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KAMHUYECKUIN CAYYAA AUTOUAHOTO HEKPOBUO3A
HA POHE AUCNAA3UU COEAUHUTEABHOMU TKAHU

. U. Hevaesa, O. B. ApokuHa, B. A. Oxaonkos, A. B. KoHoHOB, B. I. KoHes, E. H. AoruHoBa

OMCKUIM TOCYAAQPCTBEHHbIM MEAULLMHCKUMK YHUBEpPCUTET, Poccus

THE CLINICAL CASE OF THE LIPOID NECROBIOSIS
IN PATIENT WITH THE CONNECTIVE TISSUE DYSPLASIA

Nechaeva G. |, Drokina O. V., Ochlopkov V. A., Kononov A. V., Konev V. P, Loginova E. N.

Omsk State Medical University, Russia

OndodepeHumpoBaHHblie GOpMbl Aucnnasum coeguHntensHom tkanun (ACT) — cungpomel Anepca — JaHno, Map-
daHa n gp. — CONPOBOXAATCHA ANArHOCTUYECKM 3HAYMMOM NaTonormen koxm. OctaeTcs CNOXHbIM BOMPOC TPAKTOB-
KM MNCEeBA00MNYX0NIEBLIX 00pa30oBaHuii KOxu npu HeguddepeHumposaHHoin ACT (HACT).

MpeacTaBneH KNMHUYECKUI cryyaii IMnouaHoro Hekpoburosa y naumeHTkn ¢ HACT, TpyaHocTy auddepeHumans-
HOW OMarHOCTUKWN, 0OYCNOBNAEHHbIE aTUMUYHOM KIIMHUYECKOWN KapTUHOW naTosiornm Koxun. OnTumManbHOM TakTUKOWN
Be[eHMS NaLuneHToB ¢ naTonornen Koxmn Ha ¢poHe ACT aBnaeTca MynbTMANCUMMNIMHAPHBLIA NMOAX0MA, CKOOPANUHMPO-
BaHHbIE YCUINS Bpayei pa3HbiX CAeLnanbHOCTEeN, BKIloYasa TepanesTa, AepmMmarosora, natomopdonora.

Knto4eBbie crioBa: ANCiasns COeaANHNTEIbHOM TKaHU, JINMOUAHbIV HEKPOOUO3, NCceBao-0ryxoaeBsle 06pa3oBa-

HWs KOXU

Differentiated connective tissue dysplasia (CTD), including Ehlers-Danlos syndrome, Marfan syndrome, etc.,
is accompanied by diagnostically significant skin disorders. At the same time, interpretation of the pseudo-tumor
formations of skin in patients with undifferentiated forms of the CTD (nCTD) is still debated.

We have described a clinical case of lipoid necrobiosis in a patient with the nCTD, the difficulties of differential

diagnosis due to atypical clinical picture of skin disease.

The best management of patients with skin disorders and CTD is a multi-disciplinary approach, coordinated efforts
of various specialists, including general practitioner, dermatologist, pathologist.

Key words: connective tissue dysplasia, lipoid necrobiosis, pseudo-tumor formations of skin

TMe aucnnasum coepuHutenbHon TkaHu (OCT)
3HaKOMO Bpa4YaM MHOrMX cneumanbHOCTEeNn.
K HacToqwemy BpemeHu onucaHo Gonee 30 Tu-
NOB reHeTU4YecKux mytauuin, npusogawmx Kk ACT, B

Bcoapemeuuoﬁ KJIMHUYECKON MnpaKTUKe MOHSA-

pe3ynbTaTte KOTOPbLIX uenu KoJjislareHa M 3J1aCTUuHa
dopmMupyloTcs HenpaBwuJbHO U 00pa3oBaHHble MU
CTPYKTYpPbl HE BbIAEPXUBAIOT AO0JDKHbIX MexaHu4ve-
CKUX Harpy3ok, 0COOEeHHO B nepuog MHTEHCUBHOro
pocTa opraHmama (13-15 ner) [2, 5].
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3AMETKM U3 NMPAKTUKU

NOTES FROM PRACTICE

OoHUMKN M3 CaMbIX U3YYEHHbIX MPOSIBNEHUNA naTo-
norum koxu npu ACT ABnSOTCS: rmnepanacTUyHOCTb
(noBbILLEHHAs PaCTAXUMOCTL), Oenble aTtpoduyeckme
cTpumn (striae atrophicae), ToHkas, npocBeuymBaroLLas
KoXa (Bnaumas cocyamctas CeTb Ha rpyau, CnuHe, Ko-
HEYHOCTSX), CHMUXEHNE eCTEeCTBEHHOW YNPYrocTu KOXu
[2, 4, 5]. MceBno-onyxoneBble 06pa3oBaHNSA KOXMN, ac-
COLMMPOBAHHbIE C AMCNNasunen, BCTpeyalTCcs Peako,
4YTO MOXET MPUBOAUTbL K OMArHOCTMYECKMM OLuInMbKam
[1-3,4,7,38].

MprBOANM KIIMHUYECKUIA CyYai.

MauneHTtka T., 16 net, obpaTnnack Ha NPMeM K Bpayvy 06-
wei npaktukn Omckoro ueHTtpa OCT ¢ xanobamu Ha BO3-
BhbllWalowmecs 6e360ne3HeHHble 06pa30BaHNS CUHIOLLHO-
6arpoBoro LBeTa B 061aCTH IOKTEBbIX, KOJIEHHbIX CYCTaBOB
M CYyCTaBOB MpPaBOW KUCTWU, MPUHOCSILLME KOCMETUYeckue
Heynob6cTBa (puc. 1, 2).

M3 aHamHe3a 3aboneBaHns — yka3aHHble 06pasoBaHus
nosiBMnAncCb B Bo3pacte 1,5 mecaues, B 4 roga npon3oLusio
CaMOmMnpOn3BOJIbHOE BCKPLITUE KOXHOrO 06pa30oBaHus Haf,
JNIEBbLIM JIOKTEBLIM CYCTaBOM, NPU NCCNEL0BAHNM B THOMHOM
COOEPXMMOM OOHapyXeHbl CTapUOKOKkM. B 6-neTHem
BOo3pacTe Obln yCTaHOBJIEH AMArHO3: «XpOHW4Yeckas PeB-
MaTuyeckas 6one3Hb 6e3 nopoka cepgua. PeBmatnyeckme
y3esiku», NpoBeAEeHO NleyeHne buumninHom — 6e3 adpdekra.
B aTOM Xe BO3pacTe A5t yTOYHEHMS AMarHo3a BbiNosHEHA
6uoncus obpasoBaHns B 061acTy NpaBoro JIOKTEBOro Cy-
cTaBa; 3akoyeHne — «Pnbpoma, MHOXECTBEHHAs rpaHyse-
Ma ¢ GUOPUHOMIAHBIMU HEKPO3aMK B LIEHTPE». YCTAHOBNEH
auarHos: «depmatodunbpoma (ructumoumtoma)». Nposeae-
HO Jle4eHne HeCTepOouAHbIMU MPOTUBOBOCMANNTENbHBIMUN
npenapatamu, 6uumnanmHom — 6e3 addekTa. B panbHen-
Lwem He Habnoganachk.

B Bo3pacTe 11 neT HanpaBneHa 4epMaToONoOromM Ha no-
BTOPHYIO GMOMNCUI0 KOXU 1 06pa3oBaHUs B 061acT NpaBo-
ro IOKTEBOro cycTaBa. 3akoyeHue: «<Mopdonorus kparHe
noao3puTeNbHA B OTHOLLEHUM PEBMATOMOHOrO y3eska, 1mbo
rny6okoin GopMbl KONbLEBUAHON rpanynemsl. JuddepeH-
LMpOBaTb C Yy4€TOM KJIMHMYECKUX OaHHbIX». Ha ocHoBaHUKN
Noy4eHHbIX AaHHbIX YCTAHOBJEH AMarHo3: «KonbueBnaHas
rpaHynema». lpoBeaeHo neveHne amnpocnaHomMm — 6e3 ad-
dexTa.

B Bo3pacte 14 net, nocne KOHCynbTauum opTonenom,
naumeHTke ycTaHOBNeH amarHos: «l[ogarpuyeckue Tody-
Ccbl B 06/1aCTN NOKTEBbLIX CycTaBoB». OgHako npu R-rpamme
JIOKTEBbIX CYCTaBOB 1 aHann3e YPOBHS MOYEBOW KUCIOTbI,
NUNNOHOMO 1 YrneBoAHOro obMeHa NaTtonornyecknx n3me-
HEeHWU He 6bINo BbiIBNEHO. MNocne NOBTOPHOW KOHCYJbTa-
UMM gepmartosiora pekoMeHZoBaH rnepecMoTp 6uonTaTtoB
0151 YTOYHEHWS anarHo3sa. Pesynbrat: «B nepme o6Hapyxu-
BalOTCH rpaHyfnemMbl, MOCTPOEHHbIE MO TUMY KOMbLEBUAHON
rpaHynemMbl C o4aramum OeCTPyKuuu KonnareHa n socnanm-
TeNbHOW peakumein BOKPYr HEKPO3a, NMpeacTaB/IEHHOM M-
cTuoumTamMu, numbonaHsiMun knetkamu, prubpobnactamu,
c nanncagoo6pasHbIM pacrnosioxeHreMm knetok. OgHoBpe-
MEHHO C yKa3aHHbIMW CTPYKTypamMu BbISIBASIIOTCS CKOmMje-
HUSt KCAHTOMHBIX KNIETOK, FTMCTUOUUTOB, NTMMOOLNTOB B dU-
©pO3HO TKaHW, C o4aramu rmanmHosa. Mopdonoruyeckas
KapTUHa COOTBETCTBYET KONbLLEBUAHOM rpaHynemMe B coye-
TaHMM C o4araMu 3pynTMBHOW KCaHTOMbI». Ha ocHoBaHuK
MOYYEHHbIX AAHHbIX OblN MOATBEPXAEH paHee YyCTaHOB-
JNIEHHBbI AMAarHo3 KOMbLEBUAHOW rpaHynemsl. OT npeano-
XXEHHOr0 NeYeHns 1 AasnbHelnwero HabnaeHns matb na-
UMEHTKN OoTKasanacb. Yepes aBa roga, B Bo3pacte 16 nerT,
nauueHTka obpartmnach K HaM Ha KOHCynbTaumio B OMckuin
ueHTp ACT c Bbileyka3aHHbIMY Xanobamu.

M3 aHamMHe3a XM3HW nauueHTku: pebeHOK OoT nep-
BOM HOpPMAasbHO npoTekawlleli 6epeMeHHOCT Yy 340p0-
BoW 20-neTHeli maTepun. BckapmnuBaHue MCKYCCTBEHHOE.
B petcTBe yacTble rHOMHNYKOBbIE MHDEKLMN, PELMONBUPY-
IOLWNN PypyHKYNe3, XpPOHUYECKNA TOH3UNIUT, CUHOPOM U3-
ObITOYHOro GakTepmanbHoro pocta. Muonus cpefHeii cTe-
NeHn TSXeCTH.

Mpn 06beKTMBHOM OCMOTpe obpallanu Ha cebst BHUMa-
Hne deHoTunuyeckme nposisnexnns OCT: acTeHNYeckuin Tmun
KOHCTUTYLIMW C y3KOW, MIOCKOW rPyAHOM KNeTKon. ApKOBMA-
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HOe€, BbICOKOE HeDO, CKYyYEeHHble 3yObl C HEMPaBUbHLIM MPU-
KYyCOM, S-06pasHblii CKONNO3 rPpyaHOro oTaesna rno3BOHOY-
HUKa 2 cTeneHun, rmnepMobuIbHOCTb JIOKTEBbLIX U KOJIEHHbIX
CyCTaBOB, «CaHpaneBugHasi» Wefb, BTOPON nasneu, CTomMbl
OJ/IMHHEee NepBoro, nonepeyHoe niaockocTtonue. B obnactn
TPEeTbero NACTHO-¢anaHroBoro cycrasa NpaBoii KUCTU, KO-
JIEHHBIX 1 NIEBOrO JIOKTEBOIO CYCTaBOB — 06pasoBaHns cu-
HIOWHO-6arpoBoro uUBeTa, NoABUXHbIE, 6e3060/1e3HEHHbIE,
Ha/, npaBbIiM JIOKTEBLIM CYCTaBOM pyOeL, MOC/e NPOBEAEHNS
Guoncun ¢ 3aXMBEHNEM LLBA B BUAOE «MannMpocHO byma-
rv» (puc. 1, 2, 3). Pesynbtat 9xoKI noaTeepawn aucnna-
CTUYECKME N3MEHEHMS CO CTOPOHbI cepaua — npoJsanc Mu-
TpanbHOro knanaHa | ctTeneHun, LONONHUTENbHbIE TPabeKybl
B MOJIOCTU IEBOI0 XeNyaouKa.
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Puc. 1. O6pasoBaHMe KOXM CUHIOLLIHO-6arpoBoro LseTa
B MPOEKLUUM TPeTbero nacTHo-danaHroBoro cycraBra
NpPaBoW KNCTU

Puc. 2. O6pa3oBaHmne KOXIN CUHIOLLIHO-6arpoBoro useta
B NPOEKLMN MPaBOro JJOKTEBOr0 cycTaBa. MHOXECTBEHHbIE
py6ubl Mo TUMY «NanMpocHom Gymarun» nocne Guoncun

Puc. 3. O6pasoBaHMe KOXM CUHIOLWHO-6arpoBoro useta
B MPOEKLUM NIEBOr0 JIOKTEBOrO cycTana (fo uoncun)
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C uenblo yTo4YHeHUst anarHosa 6b110 NPUHATO peLLeHne
0 nposeaeHnn Guoncum KoxXHoro obpaszoBaHus B 061acTn
JIEBOro JIOKTEBOro cycTtaea. PesynbraT nartormcronoruye-
ckoro wuccnepoBaHus: «Oyar OecTpyKuun KoJinareHOBbIX
BOJIOKOH B NyOOKMX OTAENax OEepMbl, OKPYXEHHbIA WH-
dunbTpatom 13 NMMMOONAHBLIX U MakpodaraabHbiX KIeTOK.
Cpeau HUX BCTPEeYaloTCs KNETKMU C ONTUYECKM NMYyCTOM LUTO-
nnas3mMon. TUNMYHbIX KCAHTOMHBIX KJIETOK HET, HET OT/IOXe-
HUA KPUCTaNNoOB XoNlecTepmHa. SNUOEPMUC HE N3MEHEH.
BaknoyeHne: mopdonormyeckas kapTMHa COOTBETCTBYET
JNIMMOVAHOMY HEKPOBUNO3Y».

Ha ocHoBaHuun xanob, aHamHesa, pe3ynbLTatoB nabo-
pPaToOPHO-MHCTPYMEHTaNIbHbIX UCCIef0BaHWi, BKIOYas pe-
3ynbTat nocnegHert 6uoncun, Obi yCTAHOBEH ANArHO3:
«JlIMnonaHbI HEKPOBMO3».

[MpencTaBneHHbIN Cy4yan oTpaxaeT CI0XHOCTU ama-
rHocTukmM natonorum kKoxum npu ACT. OnarHo3 konbue-
BUOHOW rpaHynemMbl Obl1 HaMboee BePOATHbIM, MOCKOJIbKY
3ab0s1eBaHNE Pa3BMBAETCH MOYTU UCKIIOYUTESNILHO B AET-
CKOM BO3pacTe, Yaule y aeBoyek [3]. Ha aTane noctaHOBKM
JmarHo3a BaXkHO ObIfo Y4UTbIBATb Y BEPOATHOCTb HANINUNA
KCaHTOMaTOo3a NMpu KoNbLEBUAHOM rpaHyneme. OgHako oT-
CYTCTBME KCAHTOMHbIX KJIETOK NMpu nocneaHer éuoncum nc-
KJIO4MII0 JAHHOE COMyTCTRYoLLLee 3aboneBaHue.

B nonb3y nMnovaHoro Hekpobrosa CBUAETENLCTBOBA-
i pe3ynstaTbl 6roncun B 0651acTy 1eBOro JIOKTEBOMO Cy-
CTaBa, XXEHCKWNI NoJ, XPOHMYECKOe, TOPMUAHOE K JIEYEHUIO
TeyeHue 3aboneeaHus, OTCyTCTBME O0NI@3HEHHOCTN B 00-
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NacTUN KOXHbIX 06pa3oBaHuii. Y 4acTn 60JIbHbIX BO3HUKHO-
BEHMIO NIMMONOHOIO HEKpobmo3a MpeaLlecTBYOT TPaBMbl
(ywmnbbl, LapanuHbl, YKyCbl HACEKOMBIX 1 MpP.), 4TO Takxke
Henb3sl OblI0 UCKIOYUTL Y AaHHOW nauneHTkn. Cnocob-
CTBOBaTb AereHepaunn COeaVHUTENbHON TKaHW WU Mno-
SIBJIEHMIO 04YaroB JIMMONOHOIro Hekpobmosa y NauneHTKn
MO0 pPaspbixiieHNe 3HA0TEeNNaNbLHOro Cnosi CO 3Ha4U-
TeNbHOM gedopmauven KoniareHoBbIX BOSIOKOH B af-
BEHTULMKM COCYOO0B, xapakTepHoe ana ACT [6].

Mexay TeM U3BECTHO, YTO IMMOUAHLIN HEKPOOMO3 Ya-
CTO SIBNSIETCS NPEeABECTHUKOM HapyLUEHUS TONEePaHTHOCTU
K [TI0KO3€, Pa3BUTUS caxapHoro avabeTa, onepexas Kim-
HUYeCKMEe NPOSIBEHNS AAHHbIX COCTOAHUA HA HECKOJIbKO
net. OgHako ¢ MOMEHTa NOSIBEHNS NEPBbIX KOXHbIX M3Me-
HEHUIA 0,0 HACTOsLLEro BpeMeHu npowsno 6onee 15 net n
3a BeECb NepMO, Y NaUMEHTKN HE OTMEYaNoCb OTKIIOHEHWUI
npu nccnegoBaHUN yrneBogHoOro, MMNUAHOro 1 6enkoBo-
ro obmeHa. Kpome Toro, TunuyHas fokanmaaumsi KOXHOro
npoLecca — Ha roNeHsIX UM NOAbIKKaX.

JaHHbIA KNTMHUYECKNIA CnyYal aBnseTcs peakmum npo-
AIBJIEHMEM JIUMOUOHOIr0 HEKPOOMO3a C aTUNNYHOM NloKa-
nmnz3aument y naumeHtkn ¢ HACT. Tonbko o6beanHeHue
yCcuUnuii NneamaTpoB, TepaneBToB, Bpayei obLLLen NpakTn-
K1, CNeLManncToB y3KOro npoduis KIMHUKN BHYTPEHHNUX
6onesHeln, nepmaTosioroB 1 NaToMopdosIoroB NO3BOANT
NpaBuIbHO OMArHOCTMPOBATL NATOIOMMIO KOXMN Y KaXa0-
ro KOHkpeTHoro nauyenta ¢ CT.
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