKHUX 3a00sieBaHui Jierkux [ 18].
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Dykes E.H., Raine P.A. onrcanyu 5 KIMHAYECKUX CIydaeB JETEH ¢ CHHAPOMOM
IIbepa PoOeHa, y KOTOPBIX JIerOYHasi TUTIEPTEH3US U TTPABOXKETYI0UKOBas cepeyuHast
HEJIOCTATOYHOCTH € NoBbIIeHuEM pCO2 TUarHOCTUPOBAIMCH B CPOKE OT 35 mHEH 10
5 MecsueB. Y AByX A€TeW CpeiHee AaBJICHHUE B JIETOYHOM aprepum coctaBuiio 40 u
120 MM pr. cr. Tpaxeocromuu ObUTa TpOBEEHAa B JBYX ClIydasx,
HazodapuHreanbHas UHTYOAIMsT — B TPeX, MOCJIE 4Yero OTMEYaJloCh 3HAYMTEIHHOE
YMEHBIIEHUE CUMIITOMOB CEPACYHOMN HEIOCTaTOUYHOCTH [19].

VY pebeHka ¢ HEBBIABIEHHBIMH CBOEBpeMEeHHO cuHapomamu [Isepa PoOena u
COHHOIO AarHOd W3-3a OTCYTCTBUS HMX JICUEHUS HA MPOTHKEHUHA 7 JIET
3aKOHOMEPHBIMHU  SIBJISIFOTCS ~ TsDKeJlasg  CTENeHb  Hemopa3Butus (oOmmero
MICUXUYECKOTO), MOSIBJICHUE JIETOYHOMN TUIIEPTEH3UU 151 3aCTOMHOU
MPABOXKEITYIOUYKOBOU CEPJIEUHON HEJOCTATOYHOCTH.

BriBOALI.

1. BposkieHHasi MaTOJIOTHMsl YENIOCTHO-JTMIEBOM 00JacTH M CUHIPOM COHHOIO
aITHO? TSKEJION CTeneHU ObUTH BBISIBIICHBI HA dTAre pa3BUTHS JIETOYHON TUIIEPTEH3UU
U CEepJIYHON HEJOCTATOYHOCTH Yy peO0eHKa C TSDKENIbIM HEIO0pa3BUTHEM ICHUXUKHU
(3az1epKKa KOTHUTHUBHBIX, PEUYEBBIX, MOTOPHBIX U CIEIHAIbHBIX CIIOCOOHOCTEH) B
BO3pPACTE CEMU JIET U OJHOTO MECALA.

2. Kapano-pecriupaTopHbIii MOHUTOPUHT BBIIBUJI CMEIIaHHYIO (POPMY COHHOTO
amHO?: OOCTPYKTHMBHOE TipeoOnanano Haja MmeHTpainbHbiM (115 uw 9 smm3omoB
COOTBETCTBEHHO).

3. Peciuparopnsie coObITHs 3aHsIM 65% BpEeMEHH CHA, KOTOPBIA MPOIOIIKAICS
100 munyT. Hackimenne kpoBu kuciopoiom menee 70% Ob110 Ha nipotsokenun 70%
BpeMeHu cHa. KpaTkoBpeMeHHbIE pecHUpaTOpHbIE COOBITHS ObUIM TaKKe BO BpEMs
00JIpCTBOBAHUS.

4. Pa3zBUTHE JIETOYHOUN TMIIEPTEH3UU U CEPJIEYHON HEIOCTATOYHOCTH Yy peOeHKa
C BBIPAKECHHBIM OOIIMM M TCUXMYECKUM HEJIOpPa3BUTHEM 00yCJIOBJIEHBI
OTCYTCTBUEM JICYECHHSI BpPOXKICHHOM AaHOMAJIMM YEIIOCTHO-JIMIIEBOM 00JaCTH H
COHHOTO aItHO?.
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