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BpoxaeHHble MOPOKM pasBUTUS AbIXATENbHbIX NMyTel eXerofHO CTAaHOBATCA NpuuuHoi cmepTu 6onee 100 yenosek B Poc-
cuickon @epepauunn. OnpeneneHune, Knaccudukaums NOPOKOB Pa3BUTUS BEPXHUX AblXaTesbHbiX MyTel pa3paboTaHsbl
J.A. LiBeTkoBbIM. K nmpeHaTanbHOW AMArHOCTMKE BPOXAEHHbIX MOPOKOB Pa3BUTUS BEPXHUX AbIXaTeNbHbIX MyTelH OTHOCUTCS
B MepByl o4yepenb ynbTpa3BykoBoe uccnegosaHue (Y3WM). HaumHas ¢ 17-23 Hepenb Ha Y3W BuaHbl cnepyolwme npu-
3HaKK: TMMEep3XOreHHble Nerkne, pacliMpeHne HUXHUX OblXaTenbHbIX MyTeW, ynnoweHne auvadparmbl. Takas Y3U-kapTuHa
XapakTepHa A5 CMHAPOMA BPOXAEHHOM 0OCTPYKLMM BEpXHUX AbixaTenbHbix nyten, nuan CHAOS (Congenital High Airway
Obstruction Syndrome). MNpu nNofo3peHnM Ha BbiSIBNIEHWE 3TUX MPU3HAKOB PEKOMEHAO0BAHO foobcnenoBaHue. MNpu BHYTpU-
yTpoOHO AMArHOCTMPOBAHHOW BPOXAEHHOW OOCTPYKLMM BEPXHWUX AblXaTeNbHbIX MyTei poaopaspelleHue AN NalUeHTOB
[OJXKHO NPOXOAMTb B CTALMOHAape, rae eCTb BO3MOXHOCTb MPOBECTU TPAXeOTOMMUIO U MCKYCCTBEHHYHO BEHTUNIALMIO NErknx
HOBOPOXAEHHOMY, MPOONEepPMPOBaTb €ro Npu NNaLeHTapHOM noaaepxke. Takon BuA ONepaTMBHOrO nevyeHnsa metonoM EXIT
(The ex utero intrapartum treatment procedure — BHeMaTO4YHOE MHTpPAHATaNbHOE NEeYEeHWe) ABNSETCS HOBbIM 3TANOM Heo-
HaTanbHOW xupypruu. MNpoBegeH MeTaaHanu3 15 ctatert B MHOCTpaHHOM nuTepaType C uenbto BbissneHns CHAOS c 1993
no 2014 r. B aHanu3 BKJIOYEHbI UCCNEfOBaHMS C BbIOOPKOM maumeHToB 6onee 5 yenosek. MpenctaBneHa CTaTMCTUKA AMa-
FTHOCTMKM M NIEYEHUS BPOXKAEHHbIX MOPOKOB Pa3BWUTUSI ropTaHu naumeHtoB JIOP-knunHukm CMN6ITIMY 3a nepmog ¢ 2003 no
2016 1. C AMArHO30M «BPOXIEHHbIM MOPOK PA3BUTUS FOPTaHU».

KntoueBbie cnosa: BPOXAOEHHbIE MOPOKU; BPOXAEHHbIE MOPOKU BEPXHUX OblIXaTE/bHbIX I'IyTeVI.
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Congenital malformations of the respiratory tract is an important issue. They cause more than 100 deaths annually in the
Russian Federation. The definition and classification of congenital malformations of the respiratory tract are described and
developed by Je. A. Cvetkov. The ultrasound is the primal method used in prenatal diagnosis of congenital malformations of
the upper respiratory tract. Starting from the age of 17-23 weeks old, the ultrasound shows the following signs: hyperechoic
lungs, dilatation of the lower respiratory tract, flattening of the diaphragm. This ultrasound pattern is typical for Congenital
High Airway Obstruction Syndrome (CHAOS). If the doctor suspects an identifying of these signs, a follow-up examination is
recommended. If the congenital obstruction of the upper respiratory tract is diagnosed during the pregnancy, the childbirth
for patients must be performed in the hospital, where it is possible to perform tracheotomy and artificial ventilation of the
lungs to the newborn, to operate him with placental support. This type of surgical treatment by the EXIT method (The ex utero
intrapartum treatment procedure) is a new stage in neonatal surgery. A meta-analysis of 15 articles in the foreign literature
about the detection of CHAOS from 1993 to 2014 was conducted. The analysis includes studies with more than 5 described
cases. The statistics of diagnosis and treatment of congenital malformations of the larynx of patients of the ENT clinic
of SPbSPMU for the period from 2003 to 2016 with the diagnosis of congenital malformation of the larynx is presented.

Keywords: congenital malformation; congenital malformation of the larynx.

BpoxaeHHbIe TTOPOKH Pa3BUTUS — 3TO CTPYKTYP- Ppa3BUTHSI W MOTYT OBITh BBISIBICHBI 10 POXKACHUS,
Hble WIM (PYHKIMOHAJbHbIE OTKJIOHEHHS OT HOPMBI, BO BpEeMs POXKICHHS WM Ha OoJiee MO3AHUX dTanax
KOTOpbIE TPOSBISIIOTCS B MEPHOI BHYTPHYTPOOHOIO  JKHU3HH.
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Ilo pmanmHpIM calita Poccuiickoil CTaTUCTHUKH,
B 2015 . BpOXIOEHHBIE MHOPOKU PA3BUTHUSI OPraHOB
IBIXaHUS TpHUBENd K cMeptu 128 vemosek. B 2010 1.
BcemupHas opraHuzanus 37paBOOXpaHEHHUS OIMYyOJH-
KOBaJa MOKJIaJ O BPOXKICHHBIX TOPOKAX Pa3BUTHSL.
brnaromapss sTomy ObLTM pa3paboTaHbl ¥ BHEIPEHBI
HaI[MOHAIBHBIE TPOTPAMMBI IO TPO(HUIIAKTHKE H Jie-
YEHHIO TOPOKOB 70 W Tmocie poxkaeHui. CambIMu
YaCTHIMU TPUYUHAMHM CMEPTH OOJBHBIX C MOPOKaAMHU
Pa3BUTHUS OPTaHOB ABIXAHHS SIBISIOTCS IbIXaTelbHAs
HEIOCTAaTOYHOCTh M HEBO3MOXXHOCTh BOCCTaHOBJICHHS
MIPOXOAMMOCTH JABIXaTeNbHBIX TyTel. Kimroun x pere-
HUIO MPOOJIEMBI — 3TO CBOEBPEMEHHas MpeHaTaIbHas
JMIMAarHOCTHUKA ¥ TIOATOTOBJICHHBIN POAMIIBHEIN 3al1, CO3-
JlaHUE MYIBTUIUCIUIUIMHAPHON KOMAaHbI, OCHAIICH-
HOW HEOOXOIMMBIM O00OpY/IOBaHHEM U TEXHUKOM.

B 1999 r. O6puta omyOnmkoBaHA KiIacCUpUKAIINS
BPOXKJICHHBIX IMOPOKOB BEPXHUX JBIXATEIHHBIX IYTEH,
aBTOPOM KOTOPOW cTaj 3aBeAyroluil kadeapoil oTo-
punonapunronsorud [lenguarpuyeckoil MeIULIUHCKON
akagemMun tipodeccop, O-p MeA. HayK, 3aCITyKESHHBIH
Bpau Poccwmiickoit @enepannu 3.A. 1[BetkoB [8]. Co-
[IaCHO KJIaCCU(HKALUKN BCE TOPOKU PA3BUTHS JICIISATCS
Ha OpPTraHHbIC (XPAIICBbIC), TKAHEBBIE (MITKOTKAHHBIC),
BPOXJICHHBIE OITyXOJH U HEHPOTEHHBIE.

Knaccuguxayus eposrcoennvix nopoxkog pazeumus
1. Oprannsie (XpsuieBbIe):
* areHes3us, arulasus;
* TUIIOTEHE3Ms], TUIIEPTeHE3HS;
* JIUCTCHE3US;
* JIUCTOIHS.
2. TkaneBbie (MSATKOTKAHHBIC):
* JUCIIa3Ms;
* TUIIOIUIA3US;
* JIUCXPOHUS.
3. BpoxzaeHHble OIMyXoJu.
4. HeliporeHHble OPOKH Pa3BUTHSL.

Cample 4acTo BCTpEYAIOIIMECs TOPOKU Pa3BUTHS —
9TO TKaHEBbIE IOPOKH pa3BuTHs. K HUM OoTHOCSTCS [Tuc-
ra3us (KadyecTBeHHOe HapymieHne AuddepeHmpoBKu
poCTa M COOTHOLICHHH TKaHW, SBISIIOICHCS (QyHKIHO-
HAJIBHOM eJUHULIEH opraHa), THIOIUIA3US (KOIHUYe-
CTBEHHOE YMEHBLICHUE TKaHH, SBISIOIIEICS (QyHKINO-
HaJBHOHN SMUHUIICH opraHa) U JUCXPOHWS (BPOKICHHOE
WM TIOCTHATaJIbHOE HapyIlIeHWEe TEMIIOB Pa3BUTHS TKa-
HU, TIPH KOTOPOM HMEETCSl YCKOPEHHOE Pa3BUTHE TKAHU
OpraHa WM 3aJep’KKka TKaHEBOTO Pa3BHUTHSA).

K npenaranpHOH JOMAarHOCTHKE BPOXKICHHBIX I10-
POKOB pa3BHUTHSI BEPXHHX JbIXaTeJIbHBIX MyTEH OTHO-
CUTCSl B IIEPBYIO OUepe/lb yIbTPa3BYKOBOE HCCIIEI0Ba-
nue (Y3W). Haunnas ¢ 17-23 Henens Ha Y3U BumHBI
CIIEAYIOIINE TIPU3HAKU: TUIIEPIXOr€HHbIE JIETKUE, pac-
LIMPEHUE HIDKHUX JIbIXaTEIbHBIX IMYTEH, YIUIOLIEHHE
muadpparmel. Takas Y3U-kapTuHa XapakTepHa s
CHUHIIpOMa BPOKACHHOW OOCTPYKUIMH BEPXHHX JIbI-
xarenbHbIX myTed, maum CHAOS (Congenital High
Airway Obstruction Syndrome). IIpu mono3penun Ha
BBISIBJICHHE ITUX IPU3HAKOB PEKOMEHJI0BAHO 1000ce-
noBaHue: oBTopHOe Y3U (BO3MOXKHO, € JyYIIUM pa3-
pewenuem, 3D Y3U c Buneopukcanueit), MPT moza,
KOHCYNIBTAlUsl TeHETHKA, AMHAMHYECKOe HaOJIOIeHUE
U YCTaHOBKHM AMArHo3a, BepU(pHUKALUU HOPOKa pas-
BUTHSI U OMPEICIICHUs TaKTUKU BemeHus [12, 23].

ABTOpamMM MpoBeJieH MeTaaHanu3 15 crareil B MHO-
CTpaHHOM JuTeparype, omyOnukoBaHHBIX ¢ 1993 mo
2014 ., ¢ mensro BeIgBIcHUS CHAOS. B anamuz
BKJIIOUCHBI HCCJIEJOBAaHHS C BBIOOPKOW MALMEHTOB
Oonee 5 denosek (tadi. 1). [IpepcraBieHHbIC B JIUTe-
parype ciydau HOCAT IMPEUMYIIECTBEHHO €AMHUYHBIN
OIMCATEJIbHBIA XapakTep.

[Ipoananu3upoBaHa MaToIo0rys, MPUBOLAIIAS K Pa3-
BUTHIO IIPEHATAIbHON OOTypaly BEPXHUX AbIXaTEllb-
HBIX TyTeH (Tabm. 2).

Brepseie CHAOS Obin onmucan Hedrick B 1994 1.
[17]. K BO3HMKHOBEHHIO CHUMIITOMa IPHUBOIST BPOXK-

Tabnuya 1 (Table 1)

BbisiBneHne cMHApoMa BpPOXAEHHOM 0OCTPYKUMM BEPXHUX AbIXxaTeNbHbix nyTern ¢ 1993 no 2014 r., aHanus uccneposa-

HWI C BbIGOpKOW NauneHToB H6onee 5 yenosek

Detection of CHAOS from 1993 to 2014, analysis of studies with a numbers of patients more than 5 people

ABTOpHI KonmuecTBo 60IBHBIX CpoKu ucciaenoBaHus

Authors Number of patients Time of the study
Jlum u np. [20] 5 C 1997 no 2002
Lim et al. [20] From 1997 to 2002
Caapnaii u ap. [22] 12 C 1993 mo 2011
Saadai et al. [22] From 1993 to 2011
Acnan u ap. [10] 5 C 2008 mo 2014
Aslan et al. [10] From 2008 to 2014
Bankep u np. [25] 5 C 1999 no 2004
Walker et al. [25] From 1999 to 2004
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Tabnuya 2 (Table 2)

AHanu3 nccnefoBaHuii, BbISBASHOLWMX MPUUUHBI, MpMBOAsWMeE K BO3HUMKHOBeHMIO CHAOS

Analysis of studies that identify the causes of CHAOS
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ATpe3us TOpTaHu 3 7 5 2 4 21
Laryngeal atresia (43 %)
ATtpesus Tpaxeu 9
P pax 1 201 4 | 2 .
Tracheal atresia (18 %)
BpoxnenHas kucra 1 1 2
Congenital cyst 4 %)
MewmbpaHa Tpaxen 1 | 2
Tracheal web 4 %)
Mewmb6paHna ropTanu | 1
Laryngeal web 2 %)
HoBoobOpa3oBanue 1 | 4 6
Neoplasm (12 %)
He ycranoBieHo 5 3 8
Not clarified (16 %)

JICHHbIC TATOJIOTUU BEPXHHUX JIIXAaTENbHBIX MYTEH,
P KOTOPHIX BO3HUKACT YaCTHYHAS WM TIOJIHAs 00-
CTPYKLUS: aTpe3usi TOPTaHU, aTpe3us TPAaXCH, KHUCTHI
TOpTaHH, HOBOOOpPa30BaHMUS POTOTIIOTKH, TOPTaHH,
meu. ATpe3usi TOPTaHU SIBISICTCS HanOoJiee YacTOM
npuuuHoii CHAOS. CoracHo Hamemy HcclenoBa-
HUIO, B KOTOpOE BOLLIM 15 craredl, OMUCHIBAIOLIMX
49 nerell ¢ CHHIPOMOM OOCTPYKIIMM BEPXHHX JIbIXa-
TeJBHBIX ITyTeW, arpe3usi ropranu cocraBmia 43 % ot
BCEX TATOJIOTHHA. ATpe3usi Tpaxewm coctaBmia 18 %
u Obuta ommcana y 9 nmereil. HoBooOpa3oBaHus Bepx-
HUX JIBIXaTeIbHBIX TyTeH OBLIM TpEACTaBICHBI MHUE-
JIOMEHUHTOIIeNIe, dHIIe]alonene, TepaToMaMi U JINM-
(anromamu, uyto coctaBwio 12 %. B 4 % ciydaes
oO0CTpyKIusi OblTa BBI3BaHA BPOXKICHHBIMH KHUCTaMHU
TOPTaHU W BPOXKACHHBIMH MEMOpaHaMHu TPaxeH, BPOXK-
JICHHbIE MEMOpaHbI rOpTaHu cocTaBuin 2 %. YpoBeHb
00CTPYKIINM yCTaHABIMBAJIN HA OCHOBAaHWHU ayTOIICHH

nnu MPT mnoga. Yactbs uccieayeMmblx poauTenel oT-
Ka3aJlach OT ayTOICHH TUIOJA [0 PEITUTHO3HBIM U JIHY-
HBIM TPUYHHAM. B Takux CUTyalHsiX yCTaHOBUTH MPH-
YUHY BO3HHKHOBCHHS CHHIPOMAa HE MPEICTaBISIOCH
BO3MOXKHBIM, TaKUE CUTyallMHM OIMCAHBI Y 8 YEJIOBEK,
4To cocTtaBmio 16 %.

3a mepuon c¢ 2003 mo 2016 r. B JIOP-knmHuKe
Cankr-lleTepOyprckoro rocynapcTBEeHHOTO TeIUaTpH-
YECKOTO METUITHHCKOTO YHHUBEPCHUTETA MPOXOIUIH 00-
cienoBanue M JedeHue 30 IMAIUEHTOB € JMArHO30M
«BPOXKJICHHBIN MOPOK pa3BUTHUsI TOpTaHmW» (Tabm. 3).

B namewm wuccnemoBaHuu mpeodianaiy TKaHEBEIE
MTIOPOKHU Pa3BUTHsI TOPTaHH, a B CAaMOH TpyIIe TKaHe-
BBIX TTOPOKOB TIpeo0iazaia KUCTO3HAS TUCTUIA3Us TOP-
TaHW, KUCTa ropTaHu. Kolu4ecTBO TakuX MaIlMeHTOB
obu10 19, uTO cocraBmio 63 % [1-4, 6, 7]. Bropsle 1o
4acTOTE BCTPEYAEMOCTH B Halllel KIMHHUKE OKa3aiCh
OpraHHBIC IOPOKH Pa3BUTHUS TOPTAHH, B YaCTHOCTH T1a-
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Tabnuya 3 (Table 3)

BpoxaeHHble NOPOKM pa3BUTUA TOPTaHM, BbISIBNEHHbIE M NpofeyeHHble B ycnoBuax JIOP-kanHuku CM6IMMY
Congenital malformations of the larynx, identified and treated in the ENT department of SPSPMU

Konuuectso
TTaronorus YeJI0BEeK ITpoonepupoBaHbl Buj XUpypruyeckoro Je4eHus
Pathology Number of Treated Type of surgery
persons
OpraHHble TOPOKH (AMCT€HE3HH, THIIOTCHE- OnHodTanHas, JBYyXdTalHas JIAPHHIOIIIIACTHKA
3UH, TUIEPTreHEe3UH MePCTHEBUIHOTO XPAIIA) 9 5 ¢ 1 unm 2 pebepHBIMH ayTOTPAHCIUIAHTATaMHU
Organ malformation (dysgenesis, hypogen- Laryngo-tracheal reconstruction with posterior
esis, hypergenesis of the cricoid cartilage) or posterior and anterior cartilage rib grafting
CKOPTUKALUS, YAAJICHNE XOIOAHBIMH HHCTPY-
TkaHeBble NOPOKHU (KUCTO3HAs, COCANHU- Aexop A, ya A Py
MEHTaMH, MapCynuaIu3ays KUCThI, KOaryJs-
TeIbHOTKAHHAS TVCIIIA3Us)
; . i . . 19 19 TOpHAs a0NsIus, OaNIOHHAS AVIISTALIUS
Tissue malformation (cystic, connective tis- . ST .
. Decoration, marsupialization, ablation, balloon
sue dysplasia) . .
dilatation
Bpoxaennsle onyxonu 5 > VYaaneHnue HOBOOOpa30BaHUS
Congenital neoplasm Removal of neoplasm

TOJIOTHUM MEPCTHEBUAHOTO XpsIia. DTH MallUEHThl CO-
crapunu 30 % otT uccrnegyeMoi rpymnmel. Y 2 gerei
(mmn y 6 %) ObLIM JUAarHOCTHPOBAHBI M MPOOIIEPHUPO-
BaHbl BPOXEHHbIE OIYXOJNM BEPXHUX IbIXaTEIbHBIX
nyTei (ramaproma, JuM@paHTHoOMa).

VY Bcex neTedl KIMHWYECKHE MpOsBICHHS 3a0oJe-
BaHUS OTMEUAINCh C POXKICHMSA, YTO YyKa3blBaeT Ha
BPOXKICHHYIO IATOJIOTHIO Pa3BUTHA. YJBTPa3ByKOBBIE
WCCIIEZIOBAaHUS, TPOBEICHHBIE BO BpeMs OepeMeHHO-
CTH, HE BBISIBUIIM IMATOJIOTHH.

CuHIPOM BPOXKACHHON OOCTPYKLMH BEPXHHUX IbIXa-
tenbHBIX yTei (CHAOS) siBisieTcst peakum, HO KpaiiHe
B&KHBIM [UISl TUArHOCTUKU cuHIpoMoM. Ciydan aua-
THOCTHKH ¥ JICYEHHsI OIUCAHBI B JIMTEpAType, HO OCO-
Oy10 CIIOHOCTb JUIsl Bpayel-1euaTpoB, HEOHATOIOTOB,
OTOPUHOJIAPUHTOJIONOB, aKYIIEPOB M JETCKUX XHUPYPrOB
NPEICTaBIACT TOT (PaKT, YTO CTATbU O JAHHOM BHJIE
HAaTOJIOTMU OITyOJIMKOBaHbI IPEUMYIIECTBEHHO B MHO-
CTpaHHBIX KypHaJax IO YJIBTPa3ByKOBOW W pajuoaua-
rHocTuke. [Ipy AMAarHOCTHPOBaHHOH BHYTPUYTPOOHO
BPOXK/ICHHOW OOCTPYKIMM BEPXHMX JIBIXaTEIbHBIX ITy-
Te ponopasperieHue Ul NAlUEeHTOB OJDKHO IIPOXO-
JUTH B CTAaIliOHApe, TIe €CTh BO3MOXKHOCTH IPOBECTH
TPaxeOTOMHUIO U HCKYCCTBEHHYIO BEHTWJIAILIUIO JIETKHX
HOBOPOXJIEHHOMY [5], mpoomnepupoBars €ro mpu Iuia-
LEHTapHOU nopaepskke. Takol BUI ONepaTHBHOIO Jieue-
aust metonoM EXIT (The ex utero intrapartum treatment
procedure — BHEMaTO4YHOE WHTpaHATAIBLHOE JICUCHHE)
SBJISICTCS. HOBBIM U TIEPCIICKTUBHBIM 3TAIlOM HEOHATAaJIb-
HOM xupypruu. Meron TpeOyer Hamuuusi 0Oy4EHHBIX
XUPYPIoB, AaHECTE3MOJOTOB, MYJIBTHAMCLMIUIMHAPHON
KOMaH/JIbl 1 OCHAIIEHHOW OIepaluoHHOM.
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