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B paHHOW cTaTbe mpeacTaBneHbl 2 KIMHUYECKMX ClyyYasi BPOXAEHHOW LeHTpanbHbl runoBeHTunsauum (BLIM) neten B Pecnybnuke Caxa
(AxyTna).

MepBhbii cnyyar — pebeHok 2016 1. poxaeHWs, AvarHo3 NoaTBepxaeH B Bo3pacTe 7 Mec. Bropoii cnyyan — pebeHok 2018 1. poxaeHusi, AuarHo3
noaTBepXKAeH A0 1 MecC. XNU3HWU. B KNMHMYECKON NpakTyke YacTo MMEeEeT MECTO rMNognarHocTka AaHHOro 3aboneBaHusi, YTo OObSCHSIET PeaKoCTb
ero onpefeneHns. C y4eTom KIMHUYECKMX NPOSIBNEHUIA U B 3aBUCUMOCTM OT CTEMEHU UX MHTEHCMBHOCTU PaHHSAS AMarHocTuka npeaynpexgaet
HexxenaTernbHble NOCNeACTBMS ANN3040B MMOKCKMM U rMnepkanHumn, obecnedmBaeTt Hagnexalumin KOHTPOrb 3a annM3ogamm acUKCKin 1 onpedensiet
nporHo3 3abonesaHus. MNockonbky BLIM 0bbluHO nposiBnsieTcs B nepuoge HOBOPOXAEHHOCTU U MUMMUKPUPYET Mo MHOXECTBO 3aboneBaHui,
anddepeHumanbHbI AnarHo3 TpebyeT UCKMYeHNst pa3HOOBPasHbIX COCTOSIHUIA, COMPOBOXAAMLLMXCS anbBEONSPHON MMNOBEHTUNSILNEN, B TOM
yncrne BpOXAEHHOW MyUacTeHun, psga MMonaTuin, ANCAyHKUMN AnadparMbl, pa3nuyHbIX MOPOKOB pa3BUTUS NErkux 1 cepaua.

KnroueBble croBa: CYHOPOM BPOXAEHHOW LeHTParibHOM FMNOBEHTUMALMM, CUHOPOM MPOKNATUS YHAWHbLI, TMIOBEHTUMSAUMS, OblXxaTenbHasi
HeaocTaToYHoCTh, reH PHOX2B.

The article presents 2 clinical cases of congenital central hypoventilation (CCHS) in children in the Republic Sakha (Yakutia).

The first case is a child born in 2016; the diagnosis was confirmed at 7 months of age. The second case is a child born in 2018; the diagnosis
was confirmed before 1 month of life. In clinical practice, there is often a hypodiagnosis of this disease, which explains the rarity of its definition.
Taking into account clinical manifestations and depending on their intensity, early diagnosis prevents undesirable consequences of hypoxia and
hypercapnia episodes, provides proper control over asphyxia episodes and determines the disease prognosis. Since CCHS usually manifests itself
in the neonatal period and mimics a multitude of diseases, differential diagnosis requires the elimination of a variety of conditions accompanied

by alveolar hypoventilation, including congenital myasthenia, a number of myopathies, diaphragm dysfunction, various lung and heart defects.
Keywords: congenital central hypoventilation syndrome, Ondine’s curse syndrome, hypoventilation, respiratory failure, PHOX2B gene.

BBeneHue. BpoxaeHHbIN LeHTpanb-
HbI  TMMNOBEHTUNAUMOHHBIA  CUHOPOM
(CCHS, OMIM: 209880; BLII, MKB Q99,
WNM  «CUHAPOM MPOKMATUA  YHAMHbIY)
— penko BCTpevawLlasca dgopma LeH-
TpanbHOrO COHHOIO anHo3, XapakTepu-
3ylowasacs ytpaTo aBTOMaTU4eckoro u
COXPaHHOCTbIO NPON3BOSTbLHOIO KOHTPONS
BEHTUMSALUMN, YTO BbI3bIBAET anHod npu
3acbinaHun. BnepBble AaHHyl naTtono-
rvio onvcanun B 1962 r. J. Severinghaus
n R. Mitchell [6]. logn c Takum 3abo-
rneBaHveM He crnocobHbI AbllaTh camo-
CTOATENBHO BO BpeMsi cHa. Hapsaay ¢ an-
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HO3 K CuMMMNTOMaM [aHHOW naTonornu
OTHOCHATCHA CTOMKWMA LMaHo3 1 opMu-
pylliascs  nerovyHass  runepTeH3us.

YacTtoTa BCTpe4yaemMocTu CcuHApoma
1:50000 - 200000 HoBOpOXAEHHbIX [7].
B mupe onucaHo Bcero okono 1000 cny-
yaeB CCHS. B Poccuu 3apernctpmpoBaH
21 cnyvai faHHoro 3aboneBaHus.

B Pecny6nuke Caxa (Akytus) ¢ unc-
neHHocTblo 964330 4yen. BbIsIBNEHO 2
cnyyas CCHS. B pgaHHow cTtatbe npeg-
CTaBneHbl 3TN KIMMHUYECKUE Criyyau.

BpoxXgeHHbIN LeHTpanbHbIN MMNoBEH-
TUNAUNOHHBIA CUHOPOM — FeHeTu4eckoe
3aboneBaHune, CBA3aHHOE Yalle BCEero ¢
mMyTauuen reHa PHOX2B B nokyce 4p12
(y 93-100% naumeHToB). OyeHb penko
MOMEKYNSIPHO-TEHETUYECKOA  NMPUYMHOM
3aboneBaHnst MOryT ObITb MyTaLun B re-
Hax RET, GDNF, EDN3, BDNF v ASCL1.

Knaccuyeckun cungpom CCHS xa-
pakTepusyeTca  MNOBEHTUNAUMEN  C
HOpMarnbHOW 4acTOTOW [AbIXaHUs U Mo-
BEPXHOCTHbLIM [bIXaHWEM BO BpeMsi CHa
nmbo Bo Bpemsi 6OAPCTBOBaHMSA U CHA,
HapyLleHVneM aBTOHOMHOW HEPBHOW CU-
CTEMbI, CHXKEHUEM YYBCTBUTENBHOCTU K
TMMNOKCUN U TUNEepPKanHUM U Hanuyinem y
HEKOTOPbIX MaLMEeHTOB HenpokpucTona-
Tni. MNocne poxaeHust pebeHka ¢ CCHS
BO3HMKAET HEOOXOAMMOCTb UCKYCCTBEH-
Hol BeHTUNsAUMKU. C BO3pacTom ocTaeTcst
Heo6XoQUMOCTb B MOAKIMIOYEHNM K anna-

paTy Bo Bpemsi cHa. [Inst noaTBepXaeHus
anarHosa TpebyeTca npoBefeHue reHe-
TUYeCKnx uccnegosanuii. Cneyunanucra-
MU 13 napwxkckon GonbHMUbl "Hospital
des Enfants Malades" yctaHoBneHo, 4to
C OCTaHOBKaMu AbixaHus cBs3aH 0cobbli
reH, nonyyMBlIMA HasBaHve Phox2B.
MpoBeneH aHanua reHoB 43 4en. C CUH-
OPOMOM «MPOKNATUSA YHAOMHbBI» B CpaB-
HeHun ¢ 250 3gopoBbiMy NoabMu. pu
3TOM Y WX poguTenen atoro gedekra He
ObIno, T.e. MyTauuMsa He nepegasanach no
HacneacTBy, @ BO3HMKIA B FTEHETUYECKOM
Habope NomnoBbIX KMETOK.

B cTpykType anHo3 mnokasaHo cylue-
CTBOBaHME W30NUPOBAHHON ANCHYHK-
UMM aBTOHOMHbIX LEHTPOB, B CTBOINE
Mo3ra M runortanamMmyce, BblpaxatoLlen-
CSl CHWXEHMEM aKTMBHOCTW adpeHepru-
YeCKUX HenpoHoB. Ha 6uoxummyeckom
YpOBHE ObINO YCTaHOBMEHO CHIDKEHMWE
aKTUBHOCTH afpeHanvHCUHTEe3npyto-
wero gepmeHta — (PeHMnaTaHoNnaMumH-
N-MeTunTpaHcdepasbl — B pasnUyHbIX
4YacTaAX MPOAOSIroBaTOr0 MO3ra, HO Hau-
Oonee 3HauuTenbHOe — B AOPCalibHO-
cpeavHHoM C2 none, KOTopoe BKIoYaeT
B cebs nucleus gelatinosus, oTHocsLe-
ecs Kk nucleus tractus solitarius, n 3a-
AHee BaranbHoe sapo. lMpuuunHa runo-
BEHTUNALMM KPOETCA B PaCCTPONCTBE
WHTErpaumMm WHgoOpMaUMM Ha YpOBHe
CTBOIa rorioBHOr0 Mo3ra v NposBnsieTcs
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B HapyLleHUn nepefavn UMMyrbCoB OT
rOroBHOrO MO3ra, MpPUBOASALMX B AOBU-
XKEeHWe AblxaTenbHy MycKynaTypy (aua-
dparmy 1 MyckynaTypy rpygHON KneTku)
[5]. BonbHble CCHS He pearvpytoT Ha
N3MEHEHNE KOHLEHTpaLMKn kucrnopoga u
YIMEKNCIoro rasa B KpoBW. JTO CBA3AHO
C TeM, YTO peLenTopbl B KPOBSAHbIX CO-
cygax obrnacTtu Wwew n ronoBHOro Moasra
He OTNPaBnST KOPPEKTHbIE MMMYMbChI
CTBONY rofnoBHoro Mosra. CTBoOM ronos-
HOro MoO3ra He pearupyeT ycurneHuem
CTUMYNSALUN ObIXaHWUsi, Korga 3To Heob-
xogmmo. bonbHo CCHS He owyuiaer
Kak OCO3HaHHO, TaK U HEOCO3HaHHO, YTO
€ro AblXxaHue ABNSeTCs HeAOCTaTOYHbIM,
Tak 4YTO coBeplLuaemMble UM BOOXWU OCTa-
I0TCSA NMOBEPXHOCTHBIMU U YacToTa Abixa-
HWUS1 HU3KOW. B pesynbTaTte B HegocTaTou-
HOW CTeneHun MpPOUCXOAMUT MOCTYNreHne
KMCMOPOAA W BblOEMEHVEe YrMeKUCrnoro
raza. KnuHunyeckme nposieneHuns CCHS
UMEIOTCS yXKe B HEOHaTanbHOM Mnepuoge.

B 3apybexHor n oTeyecTBEHHON Nu-
TepaType «305f10TbiIM CTaHO4apTOM» Aua-
FHOCTMKN PacCTPOWCTB CHa CcyMTaeTcs
nonucomHorpagumsi ¢ WCMosib30BaHNEM
cneumann3mpoBaHHbIX  KOMMbIOTEPHbIX
komnnekcos [3]. CtaHgapTHas NnonmMcom-
Horpadusi No3BONSET AOCTOBEPHO yCTa-
HOBUTb BUA, TWM, TXKECTb, 30HY rNoKanu-
3auumn OplxaTernlbHOro paccTponcTBa.

B oxvnpgaHum pesynsratoB TeCTUpPOBa-
Hust reHoB PHOX2B cnegyeT UCKMOYNTb
Opyrme npuyvHbl rMnoBeHTunaumn. ns
AnddpepeHunansHONn  ANArHOCTUKN  He-
obxogumo npoBefeHne ob6cnenoBaHus,
BKITIOYAIOLLErO: peHTreHorpaduio rpya-
HOW KreTku; AunadparmanbHyto rito-
OpOCKOMWIO;  anekTpokapamnorpaduio 1
axokapguorpadumio; MarHUTHO-PE30HaHC-
Hyt0 TOMOrpaduio U/ KOMMbIOTEPHYHO
Tomorpaduo ronoBHOro Mo3sra 1 cTeona
Mo3ra; TecTbl Ha MeTabonuyeckne Hapy-
LLEHWS; KOMMNIEKCHYI0 HEBPOMNOTrMYECKyHo
OLIEHKY; MOnMMcoMHorpaduio Anst ycra-
HOBMEHWNSI HanMuMs TUNOBEHTUNALUN 1
paccTpovicTBa AblXaHus, CBA3aHHbIX CO
CHOM.

LUenblo paHHOro uccrnenoBaHus sB-
nsieTcs NpencTaBeHne  KIMHUYECKOro
cnyyas cungpoma CCHS, paccmotpe-
HMe nNpobrnemMbl ANarHOCTUKN U NeYeHust
NaLneHTOB C 3TUM OYeHb pedkum 3abo-
neBaHveMm.

Martepuansi 1 MeToabl uccnepoBa-
HuA. [poBedeH Mpo- M PeTpoCnekTuB-
HbI aHanM3 MegULMHCKMX KapT AeTein ¢
CCHS, obcnepoBaHHbIX Ha b6ase MTAY PC
(A) «PBNe1-HLIM».

Pe3ynbraTthl n 06cyxaeHue.

OnucaHue nepsoro cny4yas CCHS.
Ham poBenocb B TeYeHUE ONUTENbHOIO
BpemeHn HabrniogaTe Manbvuka, poavB-
Lerocsi OT BTOpoW GepeMeHHOCTH Y Ma-

Tepu 29 neT, comaTU4eckn 340poBOK, U
oTua 28 neT, comaTtuyecku 300pOBOrO.
M3BecTHO, 4TO pogHas u ABoOwpoaHast
cecTpbl oTUa pebeHka ymepnv B MrageH-
YeCKOM BO3pacTe MO HESICHON MPUYMHE.
MepBass GepemeHHOCTb MaTepu 3a-
KOHYMNacb  poXAeHMeM  300POBOro
mMane4uka. [JaHHas 6epeMeHHOCTb Mnpo-
Tekana naronorumvecku (yrposa npepbl-
BaHua Bo |l TpumecTpe, detonnaueH-
TapHas He[oCTaTOYHOCTb, XPOHUYeCcKas
rMnokcus nnoga, MHorosoane). Mane4unk
pOAMIICA B YCMOBUAX LieHTpanbHow pan-
OHHOWM BONBbHULIBI OT BTOPbLIX CAMONPOK3-
BOJIbHbIX POAOB Ha 37-M Hepd. recrauuu,
B rOMTOBHOM MpeasfiexaHny, Maccon tena
3420 r, pnnHoM 46 cM, OLEHEH Mo LKane
Anrap 3/7 6annoB. CocTosiHMe Npu pox-
OEHUN KpamHe Tshkenoe, OTMevanuchb
YrHETEHWE CO3HaHWUsl, CHWXEHHas OBU-
ratenbHO-pedieKTOpHast  aKTUBHOCTb,
nporpeccupyroLimMe npuUCcTynbl  anHoa,
npoBefeHbl NepBUYHbIE peaHMMaLMOH-
Hble MeponpuaTMa B POAMIMbHOM 3ane,
pebeHok nepeBegeH Ha WMBJ1. Ha 5-e
CyT nMpu cTabunmsauumn COCTOSHUS pe-
OeHok Obln aKCTyOUpOBaH, ObixaHWe B
pexunme NCPAP. B anHamuke Hapocna
OblxaTtenbHas HegoCTaTO4YHOCTb, Marb-
YMK pPeuHTYybMpoBaH M MOBTOPHO NoOA-
kntoyeH k annapaty WBJ1. Mo cocTos-
Huo pebeHka Obina npoBegeHa 3ao4Hasi
KOHCynbTauuMsa co cneumanmctamm AkyT-
CKOW  pecnybrnvMKaHCKOW  KIUMHUYECKOWN
oonbHuubl (APKB). Ha 8-e cyT un3Hu
Maneyuk Obln nepeeBedeH B OTAeneHue
peaHumaumn APKBE B o4eHb Taxenom
COCTOSIHUK, OBYCMOBMEHHOM TUMOKCU-
YecKu-remopparm4eckum  nopaxkeHuem
LIHC, gbixatenbHon HegoCTaTOYHOCTbIO
(OH) Il cteneHwn, yrHeTéHHBIM CO3HAHK-
em. Mo pesynsTaTtam HeMpoCcoHOrpamMMbI
(HCI") Ha 8-e cyT »u3HW ObINu BbISIBMEHDI
anddysHble U3MEHEHNSI NapEeHXUMbI To-
NOBHOTO MO3ra, BEeHTpUKynoaunaTauus
cnpaBa, BHYTPWXENyJO4YKOBOE KpPOBO-
nanusaHue (BXK) lI-1ll ctenenn cnpaea,
paclwmpeHne TpeTbero xenygoyka. B
OnHamMuKe Ha 22-e cyT no gaHHbim HCI
BbISIBIIEHbl BHYTPEHHSISA U Hapy)XHas 1-
apouedanusi, 9xo-npusHaku atpocumm
rOrioBHOrO MO3ra, KMCTO3Has renkoma-
naumusa. o peHTreHorpacum opraHos
rPYLHOW KNETKM C NepBbiX CyTOK Habrto-
Janacb runoBeHTUNAUMs nerkmx. Ha oc-
HOBaHMWW KITMHWUYECKOW KapTUHbI, AaHHbIX
nabopaTopHO-NHCTPYMEHTAmNbHOM  ana-
FHOCTUKM ObIN BbICTABMEH KIMHUYECKUIA
OMarHos: nepuHaTanbHoOe MNopaxeHue
LHC  runokcuyecku-remopparm4ecko-
ro reHesa Tskenow creneHn. CMHOPOM
OBuratenbHbIX HapylweHuin. OcnoxHe-
Husi: KnctosHas nemkoMansiumst rofo.-
Horo Mmo3sra. KopkoBas atpocus. BHy-
TPEHHSIS, HapyxHas ruapouedanus.

ConyTtcTBytowime 3aboneBaHus: BeHTu-
NSATOp-accounMpoBaHHas  MHEBMOHWS.
JlerouHoe KpoBOTEYEHNE B aHaMHe3e (Ha
20-e cyT xun3HN). PebeHok Obin nepese-
aeH B OAPUT TlepuHaTtanbHOro ueHTpa
IAY PC (A) «Pb Ne1 - HLUM». 3a Bpewms
npebbiBaHna B OAPUT B gnHamuke co-
xpaHanace OH -l ctenenn. MNpu no-
nbiTKe NepeBoda Ha CaMOCTOATENbHOe
OblXaHWe OoTMeYanucb 3Mu3o4bl anHoa,
Opagvkapamn. Bbino oTmeveHo OTCyT-
CTBME CMOHTaHHOIO AbIXaHUsi BO BpeMs
cHa. B Bo3pacte 2 mec. y pebeHka nos-
BUMUCb reHepanv3oBaHHbIe Cy4oporu, B
CBSI3M C YEM eMy Ha3Ha4yeHa NpoTUBOCY-
OOpOoXHasa Tepanusa (aenakvH). Mpu 06-
CnefoBaHWM KNVMHUYECKUIA aHanmn3 KpoBum
nokasan OTCYTCTBME BOCManUTENbHbIX
n3meHeHun, otpuuatensHein CPB. [lo
pesynsratamMm peHTreHorpadun opraHos
rPyAHOW KNeTKM B nepBble 2 Hepd. Bbl-
SIBMEHa IMNOBEHTUNSALMS NErkux, 3atem
6e3 naronorun. Mo axo-KIF onpenene-
Hbl aHeBpM3Ma BTOPWYHOW YacTu Mex-
npencepaHon neperopodkm co cbpocom
(0,33-0,35 cm), Npu3HaKM NIErOYHOW -
nepreH3un | crteneHun, Ha TpuKycnu-
AanbHOM KnanaHe peryprutaums | crte-
NeHW, HesHauuTenoHas runepTpodus
MUokapga npasoro >xenygodka (0,36
CM), cenapaumsi NMCTKOB nepukapaa,
pacwmpeHue npasoro xenygouka (1,0-
1,1 cm), npaBoro npegcepausa (2,0 cm),
pacwupeHue nerovyHon aptepun (0,92-
0,93cm). Mo pesynbratam XONTEPOBCKO-
ro MoHutopupoBaHus K Bbinn oTme-
YeHbl ANM304bl CUHYCOBOW Bpaavkapaum
B Ho4yHOe Bpems, no AHMI — cuHapom
HapyLleHUs1 MPOBEAEHUS MO CPEeAUNHHBIM
1 ManobepLoBbIM HepBam C obenx cTo-
POH YMEPEHHOW CTEeneHu no akcoHarb-
HOoMy Tuny. [Mpu3HakoB NEPBUYHO-Mb-
LLIEYHOro MOBPEXAEHUA He BbISBMEHO.
MPT ronoBHoro mo3sra (B Bospacte 4
MecC.) mokasana nocrneacTBus nepeHe-
CEHHOTO  TUMOKCUYECKU-remopparmye-
CKOrO MOpaXeHWs1 rOroBHOIO Mo3ra B
nepuHaTanbHOM Nepuoae, BHYTPEHHIO
TPUBEHTPUKYNSIPHYO  ruapouedanuio,
TNIMKBOPHYIO HOPMOTEH3MIO, NEPVBEHTPU-
KyNnsipHble o4arv KpoBOWU3NUSHUSA B 06-
nactu nepegHux poro, MP-npusHaku
nepuHaTanbHon 3Huedanonatum, pe-
TpouepebennsapHylo  apaxHouaanbHy
kncty. B anHamuke no gaHHeim MPT ro-
NIOBHOrO Mo3ra B Bo3pacte 8 mec. onu-
CaHbl YMEPEHHO BbIpaXXeHHas BHYTPEH-
HSIS1 OKKIIO3MOHHAs TPUBEHTPUKYNSIpHas
rmgpouedanus, Bbl3BaHHasa cynpacen-
NSPHOM apaxHOMAanbHOW KUCTOW, FUK-
BOpHasi runepreH3nsi. BbisBneHo BoO3-
AeNCcTBMe apaxHouganbHOW KUCTbl Ha
TPETUIN Xenyaovek, MedoKenyaoyKkoBble
OTBEPCTUS, Ha XrMa3my, HOXKY runoduaa,
rmnoguma, HOXKM mosra. 1o cpaBHeHUIO C



NpOLUSbIM UCCreL0oBaHUEM OMNPEAEnseT-
CSl yBENMYEHMEe CynpacernnsipHON KUCTHI,
4YTO MPUBENO K OKKIHO3MOHHOWN ruapoLe-
danun. B Bo3pacte 8 mMec. 6GonbHOMY
YyCTaHOBMNEH BEHTPUKYMO-NepuToHeanb-
HbIN WyHT (BIILL).

B LleHTpe MOnNekynspHOW reHeTuKn
ObIn npoBedeH aHanu3 KpoBW, Harnpas-
JNIEHHbIA HA MOWCK YacCTHbIX MyTauun B
reHe PHOX2B. B pesynbrate aHanusa
OHK BbIsiBNEeHO yBennyeHHoe Yncro Ko-
nuin GCN-nosTopa € nokanu3auven B
reHe PHOX2B, 4To nNo3Bonumno noateep-
anTb anarHo3 cuHgpom CCHS. Mankunk
npogomkan Haxogutbcss B OAPUT Ha
VBJ1, napameTpbl KOTOPOW W3MEHANUCH
B COOTBETCTBMM C AMHAMWMKOW €ro co-
cTosiHus. MNocne nonHoro obcnenoBaHns
pebeHKka BbICTABMEH 3aKMHOUYUTENbHbIN
KNUHMYEeCcKnA amarHos: CUHOPOM BPOX-
OEHHON LEeHTpanbHON MMNOBEHTUNALNN.
MepuHaTanbHoe nopaxerHne LIHC cme-
LaHHOro reHesa Tsbkenow cteneHu. Ok-
KNt03noHHas rugpouedanus. CoctosiHue
nocne BIW. CuHopom pagBuratenbHbIX
HapyLLueHu no Tuny TeTpanapesa. byne-
OapHbIi  cuHaopoMm. [pybas 3apepxkka
NCUXOMOTOPHOro pa3BuTus. YactuyHas
aTpocmsi  3pUTenbHbIX HEPBOB 060MX
rna3. OcnoxHenne: OH II-lll cT. Hocu-
Tenb TpaxeocTtoMmbl. ConyTcTBylOLLME
3aboneBaHus: YKenesogedumuntHasn
aHemus | cteneHn. CumntomaTuyeckas
anunencusi, reHepanuaoBaHHas dopma,
C MepBUYHO-TeHepanM3oBaHHbIMKU MNpU-
ctrynamu. BIC: OMIMM. Peryprutaums
Ha TK | ctenenun. JlerovyHas runepTteH3ns
| cTrenenn. MactpoasodareansHbin ped-
TIOKC C 330¢harnTom.

3a nepuopg nevyeHus B CTalMoHape
(1 rog 1 mec.) pebeHOK HEeoaHOKpaTHO
6onen VBl-accoummpoBaHHOW MHEBMO-
Huen. Mockonbky B 0OcHOBE 3aboneBaHus
NEXUT BPOXAEHHbIA TEeHEeTUYeckuin ae-
deKkT 1 mManbuuk B Byayuiem Hyxgarncs
B nocTtosiHHon MBJ1, a npebbiBaHne ero
B YCNOBMSAX CTauMoHapa yrpoxano no-
CTOSIHHbIM ~ Pa3BUTMEM FOCMIUTANbHbIX
MHpeKUNiA, pelleHo GbiNo opraHM3oBaTb
pecnupaTopHyl0 MNOAAEPXKKY B [OMall-
HUX ycrioBusix. [Insa aToro ¢ poauTtensamu
pebeHka Obina npoBefeHa noapobHas
6ecefla O BO3MOXHbIX OCMOXHEHUSX Y
OO0nbHbIX, HAXOAALLIMXCSA Ha ONIUTENbHON
BEHTUNAUMM nerkux. Mim Gbinn pasbsic-
HeHbl ycnosusi, Heobxoammble Ans obe-
CMeYeHnss pecnmpaTopHOr NoaaepKkn B
JOMalLHUX ycrnoBusix. PoguTenn panu
corrnacve Ha npeasyioKeHHbIN nraH ne-
YeHus. Ha faHHbI MOMEHT Marnbyuky 2
roga, Bo Bpemsi 604pCTBOBaHUSA OH MO-
et obxogutbesa 6e3 BJ1.

MpencTtaBneHHoe HabniogeHve ae-
MOHCTPUPYET CINOXHBIN Cryyan guarHo-
CTUKM CUHOPOMA BPOXAEHHOM LIeHTpasb-

HOW TMNOBEHTUINALMM, NPU KOTOPOM Ana-
rHO3 Obin yCTaHOBMNEH B 7 MEC. XWU3HU
pebeHka.

OnucaHue BTOporo crnyvyaa CCHS.
PebeHok oT maTepu 28 net, co Cros,
npakTU4eckn 300poBON, BGepemMeHHOCTb
BTOpas, PoAbl BTOpble. M3 aHamHe3a
M3BECTHO, YTO nepBasi GepeMeHHOCTb B
2013 r. 3akOHYMacb onepaTMBHbLIMK PO-
OamMu B CPOK, poAWnCst 340POBbIA Marb-
4ynk ¢ BecoM 3940 r, pebeHOK OT NepBoOro
6paka. [laHHasi 6GepeMeHHOCTb npoTeka-
na B nepBoll nonoBuHe 6e3 o0cobeHHo-
CTeW, BO BTOPOW MOMOBMHE MO NOBOAY aH-
MMHbI XXEHLLUMHA nony4ana aMoKcuknas, K
KOHLYy 6GepemMeHHOCTM OTMEeYan1cb OTeKN
HWXHUX KOHeYHocTewn. Poabl onepartus-
Hble B CPOK, B FONTOBHOM MpeanexaHuu,
B MEOMLMHCKOM yypexaeHun | ypoBHS.
HacnencrtBeHHOCTb MO NWHUKM  MaTtepu
pebeHka He oTsaroweHa. IHdopmauum o
HacneacTBeHHbIX 3aboneBaHusiX Mo nu-
HWUM OTLa HeT.

Pogunacek aesouka ¢ Becom 3730 r, po-
CTOM 55 CM, OKPYXXHOCTbIO rornoBbl 36 CM,
OKPY>KHOCTbIO rpyaun 35 €M, C OLLEHKOW Mo
Anrap 8/9 6annos. Ha 40 MWH Xu3Hu y
pebeHka oTMeYanochb yxyaleHue cocTo-
SAHWUSA B BUAE OCTAHOBKU AbixaHusi. Pebe-
HOK HyXJarcsi B YBMaXHEHHOM KWCMO-
poge. Ha 2-e cyT Xn3Hu geBo4vka nepe-
Bernacb Ha VIBJT no nosoay anuTtenbHoOro
anHo3, bpagukapauun. Ha 4-e cyt no ca-
HUTapHow aBnaumu noctynuna 8 OAPUT
MepuHatanbHoro ueHtpa MAY PC (A)
«PBNe1-HUM» c npegsaputenbHbIM Au-
arHo3oM:  [MNoKCUYEeCKU-ULLEMNYECKOE
nopaxenune LIHC Il crteneHun, cuHppom
yrHeTeHus. AnHoa HoBopoxaeHHoro. [H
Il ctenenu. MNpu nepBUYHOM OCMOTpPE CO-
CTOSIHUE KpaliHe Tskernoe, obycnoBneH-
HOe [bIXaTenbHOW HEOOCTaTOYHOCThIO,
HEBPONOrnYecKom CUMMTOMATUKOW.
Bbina B co3HaHuu, gBuratensHas akTuB-
HOCTb, 6e3ycrnoBHble pednekcbl Obinn
CHWXKEHbI, MbILLEYHbIA TOHYC AWCTOHUY-
HbIA, 6onblwon pogHuyok 0,5x0,5 cm He
Bblbyxan. OTmevancsa remopparnyeckui
CYHOPOM B Buae Hebonblioro obbema
rematomesvs. [bixaHve annapaTtHoe,
aycKynsTaTUBHO NpOCyLUMBanNuchb Npo-
BOOHbIE XpuMbl. TOHbI cepaua pUTMUY-
Hble, ACHble. XXMBOT MArkvin, noaB3gyT.
MeyeHb 1 ceneseHka He yBenuyeHsl. MNe-
puctanstuka Banasi. CTyn nepexogHoro
xapaktepa. nypes 0oCTaTouHbIN.

Yepes geHb nocne nocTynnexus y ge-
BOYKM NMpW NOMbITKE NepeBoa Ha camo-
CTOSATENbHOE AblXaHWe OTMeYanuchb anu-
304bl anHod, Gpagukapauu, NO aHanu-
3am KOC gekomneHcrpoBaHHbI auuaos,
obpatHo nepeBegeHa Ha WBJI. lMpu 06-
crnefoBaHuK KIMMHUYECKUIA aHanm3 KpoBu
rnokasan OTCYTCTBME BOCManuTENbHbIX
M3MEHEHWN, aHanu3 nukeopa — 6e3 oco-

12020 RN/

O6eHHocTen, CPB oTtpuuatenbHbin. Mo
[aHHbIM peHTreHorpadumn opraHoB rpya-
HOW KNeTKM B NepBble 2 Heq. onucbiBanmu
rMNOBEHTUNALMIO Nerkux, 3atem 6e3 na-
Tonorun. Mpu npoBeaeHNn TpaxeobpoH-
XOCKOMUWM MNaTonorMs CTPOeHus1 OpoH-
XvaneHoro gepesa ucknoyeHa. Henpo-
coHorpadusi He BbIsIBUNA CTPYKTYPHbIX
naMmeHeHun. Ha axokapguorpadun onu-
cbiBan  QYHKUMOHMPYIOLWMA  apTepu-
anbHbI NpoTok 0,2 cm. Mo pesynsratam
xontepmoHuTopupoBaHms  OKIT  6binu
OTMEYeHbl 3Nn304bl PE3KO BbIPaXXeHHOM
CMHYCOBOW Gpagvkapouv B HOYHOE Bpe-
Ms. JononHuTtensHo nposogunuce MPT,
PKT wnccnepgoBaHusi ronoBHOMO MO3ra,
KOTOpble He OBHapYXUIN CTPYKTYPHbIX
N3MEHEHUI rofoBHOIO Moa3ra.

B avMHamuke coxpaHsinach abixatesnb-
Haa HepocTtatodHocTb -l cTenenwn.
Bbino 0OTMeYeHO OTCyTCTBME CMOHTaH-
HOro AblXxaHusi BO BPEMSI CHa, BO Bpemsl
00apCcTBOBAHUSA yaanoch KpaTKOBPEMEH-
HO OTKMOYMTb OT annapata UBIJL. Y pe-
OeHka 3anogo3peH cuHgpom CCHS. Ha
25-e cyT otnpasneH aHanua AHK B LieHTp
MOneKynsipHon reHeTukn (r. Mocksa), roe
B OOHOM M3 XPOMOCOM BbISIBMIEHO YyBe-
nnyeHHoe 4umcno konun GCN-nosTOpa,
nokanunsoBaHHoro B reHe PHOX2B, 4to
Nno3BONMIO NOATBEPAUTL AMArHo3 LEeH-
TpanbHbIA BPOXAEHHbLIA TMMNOBEHTUNS-
UMOHHBIA cuHApOM. [ns pganbHenwero
obcnegoBaHus U neveHnss pebeHok Ha
VMBJ1 nepesegeH B ®I'6Y HMALL um. B.
A. Anmazosa» (r. CaHkT-leTepbypr).

MpencTtaBneHHoe HabnogeHne ae-
MOHCTPUPYET CryYyan paHHen AuarHo-
cTukn cnHgpoma CCHS.

3akntoyeHue. Criegyetr MNOMHUTL O
BO3MOXHOCTM BapuabenbHOCTU  KINHU-
YECKOW KapTWHbI, KOTOpasi MOXeT Yyc-
NOXHATb nocTaHoBKY AmarHo3a CCHS.
Mpu poxaeHun pebeHka ¢ Nogo3peHnem
Ha Hanuyne CCHS Heobxogumo reHe-
TUYECKOe KOHCYnbTUpoBaHue. PaHHss
anardHoctmka CCHS u cBoeBpeMeHHO
HayaTasa pecnvpatopHasi nogaepxka no-
3BONAT M3bexaTb XPOHUYECKOW TUMOK-
cun, Heobpatumoro nospexaeHus LIHC
n obecneuymBaloT afekBaTHOE Ka4yecTBO
XW3HW NaumeHTa.

Mpobnema neveHnss n HabnogeHus
nauMeHToB C peakMMmu 3aborneBaHUsIMn
3aknyaeTcs B OTCYTCTBMM CTaHAapToOB
MeauuMHCKon nomolun. HenssectHa u
TOYHasA pPacnpOCTPAHEHHOCTb [AHHOM
naTonorum y AeTen, YTo CBsi3aHo, B Nep-
BYIO ovepeb, C rmnognarHoctukon. Mpu-
BedeHHble npumepsl geten ¢ CCHS Ha-
rMAgHO  OEMOHCTPUPYIOT  BO3MOXHOCTb
NMONOXMTENbHOrO MNPOrHo3a B Criyyae
CBOEBPEMEHHOIO pacrno3HaBaHus 3abo-
neeaHusi. MHOrMM yCneLwHo BEHTUNUPY-
eMbIM nauueHTam cerofHs yxe Gonee
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20 neT, 4TO NpegnonaraeT HopMarbHY
NPOOOIKUTENBHOCTL  KM3HWU, HECMOTPS
Ha reHeTndeckun pedekt. JletanbHble
ncxogpl y naumeHtoB ¢ CCHS cBsA3aHbl
C HEBO3MOXHOCTbIO obecrnedyeHnss onTu-
manbHon BeHTUNsuun. PebeHok, Tpeby-
IOLLWUIA  KPYTIIOCYTOYHOW BEHTUNSTOPHOMN
NooOEPXKKM, HY>KOAETCs B TPaxeoCTOMUN
N YyCTaHOBKE JOMaLLHEWN BEHTUIIATOPHOW
cuctembl. Ons MnoBbILLEHUST MOBUIbHO-
CTU W YNyYLIEHUS Ka4yecTBa XU3HU B MO-
crnegyoLweM TakMM AeTsiMm Heobxoguma
UMMMaHTaums cTumynaTopa auadpar-
MaribHOro HepBa, YTO B HacTosilLee Bpe-
M$1 BbIMOSHAETCS TOPAKOCKOMMYECKM Npu
[ocTuxkeHun Bo3pacTta 18 mec.
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KNMUHNYECKUU CINYYAN CNOHTAHHOIO
MHEBMOTOPAKCA Y IOHOLWIW 17 NET
HA ®OHE EPOHXUANBbHOWU ACTMbI

CnOHTaHHbI MHEBMOTOPAKC CTaTUCTUYECKW Yalle pa3BMBaeTCs Y MyX4uH 1 npeobrnagaeT cpeay nuu, TpyaocnocobHoro sBospacta (20-40 neT),
YTO NpeaonpemensieT He TOMbKO MEAMLMHCKYIO, HO 1 coLmMarbHYo 3HaYMMOCTb NpobrieMbl. Hamu onncaH criyyai CoHTaHHOMo NMHeBMoTopakca Y
tOHOLWM 17 NeT, NOCTyNMBLLErO Ha obcrefoBaHne M NOSYyYMBLLETO fIeYeHre B MySIbMOHOMOrMYeckoM oTaeneHunm Meanatpuyeckoro LeHTpa PBNe1
- HauuoHanbHoro ueHtpa meamumHel (. SkyTck). OcoBeHHOCTb AaHHOMo criyyas 3aknio4aeTcst B TOM, YTO KIIMHUYECKast KapTUHa CrOHTaHHOMo
MHEeBMOTOpaKca pas3Buiiacb Ha ooHe TSKENOoro M OCTPOro NpucTyna 6poHXUanbHOM acTMbI.

KntouyeBble crnoBa: MHEBMOTOPAKC, MHEBMOHMS, 6p0waaanaﬂ acTma, amduraema, NonnnHo3.

Spontaneous pneumothorax most commonly occurs among able-bodied male population at the age of 20-40; thus revealing not only medical
but also social significance of the problem. We have described the case of spontaneous pneumothorax of a 17-year old male adolescent, admitted
to the department of pulmonology of the Pediatric center, Republic Hospital Ne1 — National Center of Medicine. The significance of the case results
from clinical manifestation of the spontaneous pneumothorax associated with a severe and acute attack of the bronchial asthma.

Keywords: pneumothorax, pneumonia, bronchial asthma, emphysema, pollinosis.

BBegeHne. TepMuH «CMOHTaHHbIN
nHesmotopakc» (CI1) 6bin BBegeH B
npaktuky B 1803 r. P. JlaaHHekom. Tor-
4a yxe cam (hakT BbISBNIEHUS pa3pbiBa
Nerkoro Mor CcyuTaTbCs AuarHocTuye-
ckon nobenon. [0 peHTreHOBCKOW 3pbl
npy OTCYTCTBUM Yy OGONBHOIO YyKasaHWw
Ha TpaBMmy NGO NHEBMOTOPAKC MOXHO

MBAHOBA Onbra HukonaeBHa — [O.M.H.,
npog. MM CB®Y wum. M.K. Ammocosa,
olgadoctor@list.ru; BYPLIEBA TaTtbsiHa Ero-
poBHa — A.M.H., npod. M/ CB®Y, 3aB.nab.
AHLL KMIM, bourtsevat@yandex.ru; YEPKA-
LUMH Muxaun lMpokonbeBUY — Bpay op-
auHatop PBNe1-HLUM, LWATPOBA AneHa
lOpbeBHa — cTyfeHTKa 6 kypca M CBOY;
CJITOBOOYUKOBA Maiisi MaBnoBHa — npe-
nopasatens Croerrmy.

ObINo HasBaTb CMOHTaHHbLIM, CaMOMpo-
N3BOJIbHbIM, 6ecnpuynHHbIM. CroHTaH-
HbIi NMHEBMOTOPAKC - 3TO HaKOMMeHune
BO37lyXa B TKaHW NeErkoro, He CBSI3aHHOE
C TPaBMOW UNWN ATPOreHHbIMK nevebHo-
OVarHOCTUYECKUMWN  BMELLATENbCTBAMM.
OH cTaTncTuyeckM valle pas3BMBaeTCH
y MYX4uMH U npeobnagaetr cpeou nu
TpyaocnocobHoro Bo3pacta (20-40 net),
4YTO NpenonpenensieT He TOnbko Meau-
LIMHCKYHO, HO 1 coLManbHy 3HaYMMOCTb
npobnembl. BblAensaioT nNepBUYHbIA 1
BTOPUYHbINA CMOHTAHHbLIA NMHEBMOTOPAKC.
[MepBWYHBIAN  CMOHTAHHbIN  MHEBMOTO-
pakc pa3BMBAETCH Yy NUL, HE UMEHLLMX
KNVHUYECKM  OMarHOCTUPOBaHHOM  Ma-
TONnornM nerkux. BTOpuYHbIA CnOHTaH-
HbIl MHEBMOTOPAKC BO3HUKAET Ha (poHe
npeacyLecTsyolen OONesHn nerkmx.

Yawe apyrux 3aboneBaHuii BTOPUYHbIA
CMOHTaHHbI MHEBMOTOPAKC OCIOXHAET
TEYEHUE XPOHUYECKOW OOBCTPYKTUBHOM
0OonesHn nerkmx, 6GpoHxManbLHOM acTMbl.
KnuHnyeckn nHeBMOTOpakc nposiBns-
eTca: BHesanHbIMM Gonsmu B rpyaHow
KIneTKe, OCTPO BO3HMKAOLLEN OfbILLKOW,
CYXUM HenpoayKTUBHbBIM KaLLfeM.

MoaTtomy BbIGOP agekBaTHOWM AnarHo-
CTUYECKONM M nedyebHON TakTUKN ABMaeT-
CS NPegMEeTOM MOBbILLEHHOTO BHUMaHUS
nynbMOHOMOrOB, TOpakanbHbIX XUPYp-
ros, oTnsmnartpos [1,2,3].

Martepuanbl um mMeToabl uccrepo-
BaHuA. Hamn npoBegeH aHanua3 uMCTo-
pun 60Me3HN KHOLIM, NOCTYNMBLLETO Ha
obcnenoBaHne B MynbMOHOMOrM4yeckoe
otaeneHve [legnatpuyeckoro LeHTpa
PecnybnvkaHckor 6onbHuubl Ne1- Hauu-



