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Annomayusn
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Abstract

In our clinical case we present a review of a 17-year-old patient with Madelung syndrome. The tests performed, diagnostic methods, and treatment

with subsequent rehabilitation are described.
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nHpOM MajiesyHra ABjIAeTCsA Pa3HOBH/IHOCTHIO Ha-

CJIE/ICTBEHHOTO MHO>KEeCTBEHHOI'O JINIIOMAaT03a, KOTO-
PBIH XapaKTepHU3yeTcs HAIMYNEM MHOKECTBEHHBIX J106pO-
Ka4yeCTBEHHBIX OITyXOJel >KUPOBON TKaHW, Ha3bIBAE€MBIX
JINTIOMaMH, Ha Pa3JIMYHBIX yUacTKax Teja [1, 2]. 9ToT cuH-
JIpOM OOBIYHO IIPOSIBJIAETCA B BUZle 00pa30BaHUA OOJIBIIIX
00bEMOB KUPOBOU TKAHU B 00JIACTH 111€U, I1JI€Y, TYJIOBUIIA,
PYK U HOT, CYUTAETCH JIOBOJIBHO PEAKUM 3a00JIeBaHUEM.
3aboseBanue ObUIO BIEepBbIe onucaHo bpoau B 1846 r., a
Brocsencrsun Mazenysr B 1888 r. u Jlonya u bencop B
1898 r. oxapakTepusoBanu 3To 3aboneBanue. A.B. Maybl-
meB U B.X. JIu coo61aoT, 9To pacupoCTpaHEHHOCTh CHH-
JIpoMa cocTaBJisieT 1: 25 Thic. [3—5]. Cungpom MajenyHra —
[IOJIM3TUOJIOTHYECKOe 3abosieBanne. K nmpuynHaMm BO3HUK-
HOBeHUsA OTHOcAT BMY, merabosindeckue HapylleHUs,
BKJIIOUAs aHOMAJIBHYIO TOJIEPAHTHOCTD K IJIIOKO3€e, U30bI-
TOYHYI0 CEKPEINI0 WHCYJINHA, TMIIePYPUKEMUIO, aIuio3
MIOYeYHBbIX KaHAJIbIIEB, W3MEHEHU: YPOBHA (epMeHTOB
IeYeH! ¥ aHOMAaJIbHYI0 (YHKIIUIO IIUTOBUHOM JKese3bl,
Ha/IIOYEYHHUKOB, runodusa u sinuek [6—8].

CyIecTByIOT 7I0Ka3aTeJIbCTBA T€HETHYECKOI0 KOMIIO-
HEHTAa BO3HHKHOBEHHUSA MHOKECTBEHHOIO JINIIOMAaTo3a B
HEeKOTOpBIX HucciaenoBaHusax. E.JI. CopkuHa U COaBT. B
CBOEM HCCJIEJIOBAaHUU BBISBUJIN, YTO PA3JIWYHbBIE (DOPMBI
HaCJIe/ICTBEHHBIX JIUIIOUCTPOD U BOSHUKAIOT BCIIE/ICTBUE
reTepo3urotHol myranuu R482W B 8 sk3oHe rena LMNA.
KnnHU4Yeckue TPOABIEHUA JIUNOAUCTPOGUU U CTEleHb
BBIPQJKEHHOCTH MeTa0OoJIMYecKUX HapyIIeHWH passnda-

JINCh Y BCeX 6 MAIUEHTOB, OHAKO y BceX ObUIM BBIABJIEHBI
HapylIeHus yIyIeBoJHOro o6MeHa [9].

S. Kratz, H.G. Lenard u coaBT. B CBOEM HCCJIEJOBAHUH
OIIKCBHIBAIOT IIPOSBJIEHUA CHH/IpoMa MajiesyHra y AByX Jie-
TeH: Q-JIeTHEH JIEBOYKH U 13-JIETHETO MaJTbUYMKA, C XapakK-
TEPHBIMH KJIMHUYECKHIMH IPOABJIEHUAMU MHOXKECTBEH-
HOT'O CHMMETPUYHOTO JIMIIOMATo3a. Y JIeBOYKU HaOJIoza-
JIOCH CHJIBHOE OKHpPEHHeE, 3a/IePIKKa Pa3BUTHA, JIETKAA YM-
CTBEHHAsl OTCTAJIOCTh, Nepudepruyueckas HeHpomaTus Hu
CKPBITBIH rHIoTHpeo3 [10]. Kpome Toro, y Hee 6pLi1a IOBBI-
IIIeHa KOHIIEHTPALlUA JIAKTAaTa B KDOBU U CIITHHOMO3I'OBOH
JKAJKOCTH, YTO YKa3blBaeT HA MHUTOXOH/IPHUAIBHYIO JIHC-
ysxnuo. broxuMudeckuil aHaIN3 MBI TOKa3as fedu-
Ut koMiviekca II gpIxaTesIbHOH 1enu. Y MaJIbuhKa ObLIO
CIJIBHOE OJKHPEHUE, JIETKasA YMCTBEHHAs OTCTAJIOCTD U MH-
CYJINHOPE3UCTEHTHBIN caxapHbIi auaber. Y oboux jereit
aHaJIM3 MUTOXOH/IPHUAJIFHOI'O T€HOMA He BBISBUJI KPYIITHBIX
npesenui unu toueunon myraruu MERRF 8344 [10].

B Hacrosinee BpeMs ONMCAHO IOPAAKA 300 cirydaeB 6o-
Jle3Hn MayenyHra, 4To fBHO HEJOCTATOYHO /IS TOTrO,
9TOOBI JIOCTOBEPHO YCTAHOBUTH MEXaHU3M Pa3BUTHA IIATO-
Jjoruu [11-16].

JledueHue cHHIpOMA ABJIAETCSA B OCHOBHOM CHMIITOMATH-
YECKUM, BKJIIOUAIOLIEe yJaJIeHHe JINIIOM, YTO MOXKET OBbITh
HeOOXOAMMO H3-32 GOJIBIIOrO pasMepa MM BO3MOXKHOTO
JIaBJIEHHUS Ha OKPYXKalolleH TKaHW W opraHbl. CHUIKeHHe
Macchl Tejla MOKET YJIYYIIUTh CHMIITOMBI, OCOOEHHO IIpH
M30JIMPOBAHHOM JIMIIOMATO3€, HO CTAH/IAPTHBIE [TOJIXOZBI K
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CHIDKEHHMIO Macchl Tejla, BKJIIOUas oOpas KU3HU (/uerta,
dusnueckue ynpaxkHeHUs), HapMaKoJIOTHIECKYIO Tepa-
IIHIO U Iake 6apHaTPUIECKYI0 XUPYPTHUIO, MOTYT OKa3aThCsA
HesbdekTUBHBIME H3-32 Gubpo3a TKaHed. Xupyprude-
CKOEe BMEIaTeJIbCTBO YJIy4IlaeT KadecTBO JKU3HU IIaIu-
€HTa, IPeIOTBPAIIAeT OCJIOKHEHUA, a TAKXKe 00J1aJJaeT KOC-
MeruueckuM b derTom [17-20].

B HameM KJIMHHYECKOM CJIyJae IpeJcTaBiieH 0630p CHH-
JApoma MagesnyHra y 17-j1eTHero nanueHnTta. OnucaHsl Ipo-
BeJIeHHbIE aHAJIN3bI, METO/bl JUATHOCTUKUA W JIEYeHUe C
TIOCJIEYIOIIEH peabuIuTaIue.

Iesp uccefoBaHNsA — N3yYeHNE KITMHUYECKOTO TeYeHUs
U JledeHus cuHapoma MajienyHra.

KnuHunuyeckunin cnyvai

IManuenT — 17 siet. Ilpy nmocTyIuieHn: 06paTHIICA C Kalo-
bamu Ha Hajmuyue 00BEMHBIX 0O0pPa30BaHUM Ha IepeaHeir
TIOBEPXHOCTH IIIeH, 33/[HE TOBEPXHOCTH IIIeH, /IeJTbTOBU/I-
HbIX obJs1acreli ¢ 06eux CToOpoH (puc. 1).

W3 anamHe3a: 00beMHbIe 00Pa30BaAHMUS B IOIKOKHO-KHU-
POBOII KJIETUATKE MOSIBUJIKCH OKOJIO 4 JIET Ha3aJ|, BHAYase
Ha 33/THEN TOBEPXHOCTH IIIEH, /Tajiee Ha MepeHeN MOBepX-
HOCTHU IIIeH, TPAIenueBUIHbIX 00J1acTsX ¢ 00enx CTOPOH.
O6bemMHbIe 00pa30BaHMS YBEJIMUUBAIUCH B pa3Mepax, Ha-
CTOSIIIUX Pa3MePOB JIOCTUTJIN 3a TTocsiefHue 3 roga. O6cie-
JloBasicsi amMOysIaTOpHO. [OCHUTAIMBUPOBAH JJIsl IIJIAHO-
BOT'O OIIEPATUBHOTO JieueHust. OTMeuaeT yactole 3a00s1eBa-
ausi OPBU. XpoHnueckue 3a601€BaHUsI OTCYTCTBYIOT.

OOGBEKTUBHBIHA CTATyC: COCTOSTHUE Y/IOBJIETBOPUTEIHHOE.
Macca tema — 82 kr, poctr — 172 cM. KokHble IOKPOBBI
OOBIYHOW BJIAKHOCTH; TEJIECHOTO I[BeTa; 0e3 maToyioruye-
CKUX BbIChIIaHUi. OTEKOB HeT. YacToTa cepAieIHbIX COKpa-
menui — 78 yn/muH. JlaBienwe — 125/75 MM PT. CT.
O6actpb cepja 6e3 ocobennocreii. TOHBI cep/ilia sICHBIE,
PUTMUYHBIE, DUTM IPABUJIBHBIH, IITyMOB HeT. J[pIXaHUE Be-
3UKYJISIPHOE, BBICJIYIIIMBAETCS 110 BCEH IMOBEPXHOCTHU IPY/I-
HOU KJIETKU, XPUIOB HeT. YKuBOT MsArkuii, 6e360sie3HEH-
HbIH. [TedeHb 110 Kpalo pebepHOH AyTH, cejle3eHKa He 1ajlb-
nupyercs. Ctys1 u quypes 6e3 ocoOeHHOCTEH.

JIokasIbHBIN CTaTyc: Ha Iepe/Hel MOBEPXHOCTH IIeU B
MTO/IKO’KHO-)KUPOBOH KJIETYATKE OIpeiesisieTcsi 00beMHOe
obpa3oBaHUE ¢ HEUETKUMU TPAHUIIAMU, [TOBHKHOE TPHU
majbIIaluu, cMeraemMmoe, 6e3601e3HEHHOE, MATKO-2J1aCTH-
YecKON KOHCHUCTEHIINH, pazMepaMu 10x12x8 cm. Ha 3an-
Hell MOBEPXHOCTU IIEN B ITOAKOKHO-KUPOBOH KJIETYATKE
ompejiessiercsi 06beMHOe 00pa30BaHUE ¢ HEYETKUMHU Tpa-
HUIAMU, TOJ[BUKHOE TIPU MAJIbIIAINHI, cMelaeMoe, 6e300-
JIE3HEHHOE, MATKO-3JIACTUYECKON KOHCHUCTEHIIUH, Pa3Me-
paMu 30x25%20 c¢M. B o6siacTu TpanenueBUHON MBIIIIHI
¢ 06enx CTOPOH CUMMETPUYHO OIIPEIEJISIIOTCS B IIOIKOKHO-
JKHPOBOH KJIeT4aTKe 0ObeMHbIEe 00PA30BAHMA C HEYETKUMHU
rPaHUIAMHU, TO/IBHXKHBIE MPU TMaJIbIIAI[UN, CMeIaeMble,
6e360JIe3HEHHbBIE, MATKO-2JIACTUYECKOM KOHCHCTEHIIUH,
pasMepamu 20x16x14cM. Koxxa Hay o0beMHBIME 06paso-
BaHUsAMH He U3MeHeHa, [TO/IBIKHA.

IIpu s1abopaTopHOM 06C/IE/TOBAHUY BbISIBJIEH 3HAUUTEIb-
HBIX JIeHKouTo3; anturena k BUY, HsbAg, Hepatitis C
Virus, RW — orpunarespHbIl pe3yIbTar.

Puc. 1. MayuneHT - 17 ner.
Fig. 1. The patient, 17 years old.

Puc. 2. NMpeanonoxutenbHbln onepauoHHbIN paspes.
Fig. 2. Estimated surgical incision.

(g

OcHOBHOe B3aboJieBaHUeE: JIUIIOMATO3 INEH, I'PYJAHOH
KJIETKH, BEDXHUX KOHEUHOCTEH.

MarHuTHO-pe30HaHCHAsA ToMorpadus BBISABUJIA 3HAUU-
TeJIbHYIO TUIIEPTPOMUIO )KUPOBOU TKAHHU BOKPYT IIIEU U IIe-
penHel TPy/IHOH CTEHKH. YJIBbTPa3BYKOBOE HCCJIe/[OBAHUE
(¥Y31) no3Bosiwjio OLIEHUTHh YPOBEHb MHBA3WUU IPOIlECCa,
pa3MepsI XKUPOBBIX Macc, OTHOIIEHHE K COCETHUM CTPYKTY-
pam. Ha Y3U yBuzenu >kupoBble OTJI0KeHNUs, KaK THII09X0-
reHHble 00pPa30BaAHUA.

B orzesieHny nmanyieHTy IOKa3aHO OllepaTHBHOE BMeIa-
TEJILCTBO B IJIAHOBOM TIOPSI/IKe B 0ObeMe: y/iayieHue 106po-
Ka4eCTBEHHBIX HOBOOOPA30BaHUU I10JKOXKHO-JKHPOBOU
kjeTdaTkd. llanmeHTy IpoBeJieHa IIpe/iollepariioHHas
MIO/ITOTOBKA, IO/ 9H/I0OTpaxeayibHbIM Hapko3oM (DTH) BbI-
IIOJIHEHO OIIEpaTUBHOE BMEIIATEIbCTBO B 0OBEME: yrase-
HUe J00pOKAYeCTBEHHBIX HOBOOOPA30BAHHUH IIOJKOKHO-
>KUpoBOH kitetdaTku D17.1 mox 9TH. Ha puc. 2 nokasan
IIPEATIOJIOKUTEIIbHBIN OllepallMOHHBIN pas3pe3. B mocie-
OIIEPAIIMOHHOM II€PHOZIE IPOBOJUJIOCH KyIIHPOBaHHE (O-
JIEBOTO CHH/IPOMA.

Ha ¢donHe mpoBe/iIeHHOTO JIeUeHHs COCTOSHUE IalMeHTa
YJIy4IInsIoCh. Beinricad B yZ10BI€TBOPUTEIHBHOM COCTOSTHUN

122 | KTMHUYECKWI PA3BOP B OBLUEA MEBULIMHE | TOM 6 | N1 | 2025 | Clinical review for general practice | VOL. 6 | No. 7| 2025 |



Knuuunueckmii anyvail / Clinical Case

nocsie Y3U-kouTtpossd. IlocieonepanuonHble paHbl 6e3
NIPU3HAKOB BocnaleHusd. JlpeHaxk yzaieH. BeinuceiBaercs
CO IIBaMH.

PexomenyioBano — /luera N29. Orpanudenue dusnude-
CKUX Harpysok 3 Mec. HabJroieHre Xupypra 1o MecTy JKH-
TeJIbCTBA; IIePeBA3KH uepes JieHb. CHATD BBl Y XUPYPTa 10
MeCTY >KUTeJIbCTBA uepe3 6 JIHeH I1ocjie OllepaIiui.

BbiBOg
Taxkum o6pa3oM, BBIIIEONNCAHHBINA KIMHUYECKUU CIIy-
4Jail BRIABUJI OIPeJieJiIeHHbIe 0COOeHHOCTH cuHApoma Ma-
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