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AHHOTALIUA

AxmyanvHocms. bpaHx10-0TO-peHanbHbli cMHAPOM (CuHIopoM MenbHuka — @peiizepa) — penkuii CMHAPOM, KOTOPBIN
XapaKTepuU3yeTcs TOTepeii ciryxa, aHOMaIMSIMU TIOYEK ¥ HAIMUMEM OpaHXMOTeHHOM KUCTHI (cBuIA). B ctaThe onucaH
KJIMHUYECKUH CTyJait Majabumka ¢ 6paHXMO-0TO-PEeHAIbHBIM CUHIPOMOM, Ubsl KIIMHMYECKAs KApTMHA ObliIa HE TUITMYHA.
Mamepuanst u memodsi. TTaiMeHT MOCTYITUI C OCTPHIM BOCIIAJIEHUEM, C KaJI06aMM Ha TOTEPIO CIyXa U HaJIudue
CBUIIEBOTO XO/a B MPaBOii MO3aqMUUeTIOCTHO 06acTu. [Tocsie KymMpoBaHMSI OCTPOTO BOCIIAJIEHUS U TIPOBEIEHUS
HeoOXOAMMbIX METOJOB MCC/IeIOBAHMS TTAIIMEHTY ObIJIO BHIMOHEHO XMPYPrUYeCcKoe BMEeIIaTe/bCTBO C IeIbI0 Vcce-
YeHMsI CBUIIEBOTO X0Aa M BepuduKamu AuarHosa. beut mpoaHaanM3mMpoBaH MyTh MalYIeHTa OT IIePBOTO 0O6paieHus
K Bpauy 10 MeCTy JXUTEeJbCTBA 40 MOCTAHOBKM AMarHo3a B Hallell KIMHuKe. Ha OCHOBaHMM aHaiu3a pe3yabTaToB,
TOYyYeHHBIX B JAHHOM KJIMHMYECKOM Ciaydyae, OB MpeJIoskeH ONMTMMAIbHbINM BAPUAHT TAKTUKU AUATHOCTUKU U
JleyeHMS IALIMEHTOB C CMHAPOMOM MeinbHuKa — @peiizepa.

3axatouenue. [11s1 TOCTAaHOBKM MIPABUIbHOIO AMarHosa «6paHXMO-0TO-PeHalbHbI CMHAPOM» HEOOXOOMMBI TIIa-
TeJIbHBIN CO0p aHaMHe3a, KIMHUYEeCKUI OCMOTp, MPUBJIeYeHNEe MYAbTUAUCIUIUIMHAPHON KOMaHbl. IIpu TakoM
TOAXO0Ae TMAIMEeHT MOMYUNT MOHBIN 00beM JieueHUsI C COXpaHEHVEM KauecTBa JXU3HNU.

Knioueewvle c1o6a: BpoxXeHHbIE KUCTHI U CBUIIM IIeM, 6OKOBas KUCTA eu, 6paxmuo-0To-peHaNTbHbIN CUMHAPOM, UC-
ceueHue CBUIIA.

Ana yumupoeanus: fIkosnes CB, bakun TA, Bernapsin AA, TonnonbHunkuit O3, Xypasinesa AB, Jlexxues JA. Boko-
BOJ#i CBMIIL B COCTaBe OPaHX10-0TO-PEHAIbHOTO CMHAPOMA (CMHApoMa MenbHuKa — @peiizepa) y geTeii: KIMHUYE-
CKUit cyuait. Cmomamonozus demckozo 8o3pacma u nhpogunakmuka. 2022;22(2):152-157. DOI: 10.33925/1683-3031-
2022-22-2-152-157.

Branchial fistula in children with branchio-oto-renal
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ABSTRACT

Relevance. Branchio-oto-renal syndrome (also known as Melnick-Fraser syndrome) is a rare syndrome character-
ized by hearing loss, renal malformations and branchial cyst (fistula) association. The article describes a clinical
case of a boy with an atypical clinical picture of branchio-oto-renal syndrome.

Material and methods. The patient was admitted to our clinic with acute inflammation, complaints of hearing loss
and a fistulous tract in the right retromandibular region.

Results. After the acute inflammation resolution and necessary investigations, the patient underwent a fistulec-
tomy for diagnosis verification. We analyzed the patient routing from the first presentation to the patient's GP to
the final diagnosis in our clinic. Based on this clinical case result analysis, we offered optimal diagnosis and treat-
ment tactics for patients with Melnick-Fraser syndrome.

Conclusion. Correct branchio-oto-renal syndrome diagnosis requires careful history taking, clinical examination
and multidisciplinary team involvement. This approach will allow the patient to receive a full range of treatments
with quality-of-life preservation.
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BBELAEHUE

BokoBO# (6paHXMOTEHHbBIN) CBUII SIBJISIETCSI BPOXK-
IleHHO aHOMaJInell pa3BUTHS kabepHOTO anmapara, K
KOTOPOMY OTHOCSITCS kabepHbIe KapMaHbI, TyTU U Ien
(puc. 1). B HopMe B mpoliecce aMOpuUOTeHe3a skabepHbIe
eIV TOJKHBI OBJIMTEepUpPOBAThCs, HO, €CIUM 3TOTO He
MPOUCXOOUT, 00pa3yeTcst CBUIL MJIU KUCTA, B 3aBUCUMO-
CTU OT TOTO, 3aMKHYTO ob6pa3oBaHue wiu Het [1]. daH-
Has IaToJIOTMS COCTaB/geT oKojo 1,4% oT Bcex 3aboie-
BaHMI1 YeIIOCTHO-JIMIeBOI 00JIaCTH.

BokoBble CBUILY MPUHSITO AeAUTh Ha TIOJHbIE U He-
TOJIHbIe, HEeIlOJHbIe, B CBOI0 Ouepelb, — Ha BHYTPeH-
HUe ¥ HapyXHble. BpaHXMOreHHbIe CBULIM MOTYT
MMeTb Pa3IMUHbIe XOAbl ¥ PACIIOJIOXKEHUS. ITO 3aBU-
CUT OT TOTO, KaKas skabepHas 1eb He 06JIUTepupoBa-
nack. HecMoTps Ha TOT hakT, uTo 60KOBAas KUCTA — 3a-
6oieBaHMe BPOXKAEeHHOe, MaHMUdeCcTal s MOXET ObITh
B paHHeEM JeTCKOM BO3pacTe U MO3Ke. ITO CBSI3aHO
C MeJJIeHHbIM POCTOM o6pasoBaHus. CBUII Ke valie
MMeeT BTOPMUHBIN XapakTep, o6pas3ysich IOCIe Ha-
THauBaHUSI KUCTHI.

IlJisT TTOCTAHOBKYM AMAarHo3a HeoOXOOMMbI AAHHbBIE
Kaynob, aHaMHe3a, KIMHUYECKOTO OCMOTPa, SOTOJIHH-
TeJbHBIX MeTOonoB uccaemoBanui (Y3U, MPT, MCKT
¢ ducrynorpadueit u gp.). Iuddepennnanpuas gua-
THOCTMKA TIPOBOJUTCS C AuM@aTruyeckoit Mmaabhopma-
e 60KOBOY MOBEPXHOCTU LIEW, OTYXOJNSIMU LIEeU U
OKOJIOYIIIHOW C/JIOHHOV >Xejie3bl, CpeAMHHBIMU KUCTAa-
MU U CBUILAMU (TIPM HETUIIMYHOM PaCIIOJOXKEHUN),
crienuduyeckumMu MHEOEKIMOHHBIMU TPOLIECCaMU B
o6sacTy mIen.

JleueHMe GOKOBBIX KUCT U CBUILEN — XUPYPrUUIECKUE.
[TpoBOOMTCSl McceueHME CBUIEBOIO XO4a MM yranie-
HJE KUCTBHI.

BpaHxnoreHHble KWUCTbI M CBUIIM MOTYT OBbITh KakK
M30IMPOBAHHBIMM, TaK M CUHIPOMaJTbHBIMU. BpaH-
XMO-0TO-PEHAJIbHBIN CUHAPOM (CUHIAPOM MenbHHU-
kKa — Opeiizepa) — ayTOCOMHO-IOMMUHAHTHOE 3aboJe-
BaHMe, CUMIITOMaMy KOTOPOTO SIBJISIIOTCSI BPOXK/IeHHbIE
OpaHXMOTeHHbIE CBUIM M KUCTbI, HApyIIeHNE cayxa U
aHOMaJIMM TMoveK. PacrpocTpaHeHHOCTb JaHHOTO 3a60-
neBaHus — 1/40 000 geteii [3]. IuMarHos cTaBUTCS Ha OC-
HOBaHMM GONBIIMX M MAaJbIX KpUTepyMeii: HeoOXOAMMO
BBISIBUTb TPU OOJIBIINX KPUTEPHUS], MU B GOMBIINX U
JIBa MaJIbIX KPUTEPUS, WU Ba OONMbIIMX y TpoOaHIa U
OIVH GOJBII Y €r0 POACTBEHHMKA (TA0I. 1).

Lenb uccnepoBanuns

B pmaHHOIt cTaTbhe MPOAEeMOHCTPUPOBAH KIAMHUYE-
CKUMIi (JIy4yail mauueHTa ¢ OGPaHXMO-O0TO-PeHaJbHbIM
CUHAPOMOM.

MATEPWAJIbl U METO/LLbI

MauyeHt M., 6 jetT, 06paTUICS HA KOHCY/JIbTAIUIO C
skajmo6aMy Ha HaJMuKMe CBUINEBBIX XOMOB B MPaBoii Mo-
3aMYeJIIOCTHOM 006/71aCTV, Ha TepegHeli MOBEPXHOCTU
ey cIpaBa OT CpPeNMHHO JMHUM, THOVHOE OTHesse-
MOe U3 MPaBOT0 HAPY>KHOTO CIYXOBOr'O MPOXO0Ja, CHU-
’KeHMe cIyXa CIpaBa.

V3 anamHe3a 3a60meBaHMsI: CO CJIOB MaMbl, C HavaIa
2020 roga y pebeHKa MOSIBUINCH 00U U BbIAEIEHUS U3
npasoro yxa. Jleunnuch ambynatopHo («KaHInO6MoTuK»
B yx0, «®nemokcuH ComoTab» BHYTpb, MPOMBIBaHUE
yIIeii, cIoXKHbIe KAl B yx0). JleueHue 6e3 IOIOKU-
TEJIbHOM OUMHAMMKU. B CBSI3M ¢ coXpaHeHueM 6071eBOro
CUMHAPOMA, COXpaHEeHMEM IIOBBILIEHHOV TeMIlepaTy-
pbl Teja rocnuTaausupoBaH B jJop-otaeneHue PIKD c
27.10.2020 mo 05.11.2020 ¢ AMarHO30M «XpOHUYECKUIL
MPaBOCTOPOHHMI THOIHBIA CpegHMIi OTUT, 060CTpe-
Hue». IIpoBeneHbl CMMIITOMATHYeCKasi ¥ aHTUOAKTe-
puanbHas Tepanusi («Kmamocap», «lledTpuakcon»),
exeJHEBHbIe NepeBI3KM. PeKoMeHOBaHa 1O OKOHYa-
HUMU JIedeHUs] TOBTOPHAS FOCIUTAIU3ALUS AT XUPYP-
rMYECKOTO BMEINIATeNbCTBA B 0O0BEME aJeHIKTOMMUM.
C15.11.2020 o 18.11.2020 HaxoOMJICSA B STOM K€ OTIe-
JIEHUN [JIs1 IPOBeeHUsI XUPYPruueckoro BMellaTeslb-
CcTBa B 00beMe aieHIKTOMUM. B mocseornepanuoHHOM
rnepuoAe moaydyaa NPOTUBOBOCHAIUTENbHYIO U aHTU-
6akTepuanbHyo Tepanuu. 01.03.2021 BbImONHEHa pe-
BU3MS HAPY)KHOTO CJIYXOBOTO Mpoxoaa B ycinoBusax OTH.

Iepuoanyuecky HabGII0IAIOCh THOETEUEeHe U3 ITPaBoii
VITHOJM PaKOBMHBI M CBUIEBOTO Xoma. B mekabpe 2021
rofia MpOBOAMIOCH XMPYPruyeckoe BMeEIIaTeNbCTBO MO
OTH B 06beMe BCKPBITHE CBUIIA 10 MECTY XUTEIbCTBA.

V3 anaMHe3a ku3HU: pe6eHOK OT BTOPOIi 6epeMeHHO-
CTH, IepBbIX ponoB. PomopaspeiieHne onepatusBHoe. be-
PEMEHHOCTb IIpOTeKasia Ha poHe TOKCUKO3a, aHeMuu. Bec
3446 1, poct 53 cMm. [Tocine poxkmenust pebenka mpu Y3U
BBISIBJIEHO paclIMpeHye JeBOi JIOXaHKM M MOUYEeTOUHMKA.
WHudexuymm MmoueBoit cucTeMbl He OTMeUYeHO. KoHCynbTI-
posaH yposiorom B JITKB, peKOMeHJ0BaHO XUPYypruveckoe
BMenaTenbcTBo. 20.07.2015 — 10.08.2015. ITocTaBieH gu-
arHo3 «T'UIePaKTUBHBINI MOYEBON Iy3bIpb». [IBYCTOPOH-
HUIT TTy3BIPHO-MOYETOYHMKOBBIN pedUIloKC B aHaMHe3se.
Pecdnrokc-HedponaTusi obenx mouek. XpOHUYECKUIA TTU-
enoHedput, croiikas pemuccusi. COCTOsSIHME TTOC/Ie IH/I0-
CKOTIMYECKOi KoppeKiuu peduiokca ¢ 06enx CTOPOH.

[Tpu BHemHeM ocMoTpe (puc. 1) KoHbUrypauus auua
M3MEHeHa 3a CYeT YMEepeHHOTO OTeKa IpaBbIX OKOJIO-
VITHO-3KeBaTeIbHOM, TOJHUKHEUETIOCTHO! obnacreit. B
MpaBoii M03a[MUeTIOCTHON 06/1aCTi OIpemessyiCa CBU-
1eBO1 X0z, pa3MepamMu 1 X 2 CM, C THOMHBIM OTHe/ISIeMbIM
KeNTO-6€e/10r0 1BETa, KOKHbBIN TOKPOB 10 KpasiM CBUIIA
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Puc. 1. BHewHu BMA nauneHTa
npv rocnuTanusaumm
Fig. 1. View of the patient
on admission

Puc. 6. Makponpenapar
CBULLEBOTO X043
Fig. 6. Fistula specimen

Puc. 4, 5. dtanbl yaaneHus obpasoBaHus
Fig. 4, 5. Fistulectomy stages

IUMIIEPEMMPOBAH, OTeueH, ¢ MallepaiusiMu. CBUILIEBOI
XO[I Ha TepeaHeil MOBePXHOCTH IIey HaXOAWJICS IIpaBee
CpeoMHHOJ JMHUM, ObIT 3aKPBIT, HA €r0 MecTe OIlpeae-
nsiicst py6er; pasmepamu 1 X 1 ¢M, HOpMOTpPOGUUECKMIA,
6e3 MPU3HAKOB BOCMAaJeHUsT BOKPYT. AD: yIrHast pakoBu-
Ha aHaTOMMYECKM MPaBUIbHOI (POpMBbI, MaNbIALINUS CO-
CIIEBMIHOIO OTPOCTKA, YIIHOV paKOBMHBI, KO3ejaKa 6e3-
6ose3HeHHa. HapyKHbIN CIyXOBOi LMUPKYISIPHO CYKEH
3a CcUeT OTeKa, MHQMIbTpanuu KoK 60JIbIlle B KOCTHOI
4acTU, 3al0JHEeH CJIM3MUCTO-THOMHBIM OTAe/sieMbIM. He-
OTMMITaHa/IbHAs MeMOpaHa 0003pyuMa He IOJTHOCTHIO,
MHOUIbTPUpPOBaHa. IIpaBble MOTHVKHEUETIOCTHBIE U
OKOJIOYIIHO-3KEBATEIbHbIE TUMQATUUECKIE Y3JIbl YBEIIU -
YyeHsbl, pasmepamu 1,5 x 1,5 cM, c1abo 6oe3HeHHbI TIpU
MaJbIaluy, He CIastHbl C OKPYXKAIOUMMU TKaHSIMM, MSIT-
KO-3JIaCTUYEeCKOI KOHCcUcTeHI. OTKpbIBaHMeE pTa CBO-
601HO€e, 6e300/1€3HEHHOE, B IIOJTHOM 06beMe.

IIpu mepenHeil PUHOCKOIIMM: CAM3UCTAsT IIOJIOCTU
Hoca 6/1emHO-pO30Basi, BAaskHas, 06e3 IaTOJ0TUYEeCKO-
ro otmensieMoro. Ileperopomka Hoca O/MKe K cpemHeit
JVHUM, HYOKHME HOCOBbIe PAKOBMHBI HE YBEIMUYEHBI,
IMaTOJOTUYECKOTO OTHE/NSIEMOr0 Ha MOMEHT OCMOTpa B
HOCOBBIX X0/1ax HeT. HocoBoe bIxaHNe He 3aTPYJHEHO.
HocornoTka: cBoz, CBOGOMEH, YCThSI CIYXOBBIX TPYO KOH-
TYPUPYIOT, CBOGOAHBI, 6e3 oTHesnsseMoro. B monoctu pra

Puc. 2. 3D-pekoHcTpyKLMS
MCKT naumeHTa
Fig. 2. Patient’s 3D CT scan

Puc. 3. BeegeHve cunnkoHoBOro matepuana
B MPOCBET CBULLEBOrO XOLA AN €r0 BU3yanu3aLmm
Fig. 3. Silicon insertion into the fistula
for visualization

Y

Puc. 7. BHewWwHUIM BUA naumMeHTa
npu BbINUCKe
Fig. 7. View of the patient
on discharge

cusucTtas 06omouka 671eJHO-PO30BOTO 1IBETA, YMEPEH-
HO yBJIaXHeHa. 3y6bl CaHMPOBAHbI. BOCMaJUTETbHBIX
MJIU TTATOJIOTMYECKUX 3JIEMEHTOB He 06HAPYKEeHO.
[TpuHATO pelreHye 0 TOCTTUTAIN3AIIMY TTalleHTa B CTa-
LIMOHAP B OTHe/IeHMe AeTCKOM YeTI0CTHO-NUIIeBOI XUPYP-
UM OJIs1 JO0OC/IeqOBaHMS, CHITHUSI OCTPOTO BOCIIAIUTENb-
HOTO IPOoLIecca ¥ BbIOOpa TAKTUKM JaTbHENIIIET0 IeUeHNs.

PE3YJIbTATbDI

HavyaTo KoOHcepBaTMBHOe JieueHMe, KOTODOe 3a-
KJII0YaJIOCh B aHTMOAKTepUaJabHOM M MPOTMBOBOCIIA-
nuTenbHO Tepanuu («lledTpuakcoH», «AHaATbIUHY,
«Cynpactun»). IIpoBegeHa cOBMeCTHasi KOHCY/IbTalVs
C BpauOM-OTOPMHOIAPMHOT00M. 10 3aKII0OUEeHUIO CIe-
LMajMCTa IauyeHTy 6bT HasHaueH mpemnapat «Komou-
HUI» — B IIpaBOe yXO JBa pasa B JeHb ([IOJHOe YXO Ha
15-20 MmunyT) — 7 IHEIA.

3a IBe HelenM OCTPBI BOCIAJIUTENbHBIN IpOLLECC
cHAT. [IpoBefieHa cepusi JOMOTHUTENbHBIX METOLIOB MC-
ClemoBaHuit. 3akia0UYeHre 6aKTepPUONOTUYECKOTO WUC-
cenoBaHMs Maska u3 yxa: Turicella otitidis, oTcyTcTBy-
IOT KaTeropuy YyBCTBUTENbHOCTM K aAHTUMOMOTUKAM.
3aKk/oyeHre LUUTONOTUYECKOTO MCCIeOBaHMS: THOM-
HBIJ XPOHMYECKUII BOCHAANUTENbHBIN pouecc. 3aKio-
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yenne MCKT c ducrynorpadmeii: CBUI] MITKUX TKaHeN
IIpaBO¥1 MOIYETIOCTHO ¥ OKOJIOYITHO-XXeBaTeIbHOI 00-
nacreit. ledbekt nmepenHeit cTeHKM KOCTHOWM 4acTu Ha-
PY’KHOTO CJTYXOBOTO IPOXOAa clipaBa. AHOMaIus pa3Bu-
Tus C1 mo3BoHKa (puc. 2).

JanpHelmunit aTan iedeHus 3aK/I04ancs B XUPypru-
YyeCcKOM BMeEIIaTeJIbCTBE B 06beMe MCCEeYEeHUs CBUIIE-
BOT'0 X0[Ja.

IMog OTH mu mecTHOJ aHecTe3Meil MpPOM3BeIeHO Ba
OKaiMJIIOIMX pas3pe3a BOKPYr CBUILEBOTO XOZa B
MpaBoii Mo3aauventocTHoi obmactu (puc. 3). Tymbim
IIyTeM BbIJENEH MepegHMII Yy4yacTOK CBUILEBOr0o XOna
IJIVHOM 2 CM, MAYIINUii K 3aaHeil yacTu oOpasoBaHMS.
3agHsS 4acTb CBUILEBOTO XOA4A OTAMYAIach OT Mepef-
Hel XpSIeBUIHOM YTONIIEHHOM CTeHKOM, AjauHa 4 CM
(puc. 4, 5). TynbeIM ITyTeM BbIJieJIeH BECh CBUII U Y aJIeH.

Xano6bi
Complaints

C momouipio HelipoHaBUTAllMM BETBU JUIEBOr0 HEpBa
OBV BBINlEJIEHbI, OTBeleHbl. PaHa MOCIOIHO ymuTa,
YCTAHOBJIEH JpeHaX. AcenTuueckas Mnoss3Kka. [lemocras
110 XO[ly oTlepaluu.

C moMOIbI0 MUKPOCKONMUUECKOTO aCCUCTUPOBAHUS
NpoM3BeAeHa peBU3Ns MPaBOro HAPY)XXHOTO CIYXOBOTO
Mpoxojia, ned@eKkToB KOKM MUK BMCOUHOI KOCTH HeT. BbI-
sByieHO Iuddy3HOe BocnaaeHne Hapy>KHOTO CIIYXOBOTO
npoxopa. MemukaMmeHTo3Hast 06paboTKa.

Marepuan OTHaH Ha TUCTOJIOTMYECKOE MCCAeOBa-
HMe. MakpompenapaT MHpeIacTaBisii co060ii BCKPBITOE
OKpYyTJioe KMCTO3HOe 0bpa3oBanue pazmepamu 4 x 1,5 x
1 cm. CTeHKa KMCTO3HOTO 0O6pa30BaHUS CepoOBATO-OY-
poro 1BeTa, XpsIieBUIHOIN MJIOTHOCTU, TOMLUIMHON IO
0,2 cM, BHYTPEHHSIS TOBEPXHOCTH LIIEpOX0OBaTas, 6yporo
uBerta. OToe/NbHO GparMeHT KOXM C SI3BEHHBIM JedeK-

Hanuuue cBuweBoro xona B npeayLHoOM,
no3aauyentocTHoM 061acTax unmn Ha 60KoBo
NOBEPXHOCTHU LIen
Preauricular, retromandibular or branchial cleft fistula

EcTb ocTpoe BocnaneHue?
Is acute inflammation present?

L]

Hda
Yes

MpoTuBoBOCNanuUTeNnbHas, aHTMGAKTEpUAnbHas,
AeceHcubunusupyiowas Tepanus
Anti-inflammatory, antibiotic
or desensitizing therapy

L]

Het
No

LononHuTeNbHbIE METOAbI MCCNEA0BAHUS:
Y3U o6nactn unrepeca, MCKT c pucrynorpadueii
Additional investigations: US of the area in question,
CT scan with fistulography

McceueHne o6pa3oBaHMA € nocneayoLmMM FMCTONOMMYECKUM MCCIef0BaHUEM
Lesion excision and histology

¥

Mpu noaTBepXXAEHUM AMarHo3a GpaHXMOreHHas KucTa
If the diagnosis of branchiogenic cyst is confirmed

¥

\d

CoBMeCTHas KOHCY/NbTaLMs C BpayaMu Cnepyiolmx cnelmManbHOCTeN:
YesIIOCTHO-NTMLLEBOM XUPYPT, OTOPUHONAPUHIONOT, HEDPONOT U TEHETUK
Joint consultation with the following specialists: maxillofacial surgeon, ENT specialist, nephrologist, geneticist

¥

Al

Mpu noaTBepxAeHUU BpaHXUO-0TO-pPEHANIBHOTO CUHAPOMA NALMEHT CTABMTCA Ha AMCMAHCEPHbIN yYeT
y AaHHbIX Bpa4yei Ao AocTuxeHna 18 nert. IBka 1 pas B nonropa

If the branchio-oto-renal syndrome is confirmed, the patient is subject to regular medical check-ups
with the above specialists every six months till 18 years of age

Puc. 8. MNpeanaraembiii anroput™M AMArHOCTUKKU U leHeHUS NaLMEHTOB C HPaHXMOreHHbIMU KMCTaMU U CBULLAMM
Fig. 8 The proposed algorithm for diagnosis and treatment of patients with branchiogenic cysts and fistulae
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TOM B IleHTpe pasmepamu 2 x 1 x 0,1 cm, numdaruue-
ckuit ysen 1,3 x 0,8 x 0,5 cm 6yporo 11BeTa, Ha pa3pesax
3epHUCTOrOo Buaa (puc. 6).

MuKpOCKOTIMYeCcKoe omnmcaHme: cpeay Gubpo3HO TKa-
HM OMpeNeseTcss KMUCTO3Has IOJ0CTh, CTeHKAa KOTOPOit
npeacTaBjieHa IIJIOTHOM BOJIOKHUCTOM COeOUHUTENbHOM
TKaHbIO C yUacTKaMM TMajMHO3a, BbICTIAHHAS YIUIOIeH-
HBIM MHOTOCJIOMHBIM IUIOCKMM OpPOTOBEBAIOIIMM 3IN-
TelueM M BK/IIOUEHMEM IPUAATKOB KOXu. Ha Gonbliem
MIPOTSKEHMM KICTa OKPY)KeHa XpsileBoit TKaHblo. JIOCKyT
KOV cO chOPMMPOBAHHBIM CBUIIEBBIM XOIOM. JIMbaTn-
YeCKMil y3e1 HOPMaJIbHOTO TUCTOIOTMYECKOTO CTPOEeHMSI.

3akjiueHe  TUCTOJIOTMYECKOTO  MCCAeqOBaHMUS:
O6paHxMoreHHast Kucra (6okoBast KUCTa IIEN).

IMocneomnepalMOHHBIN Tepuop, mpoxogui 6e3 oco-
6eHHOCTel. [IpeHaXk yoaJeH Ha CJiedyloolnuii meHb. Ha
9-e CyTKM TIOC/I€ OTepaluy CHATHI IBbI, TALIMEHT ObLI
BBITNIMCAH B YOOBJIETBOPUTEIbHOM COCTOSIHUM (pUC. 7).

OBCY>XAEHUE

Ha ocHoBaHMu kano6, aHaMHe3a, KIMHUKO-PEeHTre-
HOJIOTMYECKMX JAHHBIX MOKHO CIe/aThb BBIBOI, UYTO Y
JaHHOTO MalieHTa 6paHX10-0TO-PeHalIbHbI CUHIPOM,
TaK KaK IMPUCYTCTBYIOT CHMKEHME CIyXa CIIpaBa, 60Ko-
BOJI CBUIIL M aHOMAJIMM ITIOYEK — TPU OONBIINX KPUTEPUSI.

B mIaHHOM KJIMHMYECKOM CTyJyae KapTHa O0KOBOIO CBU-
1[a B cTaguy obocTpeHms Oblia CMa3aHa M3-3a HaJIUMums
BOCIHAJIEHMS B 06/IaCTY HaPY>KHOTO CTyXOBOTO TTpoxofa. ITo
BCeJi BUAMMOCTH, OIIMPAsICh Ha JaHHbIE KIMHUUECKOIO 0C-
motpa u MCKT c ducrynorpadmeii, 60KOBOI CBUII Y MaJlb-
YyKa IIPOMCXOONUT U3 TIEPBOTOo kabepHOro KapMaHa.

OTmenbHOE BHMMaHMe obpaliaeT Ha Ce0S OIUTENb-
HbIii Iy Th IALIMEeHTa OT [1epPBOro o6 pallleHus 40 Molama-
HMSI K HAM ¥ OKa3aHMs CIielaJu3MpoBaHHOl TOMOIIA.
CKopee BCEro, 9TO CBSI3aHO C HM3KOI OCBEIOMJIEHHO-
CThIO B peTMOHAX O JaHHOJ IMaTOTOTUN.
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[ManueHTsl € O6GPaHXMO-OTO-PEHATBHBIM CUHJIPO-
MoM TpebyeT K cebe ocoboro nmoaxoaa. ONMTUMAIbHBIN,
Ha Halll B3[JIsI[, BapMaHT BeleHMs JaHHbIX Mal[MEeHTOB
npeAcTaBjieH Ha cxeme (puc. 8).

B nepBy10 ouepes Mpy HaIM4MM 5Kayt06 Ha CBUIIL B IT03a-
IMYeITIOCTHOM, TPemyIIHOi 06/1aCTsX, a TaKKe Ha GOKOBOI
MTOBEPXHOCTH Illey y pebeHKa HeoOXOAUMO CHSTh OCTPOe
BOCIaJIeHe TIPU ero HaJIMuumu. AJITOPUTM 0OCIeq0BaHMS
JIOJDKEH BK/IIOYATh B cebsl yIbTPa3ByKOBOE MCCIeI0BaHMe,
I10C/Ie CTMXaHMs OCTPOTO BOCIIAUTEIbHOIO IIPOoLiecca BbI-
nonHeHne MCKT c dwuctynorpadmein mjis onpeneneHus
JIOKQIM3AIUM U TIPOTSDKEHHOCTU CBUINEBOTO xopa. Ilo-
cJ1e ucceueHust 06pa3oBaHMs U TIOATBEPKAEHNS AMarHo3a
«OpaHXMOreHHas KMUCTa» JO/KHBI ObITh IPOBENEHbI KOH-
CYJIbTAIIVY UV PACIIMPEHHbI KOHCYIIMYM C BpauaMu cJie-
IOYIOIIMX CITeLMAJbHOCTEN: YeTI0CTHO-IULIEBOI XUPYPT,
reHeTUK, He(pOJIOT ¥ OTOPMHOMAPUHIOJOT. TaKkoii Mexk-
OVCHUTIIMHAPHBII TTOAXOM, ITO3BOIAT OLIEHUTD BCE acIlek-
ThI 3[I0POBbS MMaLYieHTa ¥ He YITYCTUTh CMMIITOMOB JaHHO
MaTooruu. B manpHesiieM naiyeHT JO/DKeH COCTOSITh Ha
IMCIIAaHCepHOM yueTe Y JaHHBIX CIIeI[MajICTOB C IBKOI Ha
OCMOTP pas3 B II0JIFOfA 10 JOCTIKeH s 18 yeT.

3AKJIIOMEHUE

BpaHx1no-0To-peHabHbIi CUHAPOM — PeIKoe TeHe-
TUYecKkoe 3a60/ieBaHyMe, B CUMIITOMbBI KOTOPOTO BXOISIT
MoTePSI CIyXa, aHOMaJIMU TI0YeK 1 GpaHXMOTeHHbIE CBU-
IV ¥ KUCTBI. [TalyeHTsl, 06palamnmecs K Bpady C Ha-
JUYMEM CBUIEBOTO XO/Ia UM 06pa3oBaHust Ha GOKOBOIA
ITOBEPXHOCTY IIEU WJIU B IIPEAYITHOM 06/1aCTH, TPEOYIOT
K cebe BHMMATEIBHOTO OOpaleHus, TIaTeabHOro c60-
pa aHaMHe3a U GU3UKAIBHOTO OCMOTpA /IS U36eranus
JMArHOCTUYECKUX OMMOOK, YIJIMHEeHNS ieueHus . [Tamu-
€HTBI C JAHHBIM CUHIPOMOM HYXIAIOTCS B AUCIIAHCEP-
HOM HaO/MIOJeHUM y Bpaueil pasHbIX CIeUaTbHOCTEI
o mocTtuxkeHus 18 ner.
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