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Pesiome

BBegeHwme. Proboscis lateralis (PL) (naTtepanbHbIin X060TOK, MPUAATOK) — UCKIIOUNTENBHO
penkasa BpoxAeHHana aHoManua, npeacTaBnatowas cobon TpybuaTyo CTpyKTypy C euH-
CTBEHHbIM MELLIOYKOM CO CJIeMNbIM KOHLLOM, KOTOPbIV Yallie BCero HaxoguTcA B CPeANHHON
30He nrua nnu c6oKy ot Hee. JlaTepasbHblil XOOOTOK 06bIUHO aCCOLIMMPYETCA C LUIMPOKNM
CNEeKTPOM CONYTCTBYIOLMX YepPernHO-MLEBbIX aHOMaWIA, YTO AAeT Hayano MHOXeCTBY
TEOopPWIA, ONUCHIBAIOLWNX SMOPMONOrNYECKUI NATOreHEs, U Pa3fIMUYHbIM CUCTEMaM Kaccu-
durKaunm gna o6bACHEHNA NATONOMMUYECKNX acCoLMaLniA.

Llennb. MpoBecTn KpaTknii 0630p NUTepaTypbl U ONUCATb KNVHUYECKUIA Cllydall pefKon
BpOXAeHHoW naTtonorum Proboscis lateralis (PL) B coueTaHum ¢ gepmanbHbIM CUHYCOM.
Martepuanbl n metogbl. Manbuuk [, 6 mecAues, ¢ PL cnpaBa. MeTtoabl nccnefgoBa-
HUA: OOLENPUHATbIE KIMHMYECKMe, 30HAMPOBAHME U MPOMbIBaHME CNE300TBOAA-
wmux nyten (COM), peHtreHonornuyeckne (PKT, cnnpanbHasa peKoHCTPYKLMA FoOnoBbl C
3D-peKoHCTPYKLUMEN Yepena), X1pypruyeckoe fieyeHue, ructonormyeckoe mccnenoBa-
HWe onepaLoHHOro Matepuana, $oToperncTpauuns CoCToAHUA pebeHKa B AUHaMUKE.
PesynbraTbl. [1py poxaeHnn y naumeHTa onpegenanca XxoboToBMaHbIA NPUAATOK pa3me-
pom 2x1 cm, UCXodALMIA U3 NPaBOro MeAmnanbHOro yrna rnasHou LWesnu, C NPo3payHbIMn
CNM3NCTbIMY BblAENEHNAMU U3 OTBEPCTUA Ha €ro ANCTaNIbHOM KOHLe.

WncrnatepanbHada HasanbHasA runonnasva y nauneHTta 6bina MUHMManbHoi. B Bo3pacte
6 MecsALeB NPOBeAEHO NPOCToe yaaneHne xoboTa. Bropbim sTanom B Bo3pacte 11 mecs-
ueB, nocne foobceoBaHNA, TPAaHCKPaHWanbHbIM JOCTYNOM Hepoxmpyprom 6bina npo-
BeAEeHa KoppeKuuma BpOXAeHHOro nopoka pa3sutusA (BIMP) — nepeceyeHne gepmanbHOro
CUHYca B 061acTn nepefHUX OTAENOB peLleTyaTol KOCTU CrnpaBa C NnacTUKON OCHOBa-
HUA yepena. Ha cnegylowem stane B Bo3pacTte 1,5 roga npoBefeHa NonHasA 3KCTMpna-
umns ob6pa3oBaHMA BNIOTb [0 CAENOro KOHLA, paHee COeAUHSIIOWEroca C STMOMAANbHbIM
CUMHycoMm. B pesynbraTe npoBedeHHbIX onepaunii NOayYeH XOPOLWNiA aHAaTOMUYECKUN 1~
byHKUMOHanNbHbIN pe3ynbraT. Cle3oTeueHnsa 1 CNe30CToAHNA y pebeHka B nocseonepa-
LMIOHHOM Nepuoae He BblsABIIEHO.
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Clinical Case -7

Taknm o6pa3om, y Halero nauueHTa BIP — natepanbHbIi XO60TOK COUYeTaNCA C ilepmarb-
HbIM CUHYCOM, filedbeKTaMun Pa3BUTUA PELLETYATON KOCTU, SKTOMMEN HOCOCIe3HOro Npo-
TOKa, 3KTOMMEl 1 CTEHO30M ClIe3HOro MeLlKa Crnpasa.

3aknioueHue. V13-3a pazHoobpa3unA rnasHom, HENMPOXNPYPrNUYECKON 1 YentoCTHO-NnLe-
BOW natonoruu, BbiABnAembix npu PL, ontumanbHoe BefeHue naumeHTta TpebyeTt mex-
AVNCUMMAMHAPHOIO NOAX0Aa, KOTOPbIN BKOUYAET TakMX CNeLmnanmcToBs, Kak odbTanbmonor,
YesnCTHO-NTMLEBOI XNPYPT, HEMPOXUPYPT, OTONAPUHIONOT, MaToMopdonor.

KnioueBble cnoBa: Proboscis lateralis, nepmanbHbiii cuHyc, fedekTbl pa3BuTUA pelleTya-
TOW KOCTW, SKTOMUA HOCOCNIE3HOTO NPOTOKa
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Abstract

Introduction. Proboscis lateralis (PL) (lateral proboscis, appendage) is an extremely
rare congenital anomaly that is a tubular structure with a single sac with a blind end,
which is most often located in the midface zone or to the side of it. The lateral proboscis
is commonly associated with a wide range of concomitant craniofacial abnormalities,
which gives rise to many theories describing embryological pathogenesis, and various
classification systems for explaining pathological associations.

Purpose. Briefly review the literature and describe a clinical case of a rare congenital
pathology Proboscis lateralis (PL) in combination with dermal sinus.

Materials and methods. Boy P. 6 months old with PL on the right. Research methods -
generally accepted clinical, probing and lavage of the lacrimal duct (LDS), X-ray (RCT,
spiral head reconstruction with 3D skull reconstruction), surgical treatment, histological
examination of the operating material, photo-registration of the child’s condition in
dynamics.

Results and discussion. At birth, the patient had a proboscis-like appendage measuring
2x1 cm, emanating from the right medial angle of the palpebral fissure, with transparent
mucous discharge from the opening at its distal end.

The patient had minimal ipsilateral nasal hypoplasia. At the age of 6 months, a simple
removal of the trunk was performed. The second stage is at the age of 11 months. After
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further examination, the neurosurgeon performed a transcranial approach to correct the
congenital malformation (CMD) - the intersection of the dermal sinus in the region of the
anterior ethmoid bone on the right with plasty of the skull base. At the next stage, at the
age of 1.5 years, a complete extirpation of the formation was carried out up to the blind
end, which was previously connected to the ethmoidal sinus. As a result of the performed
operations, a good anatomical and functional result was obtained. Lacrimation in the
child in the postoperative period were not revealed.

Thus, in our patient, congenital malformation - the lateral proboscis was combined with
dermal sinus, ethmoidal defects, ectopia of the nasolacrimal duct, ectopia and stenosis of
the lacrimal sac on the right.

Conclusion. Due to the variety of ocular, neurosurgical, and maxillofacial pathologies
detected in PL, optimal patient management requires an interdisciplinary approach that
includes an ophthalmologist, maxillofacial surgeon, neurosurgeon, otolaryngologist,
pathologist.

Keywords: Proboscis lateralis, dermal sinus, ethmoidal defects, ectopia of the nasolacrimal
duct

B BBEJAEHWE

NaTepanbHbli x060TOK (PL) — oueHb peaKas BpoXAeHHast aHOMAUA C YaCTOTON BCTpe-
yaemocTtn ot 1:100 000 go 1:1 000 000 XMBOPOKAEHHDIX [1-6]. Y My>XUMH BbIABNAETCA B
2 pasa vaule, Yem y XeHLWuH [7].

BrnepBble faHHbIN cnydai 6b1 onvcaH Poctepom B MOHOrpadun «BpoxaeHHble no-
POKU Pa3BMTUA YenoBeveckoro Tefa» B 1861 r. nog HazBaHMEM «X000TOK» [8].

MpugaTok, BbICTynasi Ha NMOBEPXHOCTU NNLA, 0ObIYHO pacronaraeTca B MeananbHON
YyacTu rasHown wenw. JlatepanbHblil XOOOTOK acCOLMMPYETCA C LUIMPOKUM CMEKTPOM CO-
NyTCTBYIOLMX YEPEMHO-NTMLEBbIX aHOMANIUN, MOPOXKAAKLLMX HECKONIbKO TEOPUI, ONUCHI-
BAIOLUX IMOPMONIOrMYECKNiA MATOreHes 1 pasnndHble Knaccudukaumm. Cpeamn aHomanmin
MOXHO BbIfenuTb: anobapHas (Mnu Tsxkenas nonynobapHas) rononpo3Huedanus, oT-
CYTCTBME WX TMNOMNACTUYECKUA HOC, FNa3a, KOTOpble YaCTUYHO CPOCAUCH, MOSTHOCTbLIO
CPOC/NCb UK BAN3KO PaACMONOXKeHbl, aHOMaNMM NPUAATOYHOrO annapara rfasa v T. g.
JNaTepanbHblli XO60TOK TaK»Ke MOXET OblTb CBA3AH C MHOXECTBOM Pa3fINUYHBIX JINLEBbLIX
pacLenviH, BKJIOYasa pacLiennHy BepXHeN ryobl C paclennHon Heba nnm 6e3 Hee u cpe-
AVHHYI0 pacwenuHy nuua [1-4, 71.

KnnHunyeckn xob0ToK XapaKTepusyeTcs pyauMeHTapHbIM HOCOOBPA3HbIM TPy6UaTbiM
NpUAaTKOM, BO3HMKaOLWUM U3 MenalibHOrO UK aTepasibHOro yrna rnasHow wenw. MNpu-
[ATOK LUITMHAPUYECKON GOpPMbl MOXKET UMETb HEGOSIbLLION NPOCBET MO A/INHE C OTBEPCTU-
€M B KOHLIEBOW YacTu, N3 KOTOPOro BblaensaeTca cnusb. CpeaHAa ANnHa ero cCocTaBnsAeT oT
1po4cm[9, 10].

Ha cTopoHe nopaeHusa MOXeT MpUCYTCTBOBATb reMmHasanbHasA annasus, atpesns
XO0aH 1 NPMAATOYHbIX Na3yx Hoca. PL moxeT pacnonaratbCA B 1atepanbHON YacTu r1a3HoN
Wwenu, natepanbHOM HAArMA3HUYHOM rpebHe, cepefiiHe BEPXHEro BeKa, KOPHE Hoca Mo
CpepHen MMHUN 1 NPOCTO HaZ HO3APEN. ITO MOXET ObITb CBSA3aHO C MNcUaTepasibHbIMU
op6UTaNIbHBIMK UMK NePUOPOMTANbHBIMU NOpPOoKamMu Pa3BuTUA. CoobLLanocb 0 HECKOSb-
KUX CNyYasix fBYCTOPOHHEro 60KOBOro Xo60TKa.
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BokoBow x060ToK (PL) knaccudumumpytoT Ha YeTbipe rpynmnbi:

X060TOK Npy HOpManbHO CPOPMMPOBAHHOM HOCE;

X060TOK C iepeKTOM HOCa;

X060TOK C AedpeKToM HOCa 1 AedeKT rnas, NpuaaTkos;

Xx060TOK ¢ fedpeKToM HOCa, aHOManuel rnas u ero NPUAATKOB, PacLlenIMHON BEPXHEN
ry6ol n/unu Heba [7, 8].

TOYHbBIN 3MOPUONOrMUYECKNIA MeXaHN3M, OTBETCTBEHHbIN 3a pa3BuTue PL, He onpepe-
neH. MonynapHble TeOpMK BKNIOUAIOT HECOBEPLLEHHOE CIINAHME NaTepasibHbIX HOCOBbIX U
BEpPXHEUENoCTHbIX OTPOCTKOB 1 abeppaHTHOE cpalleHre BepXHeUentoCTHOro OTPOCTKa
nopaKeHHoW CTOPOHbI C MeAnanbHbIM HOCOBbIM OTPOCTKOM (ro6ynsApHbIA OTPOCTOK) [4].
[nA nonHOM oUEeHKW 3TOM aHOManMKM BaXkHa KOMMbloTepHaa ToMorpadus, MOCKONbKY OHa
No3BOJIAET OLeHUTb POCT KOCTEN NnLa 1 Yepena, a Takxe passutme LUHC[1, 3,4, 11].

AunddepeHumanbHyto anarHoctuky PL Hy>HO NPOBOANTDL C lepManbHbIM CUHYCOM U1 C
nepeaHNMN YepenHo-mMo3roebiMu rpbixkamm (UMI) — aHUedanouene, KoTopble nogpasae-
NATCA Ha Ha30bPOHTasbHblEe, Ha303TMOVAANbHbIE U HazoopbuTanbHble [11, 12]. B rpbl-
»xeBol meLlwok npu YMI™ 06bIUHO BOBNEKAKOTCA MO3roBble 060/I0UKY, @ MHOTAa U BELLeCTBO
ronosHoro mo3sra [13-15].

KnuHuueckn npn YMI BbinAuMBatoLleeca BHYTpUUEpenHoe CogepknmMoe, NoKpbIToe
obonoukamm mMo3ra, fepopmMmpyeT NNLO 1 MOXET Bbi3blBaTb Pa3BUTME TeNleKaHTa, ANC-
TOMMIO FNasHUL, YANVHEHVE nnua v ap. KnuHnyeckaa KapTyHa 3aBUCUT OT IoKanm3auumn n
o6bema BbINAYMBAHUI U BapbUPYET OT MENKUX MATKUX MPUMYXN0CTEeN Haj CMUHKOW HOCa,
BbI3blBaOLLNX CMELLEHNE KHM3Y CTPYKTYP HOCa, 10 06pa3oBaHUii, Bbi3biBalOLLMX 0O6CTPYK-
LMo HOCA, HapyLLEeHMWsA AbIXaHWA, 3aTPYAHAIOLLMX KeBaHWe 1 rnoTaHve. Bo3moxeH Takxe
runeprenopusm, opTasbMoNornyeckme HapyLleHrsa BKIIIOYaloT Kocornasue, ambnuonuto,
HapyleHne cnesooTBefeHna [13, 14,16, 17].

JepmanbHbin cuHyc (C) — BpoxaeHHasa aHOManua B BUAE CBULLEBOro XOAa, BbICTNaH-
HOro 3NuTeNreMm, Yepes KOTOpPbI MOBEPXHOCTb KON COOOLLIAeTCA C HEPBHBIMU CTPYKTY-
pamu CNHHOIO U (B JaHHOM CJly4ae) rofloBHOro Mo3ra.

KpaHuanbHble fepmainbHble CUHYCbl BCTPEYaloTca oueHb peako. B nutepatype onuca-
Ho okono 100 cnyyaes, Yalle BCero y AeTen B Bo3pacte go 5 net [11].

PasgeneHve KOXHOW 3KTOAEPMbl U HEMPOIKTOLEPMbI MPONCXOAMT B MepBble 2 Me-
cAua BHYTpUyTpobOHOro pa3suTuA. Mpu obpa3oBaHUM HEPBHON TPYOKM MeXxay ABYMsA
NNCTKaM1 BBOAUTCA Me30[epMa, ABNAILAACA MCTOYHMKOM KOCTE, XPALLEA 1 MbiLL, OT-
LENAOWNX KOXKY OT MO3roBblX TKaHel. He3aBepLueHHOCTb 3TUX NPOLLECCOB CTaHOBUTCA
npuYnHo GopMUPOBaHUA CBULLEBOIO XOa, CBA3bIBAIOLLErO fiIepMY C HepPBHbIMU 06pa3o-
BaHMAMM. HoCoBble CUHYCbI BO3HUKAIOT NPY He3aBepLIEHHOM OTAENeHN KOXW OT TBep-
[0 060NOYKM MO3ra OTPOCTKOM JI06HOM KOCTM Mexay 50 u 60 gHAMK ambpuroreHesa.
MaTonornueckas HeposKToAepManbHaa CBA3b GopMMpyeTca uepes crernoe oTBepcTue,
OKaHUMBaACb Ha MPOTAXKEHUWN OT HOCa A0 NepefHel YepernHon AMKM.

KpaHuanbHble GuUcTynbl, nokanumsyowmecs B Ha30$poHTanbHOM 061acTy, XOPOLLO BUAHI
npw 06bIvHOM ocMoTpe. OHM onpeenaATcA Kak Hebonbluas AMOYKa, MHOrAa aCCOLMNPOBaH-
HasA C aHOMasIbHbIM POCTOM BOJIOC U BbIAENEHNEM XKENTOBATO-MPO3PaYHON XKULKOCTU.

HeBponorunuyeckme cMMNTOMbI BO3HUKALOT B Cllyyasx, KOraa KaHan JepmanbHOro CUHy-
ca NPOHMKaeT NHTPaKpaHUanbHO 1 oKaHuKBaeTcAa Kncto. O6bemHble 06pa3oBaHmMA Npo-
BOLMPYIOT TOKaNbHY0 KOMNPECCU0 HEPBHbIX CTPYKTYP U NOBbILEHNE BHYTPUYEPENHOro
[aBNEeHMsA, YTO CONPOBOXKAAETCA roNoBHbIMU 6onamu, peoToli [11].
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CBuLLEeBbIE XOAbl ABNATCA BXOAHLIMM BOPOTaMU sl MPOHUKHOBEHWUA UHeKLMN B
nonoctb yepena —y 61% nNauneHTOB AMarHOCTMpPYIOT HerpouHdekuuio [11, 16].

JunarHoctuka, a Takxe auddepeHumnanbHaa AMarHOCTMKa fepManbHbIX CUHYCOB U1 Ye-
pPenHO-MO3roBbIX rPbIX NPOBOAATCA KNUHUYECKUMWN U NIyYeBbIMWM MeTodammn uccnefoBa-
Hua (KT, MPT, Y3I).

JNleueHue PL xmpyprumueckoe — ncceyeHve ero ¢ NnactTukom gedpekra MeCTHbIMM TKaHA-
MM 1 NNACTUKOW HOCa Npu runonnasun n gepopmaumm Hoca [1, 9, 191.

Xnpypruyeckoe BmellaTenbcTBo nNpu PL 3aBUcHT OT xapaktepa aHOManuu, cTeneHu
pedeKkrta TKaHel 1 coueTaHWA YPOACTBa C aHOMANMAMM Pa3BUTUA COCEHMX YYaCTKOB Nn-
LleBOro ckeneTa.

PeKoHCTpYKTMBHbIE onepauny nNpu PL fOomKHbI HauaTbCA paHO B JeTCTBE, YTOObI 13-
6eXxaTb NCUXOCOoUMaNbHbIX MOCNEACTBUI, CBA3AHHDBIX C 3TOW AedopMaument, a Takxe Cro-
cobcTBOBaTb NPOMOPLMOHANIbLHOMY POCTY HOCa 1 nuua [2].

HekoTopble aBTOpPbI PEKOMEHIYIOT BbINMOMHATb XUPYPruyeckoe BMeLLaTenbCTBO B 60-
nee no3gHeM BO3pacTe, NOC/e OKOHYaHKA MOMHOro PocTa KOCTeN NNLEBOro ckeneTa [7,
15, 19]. OgHakKo m13-3a CIOXKHOWN NPUPOAbI STON aHOMaNUM Pa3BUTUA JOCTUXKEHNE 3CTETU-
YecKoro pesynbraTa 4acTo ABNAETCA Npobnemont. Xupypruyeckoe fieyeHune no sctetmye-
CKMM NoKa3aTesifiM BO3MOXHO B MOAPOCTKOBOM Bo3pacTe [7, 12, 18].

CyliecTByeT HEeCKONbKO METOAO0B PEKOHCTPYKTMBHbIX onepauumi. MNpu pesko Bbipa-
MEeHHOW rmnonnasnm UNn annasnun nncunatTepanbHoOn HO3APU NyULINA BAPUAHT — 3TO UC-
NnoJib30BaHWe camoro Xxo6oTa B KauecTse AOHOpa TKaHu [1-4].

Xnpypruyeckoe neyeHune nauneHToB c rononpo3ssHuedanuen n PL B cBA3M ¢ netanb-
HbIM MCXOAOM He MPOBOAUTCA, U MATONIOMA NpeacTaBaseT 6oNblue aHATOMUYECKUIA WH-
Tepec. Y nauMeHToB C AOMNOSIHUTENbHBIM XOO0TKOM AN GOKOBbIM XOOOTKOM 11 XOPOLLO
chopmMrpPOBaHHLIMK ABYCTOPOHHMMU HO3APAMU MOXET ObiTb BbIMOMHEHO MPOCTOe WC-
cevyeHne xo00TKa, Kak NpPaBwUiIo, B MageHYecTBe. [1nsa natepanbHoOro xoboTka ¢ remu-
Ha3asibHOWM annasvern Npu XMpPYypruyeckom sieyeHnmn B paHHeM JeTCTBe cliefyeT BBeCTr
TKaHb X000TKa B MncunatepasnbHyo PEKOHCTPYKLMIO HOCa, eC/IN 3TO BO3MOXHO. Bo B3poc-
JIOM BO3pacTe Nocsie 3aBepLUeHNs POCTa HOCA MOXKET NOTPeboBaTbCA AONONHUTENbHAsA
Xupypruyeckas npouegypa [1-4, 18].

MporHo3 ans nogen ¢ Hapy>KHbIM X060TKOM 3aBUCUT OT MPUYMHBI 1 MeCTa ero paspac-
TaHUA.

MporHos gns niogei ¢ PL n rononpo3saHuedanmen HebnaronpuAaTHbli. Y nogen ¢ go-
NONHUTENIbHLIM XO60TKOM MPOrHo3 06bIYHO GnaronpuATHbIN. Ecnn y feten ecTb nate-
panbHbIA XOOO0TOK C reMrHa3anbHOM annasnen U COXpaHeHHble KOHTpanaTepasbHble
HOCOBble CTPYKTYpPbl, UHTENNEKT OObIYHO HOPMasbHbIN, a GYHKLMM HOCOBOMO AblXaHWA,
Cne3o00TBeAeHMNA He HapyLLEeHbI.

EpmHcTBEHHBIM 30 dEKTUBHBIM MeToaoM nedveHna C npu3HaeTca pagnkanbHoe BMe-
LLIaTeNbCTBO — MCCeYeHVe AepManbHOro CMHyCa U yaaneHune KUCTO3HbIX pa3pacTtaHuii. MNa-
pannenbHO BbINOMHAIOT KOPPEKLUMIO KpaHManbHbIX aHoMannin. Onepauunio pekoMeHayoT
NPOBOAUTb 4O PA3BUTUA HEBPOSOrMYECKOro aeduUmTa UM THOMHBIX OCIIOXKHEHUI — B
paHHeMm 1eTCKOM Bo3pacTe (KaK TONbKO pebeHOK CMOXET ee NepeHecTu) uim cpasy nocie
yCcTaHoBneHuA gnarHosa [11].

Xvpypruyeckoe neyeHue MauneHTOB C 3HUedanouene, Kak Npasunno, NPOBOAUTCA
Henpoxmnpyprom, oGTanbMOIOrom 1 YeloCTHO-NMNLIEBBIM XMPYPIrOM Kak UHTpaKpaHuasb-
HbIM, TaK 1 SKCTpaKpaHmanbHbiM goctynamm [11, 13, 14, 17].
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B MATEPWAJIbl N METObI

Mopn Halwmm HabnogeHnem ¢ 6.10.2020 roga Haxoaunca naumenT I1. (23.03.2020 r.p.) -
ManbumK B Bo3pacTte 6 mecaues ¢ PL cnpasa. [1pr3HaKoB HapyLeHMA NCUXNYECKOro pas-
BMTWA He BbiAB/eHO. HacTosALlee coCTOAHME YA0BETBOPUTENIbHOE, MO OpraHam 1 cucTe-
MaMm 6e3 0cobeHHOCTEN.

MeTogabl nccnefoBaHMA: 0OLWENPUHATbIE KIMHUYECKME, 30HAMPOBAHME 1 NMPOMbIBA-
Hue cnesootsogAawmx nyten (COI); peHTreHonornyeckme: cnupanbHaa PKT ronosbl ¢
3D-peKoHCTPYKLUKMEN Yyepena; IMCTONorMYeckoe nccnefoBaHne onepauioHHOro Matepu-
ana. NMpoBoannacb GpoToperncTpaLns CocTosHmA pebeHka B guHammKe. Manbumnk obcne-
[10BaH OTONAPUHIONOroM, NenaTpoM, HEBPOSIOFOM, FEHETUKOM.

B PE3YJIbTATDI

ManbumrK poXkaeH B HepoacTBeHHOM 6pake. Co CNoB MaMbl, pe6eHOK OT 2-11 bepeMeH-
HOCTU Ha GOHe OTCNOMKM MMaLeHTbl U KPOBOTEUYEHUSA B 1-M TPUMECTPE, CTEHTUPOBaAHUA
MOYETOUYHUKOB B 3-M TPUMECTPE, NepPBbIX POLOB eCTeCTBEHHbIM NyTem. PoanTtenn nauu-
€HTa OTprLany Hannune B CeMeHOM aHaMHe3e CNenoTbl, YepenHo-NMLEBbIX aHOMaNN,
YMCTBEHHOW OTCTaNoCTV UK APYIrUX BPOXKAEHHbIX iepeKTOB. XpOMOCOMHbI aHanus 6bin
npefcTaBneH Kak 46, XY.

Y3/ nnopa natonoruin He BbiABWMO. [epBas 6epeMeHHOCTb — He pPa3BUBAIOLLMIACA
nnop B 20 Hepenb.

Cpasy nocne poxgeHus y pebeHka 1. BO BHyTpeHHeM yrny nNpaBoro rnasa BbiABUNOCH
0ob6pa3oBaHve ANMHOM 2 CM B BMAE KOHYCa C OCHOBaHKEM ero okoso 1 cM, MOKpbIToe Hop-
ManbHou Koxein. ObpasoBaHue Npu Nanbnaumum 6e36onesHeHHoe, MArkosnacTnyHoe. Ha
KOHLIe 3TOro npupartka 6biflo ToueuyHoe OTBepCTHE, U3 KOTOPOro Bblaenanacb npo3spay-
Has >XMOKOCTb B BMAE Kanenb npwu nnave u Kpuke. NMpokcrmanbHbl KoHew, xo60TKa 6bin
npukpensieH B 06nactv meamnanbHOM cnalikuy. [1aTonornm co CTopoHbI FnasHbIX A6MOK He
BblABNeHO. OTMeYanach fierkas runonnasusi NpaBon HO3L4PW Ha CTOpPOHe XoboTa (puc. 1).
’Kano6 Ha cnesoTteyeHue He 6bino.

Puc. 1. ®otorpadmsa naumenTa: Proboscis lateralis, nerkas runonnasus Ho3gpu cnpaBa
Fig. 1. Photograph of the patient: Proboscis lateralis, mild hypoplasia of the nostril on the right
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OcMoTp Nop-Bpaya — UCKPUBNEHE HOCOBOW NeperopofKu BAEBO, Nerkas runonnasuns
Kpblna Hoca crnpaBa.

B rnasHom otgenenun 4-i1 IAb 8.10.2020 r. nog MHTY6aUMOHHOWN aHecTe3mnelr Npouns-
BeZleHO 30HAUpPOBaHMe 1 NPOoMbIBaHWe crie3ooTBoaalmx nyTen (COIM) yepes BepxHUN
Cne3Hblil KaHanew, NpOMbIBHaA XNAKOCTb NPOLLIa XOpoLwo. MicceueH xo60Tok B 0bnacTtu
MeZfVanbHOM Cnaky Bek. LleHTpanbHbIl KaHan Xo60TKa, BbICTNaHHbI CAN3UCTON 060n04-
kon, poxoaun po lig.mediale, koTopasn 6bina MHTaKTHON. CBULLEBON XOA He Obl1 MONHO-
CTbIO UCCEYEH, TaK KaK OH MPoaosKasca BBepx B 06/1acTb peLleTyaTol KOCTU U NepegHei
yepenHoun AMKWU. PaHa nocnonHo ywwuta MNIA n HennoHoMm. PaHa 3axnna nepBrYHbIM Ha-
TAXEHUEM.

L

A B

Puc. 2. A - makponpenapar (LeHTpanbHblil KaHa yKasaH cTpenkKoii), B - ructonornyeckoe ctpoenne.
OKpacKa remaTOKCWINHOM U 503MHOM. YB. 7

Fig. 2. A - macropreparation. The central canal is indicated by an arrow, B - histological structure.
Staining with hematoxylin and eosin. Uv. 7

Puc. 3. A - lMpokcnmanbHas YacTb KaHana, BbICT/IaHHaA MHOTOPAAHbBIM PECHUTYaTbIM 3nuTeNnem
pecnupaTopHOro TMna, B - creHKa KNCTO3HO pacliMPeHHOro cine3Horo meluka. OKkpacka
reMaTOKCWINHOM 1 3031HOM. VB. 30

Fig. 3. A - The proximal part of the canal, lined with multi-row ciliated epithelium of the respiratory
type, B - the wall of the cystic enlarged lacrimal sac. Staining with hematoxylin and eosin. Uv. 30
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Puc. 4. CoctosaHme yepes 4 mecsAua nocne
yaanenne PL
Fig. 4. Condition 4 months after PL removal
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Puc. 5. Ha PKT uepena BugHbl gepekTbl
pelueTyaToli KOCTU: NPOAbIPABJIEHHAA MIacTUHKa
pelueTyaToli KOCTU CnpaBa OT NeTYLWNHOro rpe6Ha
WIMPUHOI A0 3 MM, OTBEPCTME B pelueTyaToii
KOCTU 10 3 MM Ha YpOBHe MeAUNanbHOIA Cnainkn
Fig. 5. On the CT of the skull, defects of the
ethmoid bone are visible: the perforated plate of
the ethmoid bone of the barn from the cock’s crest
up to 3 mm wide, the hole in the ethmoid bone up
to 3 mm. at the level of the medial commissure

Puc. 6. CtreHos (A) n atpesus (B) cnesooTBoaAmnX nyTeil, SKTONUA TKaHN cnesHom xenesbl (A). OKpacka

remMaToKCUIMHOM 1 3031MHOM. YB. 30

Fig. 6. Stenosis (A) and atresia (B) of the lacrimal ducts, ectopia of the tissue of the lacrimal gland (A).

Staining with hematoxylin and eosin. Uv. 30
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Puc. 7. CocToAiHne pe6eHKa A0 1 Yepes 3 Hefilenn nocse onepauynmn
Fig. 7. Child’s condition before and 3 weeks after surgery

[ucronornyeckoe nccnegoBaHme onepaLMoHHOro Matepumana (puc. 2, 3):

1. KoxxHoe o6pa3zoBaHue (proboscis — Xx060TOK) MOKPbITO HOpMasibHO CHOPMUPOBAHHBIM
3NMAEPMNCOM C PACMONOXKEHHBIMY B A€PME MHOFOUYNCSIEHHBIMU NPUAATKAMU KOXW B
BMAE BOJIOCAHbBIX GpONNMKYIOB, CaflbHbIX 1 MOTOBbIX Xese3. [ny6xe — Nyyku nonepey-
HOMOJOCATbIX MbILIEYHbIX KINIETOK, COCYAbl, HEPBHbIE CTBOJbI. LieHTpanbHyto yacTb 3a-
HUMAET LWeneBnIHbIN KaHan (puc. 2A), NpOKCMMarbHas YacTb KOTOPOro obpa3oBaHa
MHOroOpAAHbIM PECHUTYATLIM SNUTENIMEM pecnupaTopHoro Tuna (puc. 2B), nepexoas-
UM B Y3Kylo TpyOuUaTyto CTPYKTYpY, BbICTUIIKA KOTOPOro NPeACTaBieHa MHOrOCI0M-
HbIM MOCKUMM OPOrOBEBAIOWMM 3NUTEIMEM C MPUAEXaLMMK NpUgaTKaMy KOXK B
BVZE CAlbHbIX KemNe3 1 BOMOCAHbIX GOIKYIOB.

2. Yuactok cteHkun COI (puric. 3A), 06pa3oBaHHbIN MHOTOPSAAHBIM PECHUTYATBIM SMUTENU-
€M PecnmpaTopHOro TUMa, UAEHTUYHbBIM MO CTPOEHNIO BbILIEONMCAaHHOMY B XO060TKe. B
npunexatien CoegUHNTENIbHON TKaHU GPAarMeHT CEPO3HON CNIE3HOM »Kene3bl anbBeo-
NAPHOro cTpoeHus (puc. 3B).

B aHBape 2021 r,, TO ecTb uepes ueTbipe MecsALa Nocse ornepauuu, pa3mepbl HOBOOO-
pa3oBaHusa yBennuunuco (puc. 4). B obnactn meguanbHoOro otgena npason opbutbl 6nu-
e K KOPHIO HOCa BbIsIB/IEH MOC/IEONepPaLMOHHbINA PyOUrK, KOXa OObIYHOW OKpacKu, He
CMelLLaeTca Npuv nanbnaunm, nog Hel OKPYrioe MIoTHO-3M1acTUYHOe, 6e360/1e3HEHHOE,
NIoxo nofABuXHoe obpa3zoBaHue 15x12 MM, KOTOPOE YBENMUYMBANOCH B pa3mepax. »Kanob
Ha crie3oTeyeHue He 6bl1o.

PebeHOK HanpaBfieH Ha KOHCYMbTaLMIO K HEMPOXMPYPry B CBA3M C MOLO3PEHUEM Ha
yepenHO-MO3roBYIO FPbIKY.

B PHIL HeBponorum n Hempoxmpyprum npoBefeHo KAMHUKO-PEeHTreHonornyeckoe
obcnenoBaHme pebeHka.
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Ha PKT ot 4.03.2021 r.: B 06nacTv MmefiManbHOWM CTEHKM NPaBo opOuTbl BU3yanu3npy-
€TCA KNCTa NpaBuiibHON GOPMbI C YETKUM KOHTYPOM, pa3mepom 9xX7x9 mm, coobLuatoLta-
ACA C NepefHen yepenHom AMKOM B 0611aCT NPOAbIPABAEHHON MAACTUHKN PeLLeTYaTomn
KOCTW CrnpaBa OT NeTywnHOro rpebHA NocpeacTBOM xofa WupuHom ao 3 mm. MNpu KoH-
TPaCTHOM YCUAEHUWN OTMEYAETCA yCUIleHNe KOHTpacTa 060104KOM KUCTDI.

3aknoyeHne: PKT-npr3Haku MeHuHrouene, T. €. MO3roBou rpbiXu. Matonornyeckux
N3MeHEeHWI FOfIOBHOrO MO3ra He BbIAIBNEHO.

MNMocne HelipoBK3yanM3aunm 4MarHocTMpoBaH AepMalbHbI CMHYC B 0bnacTu pelueT-
yaTol KoCTu crpasa.

22.03.2021 r. TpaHCKpaHManbHbIM 4OCTYNOM NpoBefeHa koppekuma BIMNP LHC - nepe-
ceyeHue JepManbHOro CMHyca B 0651acTy nepeHUX OTAENOB peLleTyaTon KoCTy Ccnpasa
C NNACTUKOW OCHOBAHMA Yepena.

B cBA3M C poCcTOM KNCTO3HOro 06pa3oBaHnA B 06n1acT MeauanbHOro yria rnasa cnpa-
Ba pebeHKy B 4-11 rOpoACKO AeTCKOWN KNMHNYecKon 6onbHuLe 1. MmHcka 28.09.2021 . B
rnasHoM OTAeNeHNN YeNCTHO-NNLEBBIM XUPYProM C yyacTmeM ohpTasibMONOroB Hapy-
HbIM JOCTYMNOM yaaneHo obpa3oBaHne MenanbHOro oTaena npaso opbuTbl U Npoun3Be-
[eHa aKTMBaLMA H/MXHEro C/Ie3HOro KaHanbLa.

Bo Bpemsa onepaymun HapyHbIM JOCTYMOM YAaNleHO KMCTO3HOe 06pa3oBaHue, crnasH-
Hoe ¢ nocneonepaLroHHbIM pybLIOM B 0651acT MearanbHOro yrnia rnasHon wenu. Mpu
3TOM BbIAAIBNEHO, YTO CBULLEBOI XOA CYXMBANCA B BUAE «MECOYHbIX YacoB» B 06nacTu ge-
beKTa KOCTHOW TKaHW OKpYrion Gopmbl OKOO 4 MM B AiaMeTpe B MeflnanbHOWN CTeHKe
npasow rnasHuubl (puc. 5).

Ha sTom ypoBHe o6onouka KMcTo3HOro obpasoBaHuA Obina BCKpbiTa. MonyyeHo He-
CKOJIbKO MUNNTMNTITPOB BA3KOMN TAryUen MyTHOWN XUAKOCTU — CITU3N.

[Janee cBuwEBOW X0 paclIMPANCA, MPUHUMaN OKpyrnyo Gbopmy 1 NpogosXKanca B
HanpaBeieHNN peLlueTyaTon nasyxu. KoctHasa NonocTb 6bina BblCTNaHa MATKOTKaHHOW 060-
NOYKOW 1 3anonHeHa cnm3blo. [Nocsne BbickabnmBaHMA 060N0UKM KUCTbl Kpas KOCTHOW Mo-
NoCTM NNOTHbIE, ragkue. CoobLieHNA C NONOCTbIO HOCA He BbIABNEHO.

Mpwn 30HANPOBaHMN Yepe3 HMMKHUIA CNIe3HbIV KaHanew KOHUYeCKUI 30H, NPUKPbITbIN
MATKMMUN TKaHAMMW, NPOABUHYICA K 3TON NONIOCTYW, KOTOpas CcKopee npeAcTaBifeT 3KTo-
NMPOBaHHbIN HOCOC/IE3HbIN NMPOTOK, TaK Kak NPU NPOMbIBaHNW Yepe3 HUXKHUI ClIe3HbIN
KaHaney ¢u3pacTBop B paHy He nonagarn.

PaHa gpeHupoBaHa pe3nHOBOI NONOCKON 1 NocnonHo ywwta MNIA n HennoHom. LLBbl
CHATbI Ha 7-1 feHb. PaHa 3a)ku1na nepBUYHbIM HaTAXEHNEM.

3aknioueHne naTtorucronornyeckoro nccnepoBaHna. OubposHaa TKaHb, Ha ne-
pudepun KoTopor HaxoZATCA NMy4YKW MonepeyHonosiocaTbix Mbiwly, (pabaoMmoumnTos)
N XNpPOBasA TKaHb. B LieHTpanbHOM yacTy — 3Be344aThill SNUTENNANbHBIA XO[, BbICTNAH-
HbI YNIOLWEHHbIM [ABYCNONHbBIM 3MMUTENMeM C e4UHUYHbIMU GOKanoBMAHbIMY KileTKaMu
(pnc. 6A). Ha otgenbHbIX cpe3ax anuTenuanbHbI X0 NuweH npocseTa (puc. 6B). Mo ne-
pudepun NPOTOKOBOW CTPYKTYPbI eAHNYHbIE CTPYKTYPbI 3peNoro rmaimHOBOro XpALla
N MHOTOYMCNIEHHbIE JONbKN Xene3 C 6a30UbHbIM 3NUTENNEM W BbIBOAHbIE MPOTOKMU.
KoHLeBble oTaenbl Xenesbl UMET aunHapHoe 1 TyOynapHoe CTPOeHKe 1 COOTBETCTBYIOT
CNne3Hom xenese.

Mopdonorrnyeckne n3mMeHeHUA HOCAT XapaKkTep CTeHO3a M aTpe3ny CNe3ooTBOAALNX
nyTen, Hanmyme SKTONUPOBAHHOW TKaHW CNe3HON Xee3bl B UCCIefoBaHHOM MaTepuane.
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B OBCYXIOEHWE

Proboscis lateralis ¢ pepmanbHbiM cHYcOM NpeacTaBnseT coboi TUNUYHyo aedop-
MaLuio NINLEBbLIX CTPYKTYP, KOTOPble MOTYT ObITb AMArHOCTUPOBAHbI NPU POXAEHUN UK
npeHaTasbHON YNbTPa3BYKOBOWM 3XOCKONUU. [InA NONHON OLEHKN 3TON aHOManmm peHT-
reHonorunyeckme nccnegosaHua (PKT, MPT) Ba)KHbI, UTO NO3BONIAET OLLEHUTb POCT KOCTeN
n1Mua 1 Yyepena, a Takxke passutme LHC. Y 60nblumMHCTBA NALMEHTOB C GOKOBbIM XOO0TKOM
HeT cepbe3Hbix aHomanuin LIHC, B oTnnumne ot xo60TKa no cpegHen NMHUN, KOTOPbI YacTo
yKa3blBaeT Ha rononpo3ssHuedanuio. Tem He MeHee 60KOBO XOHOTOK MOXKET coueTaTbCA C
aHomanuamu LUHC. ina ncknioyeHma BHyTpuyepenHbIX aHOManu1i nokasaHa HempoBum3ya-
nu3auumsn, a Takxe NiyyeBasn AMarHoCTuKa.

Y Hallero nauyueHTa uncunatepasnbHas HasasibHas rmnonnasna 6oina MUMHUMaNbHOM.
Mostomy B BO3pacTe 6 MecsALeB OblI0 NPon3BefeHO NpocToe yaaneHue xoboTa. Bropbim
3Tanom B Bo3pacTte 11 MecALEeB TpPaHCKPaHManbHbIM JOCTYNOM MpoBefieHa KoppeKuusa
BMP UHC - nepeceueHne gepmManbHOro CMHyca B 061acT nepefHux OTAeN0B peLleTya-
TOW KOCTW CnpaBa C NacTUKol OCHOBaHWA Yepena. Ha cnepytowem stane neyeHns 6oina
npoBeAeHa NoMHasA 3KCTUpnaumsa obpa3oBaHNA YeNoCTHO-NULEBLIM XUPYPIrOM BRIOTh
[0 CJ1ernoro KoHLa, paHee CoeNHAOLLEroca ¢ STMOUAANbHbIM CUHYCOM.

PebeHOK ocMOTpeH Yepes 3 Hefilenu nocsie onepaumu. MNpr3HakoB cnesoTeyeHus, Ha-
rHoeHua 1 peunamnea obpasoBaHMA He BbiABNeHO. OTCYTCTBME cne3oTeyeHna B nocse-
onepaLMoHHOM Mepuofe CTano HEOXMAAHHOCTbIO, MOCKONbKY C/Ie300TBOAALLME NYTU
6bINN 3HaUNTENbHO AeGOPMUPOBAHDI.

Mbl Hawnm onucaHne aHomanuii COMM npwu PL Tonbko B ABYx paboTax [20, 21]. Nandini
[21] onucbiBaeT cnyyai PL rpynnbl 4 y 9-neTHel AeBOUYKM C MHOXECTBEHHbIMM aHOManuaA-
mu COIN B coueTaHum ¢ ApyrMm aHomanuamu. Habnoganvce areHe3nsa BepxHeli cnesHom
TOUKU, CTPUKTYPbI H/XKHErO CJIe3HOro KaHasbLa, CBULY B 0651acTy SNUKaHTyca nocrne Xu-
pypruyeckomn pekoHCTpyKumy PL, SKTONMA ClIe3HOro MeLLIKa, ero CTeHO3, aTpesus.

Takxe 6blnia SKTONMA HOCOCNE3HOrO NPOTOKA, KOTOPbIV OTKPLIBANCA He B HOC, a B He-
npasuibHO choOpMUPOBaHHYIO raliMopoBy nasyxy. B onucbiBaemom cnyyae [LIPC He mor-
na 6bITb NPoOU3BeeHa, BbINMOMHEHa SKCTUPMALMA CNe3HOro Mellka. lMctonornyecku noa-
TBEPXKAEH XPOHNYECKUA JaKPUOLIUCTHUT.

Y Hawero nayueHTa 6b11 0O6HapyXeH NPaBOCTOPOHHMI PACLUNPEHHBIN 1 HENPaBWb-
HO PacrnonoXeHHbIN CNIe3HbIN MELLIOK C BHYTPEHHVIMU NeperopoaKkamMm, NpenaTCTBYOWN-
MW MPOXOXAEHMIO Cre3bl, KOTOPbIN pacnonaranca noytTu Ha aHe opbuTbl, U Bbina npo-
n3BefeHa ero skcTupnauusa. Mopdonoruueckre nccnefgoBaHua NOATBEPAUIN XapaKTep
CTEeHO3a 1 aTpe3nn C1Ie300TBOAALLMX NyTe.

Bo Bpems onepauun 6bi1 06HapPY»KeH SKTOMMPOBAHHDBIM HOCOCNE3HbIN NPOTOK, KOTO-
pblll COOBLLAnca He C MONOCTbIO HOCA, @ MPOLOJIXKANICA B HanNpaBAeHUN peLleTyaTol nasy-
xu. OTCyTCTBME Cle30TeueHNA MOXHO OObACHUTbL TeM, UTO Cle3Hble KaHanblibl Bhaganm
HenocpeACcTBEHHO B SKTOMUPOBAHHbIN HOCOCNIE3HbIV NPOTOK.

CocTosiHMe pebeHKa yepes 3 Hepenu nocne onepauuun: B 0651acT 60KOBOWN CTEHKM
Hoca nocneonepawlmoHHbIn pybel o 15 mm. CoxpaHaeTca HeHGONbLLON MHPUNBLTPAT MAT-
KUX TKaHel B o6nactu pybua. CnesoteueHns 1 CyIe30CTOAHMA He BblABIIEHO (puc. 7).
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B 3AK/TFOYEHNE

Y Hawero naumeHTa BPOXAeHHbIN NopokK pa3suTus (BMP) — natepanbHbiii XO60TOK CO-
yeTasica C AepMasibHbIM CMHYCOM, fiedbeKTaMU Pa3BUTUSA PELLIETYATON KOCTM, SKTOMMEN HO-
COCNe3HOro NPOTOKa, SKTONUEN 1 CTEHO30M CJIE3HOrO MellKa CrpaBa.

M3-3a pa3Hoo6pa3us rnasHom, HeMpoXpypruyeckom, YentoCTHO-NNLLEBOI NaToNoOrnu,
BbiABNAemon npu PL, onTrManbHoOe BefleHVe nauneHTa TpebyeT MexamcumnianHapHoro
noaxofa, KOTopbI BK/OYaeT Bpayeli: obTanbMosnora, HeMpoxXmpypra, YentoCTHO-NNLEBO-
ro xupypra, otonapuHronora v natomopdornora.
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