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B cTtatbe onucaH ciydan opgaHHoro 3abosieBaHus JETCKOro BO3pacta ¢ MyJbTUCUCTEMHBIM NOpaXKeHUEM 3/1aCTUHECKUX
TKaHeW KOxH, cocyaoB u ceT4aTku. lNpeactaBieH 0630p rMAEMNOI0MMYECKUX aHHbIX, TPUBEAEHO onucaHue natoMopdo-
JIOTMYECKOMN KapTUHbI MOPaXKeHUs1 371aCTUHECKMX BOJIOKOH, PaCCMOTPEHbI NaToreHes, pas/iMyHble BapuaHTbl KIMHUYECKOro
TeYeHUs U anodepeHyManbHO-AMarHoCTUYECKOro noucka. llpegocraBieH anaroputM AMarHOCTUYECKOro o6csiefoBaHUs
naymeHToB C 3/1aCTMYECKOM rceBAoKcaHTOMOM. OcBeLleHbl COBPEMEHHbIE MOAX0Abl Ie4eHUs1 JaHHOro 3a60/1eBaHMS.
KnroyeBble cnoBa: feT1, 3/1aCTUHECKas NceBAoKcaHToma, cuHapom peHbnan—CrpaHabepra, KaibyupuKkauyms, aHrmongHsle
rnosocsl, reH ABCC6, neyeHue, cBs3biBatowme Gocoatsl npenaparbl.
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BBEAEHUE

dnacTnyeckass nceBjOKCcaHTOMa (CUCTEMHbIM anac-
TOpeKcue, nceBgokcaHtoma [apbe, cMHAPOM [peHb6nag—
CTtpaHgbepra) — pefkoe HacneaCTBEHHOE MyNbTUCH-
cTeMHoOe 3abosieBaHue, o06ycnoBfieHHoe abbepaHTHOM
MUHepanuM3aunen u QUCTpoduen 31acTUHYECKUX BOSIOKOH
C NPEUMYLLECTBEHHBLIM MOPAaXEHWEM KOXM, a3 u cep-
fleqyHo-cocyaucton cuctembl [1-3]. lepBbiM 3ab6one-
BaHue onucan F. Balzer (1884), ucnonb3oBaB TEPMUH
«3nacTuyeckas KcaHtomar, Ho J. Darier (1896), u3yyuB
TMCTONIOMMYECKYID KapTUHY MOPaXKEHHOW KOXMW, npeano-
W Ha3BaHWe «3flacTMyeckas nceBaokcaHToMar [1, 2].
OdTanbMONOrM4yecKkne H3MeHeHUsas B BUAE aHrMoua-
HbIX MOMOC Ha ceTyaTKe Brepsble BbiaBMAM R.W. Doyne
n O. Pflange (1889, 1892), a BNOCNeACTBUM LUBEACKUM
odptanbmonor E. Groenblad v HOpBEMXKCKWI aAepmaTtonor
J. Strandberg (1929) cooblwmnmn o co4eTaHum U3MEHEHUMN
Ha KOXe C nopakeHuem rnas, nocne 4yero 6bin BblaeneH
cuHgpom IpeH6naa—CrtpaHabepra, B HacTosiliee Bpems
Mcnonb3yemblit B 0dTanbMONOMMK KaK CUMHOHUM 3nacTuye-
CKOW nceBaoKcaHToMsbl [1, 2, 4].
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CornacHo 0630py aNNAEMUONOrMYECKUX AAHHbIX, YAcTO-
Ta BCTpevyaemocTn 60ne3Hn oueHmnBaetcs oT 1:50000 go
1:160000 4yenoBeK c npeobnagaHWeM Yy NWL, XEHCKOro
nona (2:1) [1-3]. B HacTtoslllee Bpemsi B MUPE OKO/O
150 TbiC. YeNOBEK UMEIOT NPOSIBNIEHNS 3NaCTUHECKOM NCEB-
[oKcaHToMmbl [1, 2, B]. HeT TOYHbIX AaHHbIX OTHOCUTENIbHO
pacnpocTpaHeHHOCTM NaToNorMK cpeau AEeTCKOro Hacene-
HUS, HO U3BECTHO, YTO Ae6lOT 3abosieBaHMA y AeTen npu-
XOAMTCS Ha BTOpPOE AECATUNETUE KN3HU, B CpeaHEM B BO3-
pacTte 10-13 net [1, 6, 7].

MaTtoreHes

3aboneBaHue Hacnegyetcs No ayTOCOMHO-PELLECCUB-
HOMY, pexe No ayToCOMHO-LOMUHAHTHOMY Tuny. [eH, oTBeT-
CTBEHHbIN 3@ pa3BUTUE 3NACTUYECKOW MCEBLOKCAHTOMBI,
IOKann3oBaH Ha xpomocoMe 16p13.1 1 KoaupyeT TpaHc-
noptep afeHo3uHTpudochaT-3aBnucumoro 6noka (ABC)
noacemenctea C rpynnbl 6 (ABCCB). lTeH ABCC6 cocTtouT
13 31 3K30Ha, KOAUPYET TPaHCMEMOPaHHbIN GeNoK-TpaHC-
nopTep MHOMXECTBEHHOW YCTOMYMBOCTU K JIEKAPCTBEHHbLIM
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Elastic Pseudoxanthoma in Childhood

The article describes a case of an orphan childhood disease with multisystem lesions of elastic skin tissue, blood vessels and the
retina. The author reviews epidemiological data, describes a pathomorphological pattern of elastic fiber lesions, and examines the
pathogenesis, as well as various clinical progression and differential diagnostic search options. The algorithm for the diagnostic
examination of patients with elastic pseudoxanthoma is provided. Current approaches for treating this disease are described.
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npenapatam (MRPG), aKkcnpeccupyeMbi KNeTKaMu nevyeHu
M no4vyeK. BbigBneHa cHWXKeHHaa akcnpeccus MRP6 npu
3/1aCTUYECKON NCEBAOKCAHTOME, YTO NpeanonaraeTt Hannyiune
MEeTab0/IMYECKUX HapyLUEHUH C BTOPUYHLIM BOBNEYEHWEM
TKaHen [3]. B reHe BbigeneHo 6onee 60 myTauun, U3 HUX
90% NpmBOASAT K peELLECCMBHOMY TUMNY HAcnegoBaHUs, MeHee
10% — K AOMWHaHTHOMY Tuny [1-3, 7].

Matomopdonorus

MNaTtomopdonornyeckas KapTMHa 31acTUYECKOW MceB-
[OKCaHTOMbI cneundunyHa 1 xapakrepmuayeTcs KanbumduKa-
uMen n dparmeHTaumen a1aCTUHECKMX BOIOKOH Ha ypOBHeE
cpeaHux u rmybokux cnoes gepmbl [1, 3, 5]. Mpu rucro-
NIOTMYECKOM UCCNeaoBaHMK ONpeaensoTcs HepaBHOMEPHO
PacMoNOXKEHHbIE OTeYHble, 3aKpyYeHHble B dopme My4yKoB
W 3EPHUCTBIX CTPYKTYP 31aCTUHECKME BOSIOKHA, CoaeprKallme
COMMN KanblUue, BblBASEMble MPW OKpawunBaHuM MNo GoH
Koccy. [lepmaTonaTonorMyeckme MNpuU3HaKU TaKKe BU3Y-
ann3npPyIOTCS MPU OKPaLLMBAHWKM Ha 3NaCTUYECKYIO TKaHb
no Bepreddy n BaH M30Hy. Onpegensietcsa 6ecnopsagovyHoe
pPacnonoXKeHne 1 KonnareHoBbIX BOIOKOH, 60/1bLOE KoNnye-
CTBO aprnupodunbHbIX BONOKOH [1-3].

HekoTopble aBTOPbl CYMTAIOT, YTO Ha OCHOBAHWMU TOSIbKO
TMCTONIOMMYECKON KapTUHbI KOXHbIX UBMEHEHUIN MOXKHO ANd-
depeHumpoBaTb JOMUHAHTHbLIM U PELECCUBHbIA TUM Hace-
[oBaHWs 3aboneBaHua. s AOMUMHAHTHOrNO TWNa Xapak-
TEepHO GOpMMPOBaHME aHACTOMO3MPYIOLWEN CEeTU Mexay
3/1aCTUYECKMMK BONIOKHAMM, pa3eNeHHOM MAOTHbIMM yyacT-
KaMu KonnareHoBbIX BONMIOKOH [2], xoTa G. Pierard (1984)
HEe OTMEeTWS pasnnynin B MOPGHOIOrMYECKON KapTUHE MEX-
Oy OOMWHAHTHOM W peleccMBHOM dopmamu 3aboneBaHus
[2, 4]. TucTonornyeckoe mnccnegoBaHne nopaxKeHHbIX apTe-
pUanbHbIX COCYAOB BbIIBASET AEreHepaumto 3n1acTUHeCKMX
BOJIOKOH U KanbLUMPUKALMIO MHTUMBI, @ TaKXe runepTpoduio
MblLEYHON 060M04YKM COCYAOB.

KnuHuyeckaa KaptuHa

lMoparkeHne Koxxu

Jnactnyeckasi NCeBAOKCAaHTOMa XxapaKTepuayeTcs Mpo-
rPECCUPYIOLLMM MOPaXKEHUEM 31aCTUHECKMX BOJSIOKOH pas-
JINYHbIX TKAHEN, HO Mpexae BCero B naToiorMYeckuin npo-
LileCcC BOBJIEKAIOTCH 31aCTUYECKUE CTPYKTYPbI KOXKM, CETHATKM
(membpaHa bpyxa) [1-3, 5] n cocyaos [7—10]. lNo aton npu-
YyMHe nepBbiIMKM WM Hanmbonee YacTbiMM CMMNTOMaMu 3abo-
NeBaHMa ABASIOTCA U3MEHEHUS Ha KOXKe B BUAE OKPYIbIX
M MNPOAOATOBaTbIX Manyn XentoBaToro LBeTa AMaMeTpoM
1-5 MM, CK/IOHHbIX K CUSHUIO 1 GOPMUPOBaAHUIO BRsLLIEK.
Mpouecc Ha KoXe MMeEeT CUMMETPUYHBIN XapaKTep C xapaK-
TEPHOM NoKanuM3auuen Ha GOKOBbIX MOBEPXHOCTAX LWEW,
NoAMbILWEYHbIX, OKO/IOMYNOYHON M NaxoBOW 061acTsX, BO3-
MOHO MopaxKeHMe CIU3UCTbIX 060/104EK POTOBOW MOSIOCTH,
Bnaranuwa, npsamon KMwkKu [3]. B natonornyeckmnin npouecc
MOXET BOBMEKaTbC BECb KOMHbI MOKPOB, HO Takoe Mpo-
rpeccupyloLiee TSKenoe TedeHme BCTpeyaeTcs KpavHe pea-
KO. Koxka B 30Hax NoparKeHns co BpeMeHeEM UMEET BUA MOp-
LLMHUCTON, APAGION, MOXKET NpoBucaTb, OCOOGEHHO Ha LWee:
B COYETaHWW C KeNToBaTbiM LIBETOM MNanyn Takue siBAeHus
HasblBaloT «UblNngybs wes» (chicken neck). U3meHeHns
Ha KOXXe HOCHAT 6eCCUMMNTOMHbIM XapaKTep, ABAASCb KOCMe-
TMYECKMM HEeOCTaTKOM, YacTO MOTYT ObITb MPUYMHOW NEPBO-
ro obpaleHus K gepmaTtonory u TpeboBaTb AajibHEWLIEro
KOMMJIEKCHOro o6¢cnefoBaHmsa nayueHTa [1, 3, 8].

loparkeHns rnas

lMoparkeHns rnas nNpu 3nacTUHECKOW MceBAOKCaHTOME
BcTpeyvatotes y 80% 60/bHbIX, MHOIAa MpealecTBys n3MeHe-
HUAM Ha KOXE, U XapaKTepu3yrlTCs HanM4MeM aHTMOMAOHbIX

MofOC Ha ceTyaTKe, PacXoAsLMxcs OT AMCKa 3PWUTENbHOro
HepBa. AHIMOWAHbIE MOMOCHI ABASIOTCA PE3YNbTaTOM KanbLiy-
PUKaLUK 3nacTUYECKMUX BOMIOKOH MeMbpaHbl bpyxa ceTyaTku
W, Kak cneacteme, TPELLMH ee BHELWWHeW YacTu (lamina elastica).
AHIMOMAHbBIE NOSIOCHI HECNEUMDUYHbBI 419 31aCTUYECKOM NCeB-
[LOKCaAHTOMbI, OHW TaK}Ke MOryT BCTPeYaTbCs MpU CUHAPOMaX
Anepca—[aHnoca, MapdaHa, CepnoBUAHO-KIETOYHOW aHe-
MUK, 6one3Hun lMNemKreTa. TakKe pacnpoCcTpaHeHHbIM NPU3Ha-
KOM MOPaxKeHUs CeTYaTKM ABNSIETCS TaK Ha3blBaeMbl CUMMTOM
anenbCUHOBOW KOXYpbl, KOrga AHO npuobpeTaeT UcneLpeH-
HbI BMA, YTO MOXKET MpeawecTBOBaTb MOSBAEHUIO aHTMOUA-
HbIX NOMOC. ITW AereHepaTUBHbIE UBMEHEHUS COOTBETCTBYIOT
Ha4vyanbHOM CTaauW Ma3HblIX M3MEeHeHWn. Mpu nporpeccupo-
BaHMK MaTONOMMYECKOro npoiecca HabnwoaalTcs WHBa3WB-
HbI GMOPOBACKYNAPHbIA POCT Ha 3adHEM MOMOCE CETYATKM,
4TO MOXET MPUBECTU K ee OTCMOMKE, a TaKKe MUrMeHTaLmu
nocne GoKanbHOro KPOBOWINUSHUS W ApyrMe remopparuye-
CKME OCNOXHEHUS, PaHO MAM MO3AHO MPUBOASALLME K YaCTHY-
HOM noTepe 3peHus [1-3]. TsKenble rna3Hble OCMOXKHEeHUS
PEeAKO BCTpevatoTcs B AETCKOM BO3pacTe, HO B 3apybexHown
NpaKTWKe OnucaH Ciyvyail, Korga HesHayuTenbHas TpaBma
rnasay pebeHKa npuBena K TAXKenon ogHOCTOPOHHEN notepe
3peHunsd, a aanbHenLlee nonHoe odTanbmMonornyeckoe, gepma-
TONOrMYecKoe M ructonornyeckoe obenegoBaHe NO3BOANIO
BbICTABWTb AMArHO3 3/1aCTUYECKON NCeBAOKCaHTOMSI [6, 10].

BoBnieyeHue cepge4yHo-coOCyaNCTON CUCTEMbI

Pe3ynbtatomM KanbUMdUKaALMK 31aCTUHECKOrO CNos Kpo-
BEHOCHbIX COCYyAOB W nocnegywwen nponndepaumm WMHTU-
Mbl SBASIOTCA OC/IOKHEHUS CO CTOPOHbI CEepAEYHO-COCYAM-
CTOW CMUCTEMbI, KOTOPble BCTPeYalTCs MPeuMyLeCTBEHHO
BO B3pPOCAOM BO3pacTe, HO MHOrAa MoryT HabntogaTbes
y aeten. OnucaH crnydan TSKENoro rnopaxeHuss cepaedHo-
COCYANCTOM CUCTEMbI C pa3BUTUEM MHApPKTa MMOKapaa n3-3a
Mo y3HON KOPOHaAPHOM KanbUndUKaunmn y 4-netHero pebex-
Ka [11]. Hanbonee paHHUMK cUMNTOMamu 3aboneBaHus
MOTYT BbITb CHUKEHUE NyNbCa Ha NepudeEPUHECKUX apTepPUax
M nepemexatouwascs XpomoTa. ATEpOCKNEpo3, U3MEHeHMUS
Ha anekTpoKapauorpamme (3KI), paHHUN MHOAPKT MMO-
Kapga, apTepuanbHas runepTeH3ns ABASIOTCA CReAcTBUMEM
NOpPa*KEHUM KOPOHAapPHbIX M MOYeyHbIXx cocyaos. [Nponanc
MUTPasbHOrO KfanaHa 4ale BCTpevyaeTcs Yy nauueHToB
C 3n1acTUYECKOM NCEeBAOKCAHTOMOM, YeM B 06LLEeN nonynsaumm
[3]. EcTb coobueHuna o BOBeYEeHUM B NaTONOrMYECKUM Mpo-
Lecc uepebpanbHbiX apTepui ¢ pa3BUTUEM BHYTPUYEPENHO-
rO KPOBOUBNUSAHUSA U/WUNKU 04aroBOW CUMMNTOMATUKM [8].

OCNOXHEHUSAMWU 3N1aCTUHECKON MCEBLOKCAHTOMbI MOTyT
SBUTBLCS KENYAOYHO-KMLWEYHbIE, MaTOYHble KPOBOTEYEHMUS,
BO3HMKalOWMe BCNEACTBME XPYMNKOCTM KanbUMdULMPOBaH-
HbIX cocydoB. Pa3BWTME [OaHHbIX OCMOXHEHWN BO3MOMHO
YK€ Ha paHHMX cTagusix 3aboneBaHusa B Bo3pacTte Ao 20 ner,
XOT$1, MO AaHHbIM APYrMX UCTOYHUKOB, BOBNEYEHUE OPraHoB U
CUCTEM pedKo BCTpeyaloTes B neaMaTpuyeckon npaktuke [6].
3apyb6exHbiMK1 aBTOpaMu OnucaHbl ABa PEAKUX Clyvast pasBu-
TUS KENYAOUHO-KMLLIEYHbIX KPOBOTEYEHMI Y AETEN B BO3pacTe
11 v 12 neT B COYETAHMM C MOPAKEHUIMUN KOXKU U rNas; ynbrpa-
3BYKOBOEe uccnegoBaHue (Y3W) opraHoB 6piOLLIHOM MOMOCTH
noaTBepanno JMHENHOEe 06bI3BECTB/IEHME COCYAOB OpraHoB
nuiLLeBapuUTeNbHOM CUCTEMbI B 060MX ciydasx [12].

B nutepatype onncaHbl HEMHOrO4YUCEHHbIE Cydyaun ana-
CTUYECKOM NCEBAOKCAHTOMbI C MOPaXeHUeM ApYyrMx OpraHoB
M CUCTEM, B TOM YMCNIE MOYEBLIBOASALLMX MYTEN U NEFOYHOM
TKaHu [3].

AnddepeHumnanbHaa guarHocTuka
[ns ycTaHOBNEHUS AMarHo3a 3nacTM4ecKon nceBaoKCcaH-
TOMbI TpebyeTcst rMCTONOrMYECKOe NOATBEPKAEHNE C OOHa-



PYXEHWEM XapaKTepHbIX NaToMOPPONOrM4ECKUX N3MEHEHNUN
3MaCTUYECKMX BOSIOKOH. [Mpn npoBeaeHun audodepeHumans-
HOW AMarHOCTUKM KOXHbIX UBMEHEHUI, CONPOBOXAAlOLLIMXCS
nosiBneHneM MopdONOrMYECKMX 31EMEHTOB MKeNToBaToro
LBeTa, a TaKXe MCTOHYEeHWEM, APAGAOCTbIO KOXMU, cneayeT
NMOMHWTb O TAKMX 4aCTO BCTPEYaloLMXCs B JETCKOM BO3pacTe
3a60neBaHuKsAX, KaK KCaHTOMaTo3, KOonlareHoMbl U 31acTu-
YeCKWe HEBYCbI, aHETOAEPMUS, IOBEHWbHAs KCaHTOrpaHyne-
Ma, 31acTo3 cpeaHero cnos aepmol [4, 9, 13].

Mpu KcaHTOMaTO3e KAMHMYECKAs KapTUMHa XapaKTepuay-
€TCs HaNMYMeM KpPacHOBATO-KeNTbiX nmanyn, 6nsweK v y3nos
C NPEeUMYLLECTBEHHOW NOKanM3aLUmnen Ha Koxe pasruvbatenb-
HbIX MOBEPXHOCTEN KOHEYHOCTEW, CYCTaBOB NasbLEeB, AroauL;
NMIOCKME KCaHTOMbl OGHAPYXMBAIOTCS Ha KOXKe BEK, NlafoHEN,
MHTEPTPUIMHO3HbIX 06nacTen, Npu 3TOM He oTMeYaeTcs aps-
610CTH, UCTOHYEHUS U MPOBUCAHMS KOXKM B MECTaX NMOPaXKeHus.
XapaKTepHbIM UCTONOTMYECKMM MNPU3HAKOM KcaHTomMaTto3a
ABNAETCH 0O6HapyKEHUE NEHUCTbIX KIETOK B Npenapare. Y nauu-
€HTOB C KCAHTOMaTO30M B 60/bLUMHCTBE Clly4aeB npu GUOXMMK-
YEeCKOM UCCnejoBaHWM KPOBM BbISIBASIOTCS HapyLLEeHMS 06MeHa
NIMNONPOTEMHOB. B AETCKOM BO3pacTe KCaHTOMaTo3 MOMET
ObITb CUMATOMOM CaxapHoro gnabeTta.

KonnareHoMa 1 a1aCTUY4ECKUIA HEBYC XapaKTepu3yloTcs
NosIB/IEHWEM Ha KOXKE XMBOTa, CMUHbI, Aroauu, 6eaep nanyn
W GNALWEK TEIECHOIO M XeNnToBaToro useta. 3TM Jo6poKade-
CTBEHHbIE HEBYCbI COEAUHUTENIbHOM TKaHW B AETCKOM BO3-
pacte MoryT 6biTb aCCOLMMPOBaHbLI C APYrMMU aHOMaUSMM
B cocTaBe cuHapomMa bywke—0nneHgopdd. Mpu ructonoru-
4YeCKOM MccnefoBaHUKU HabnogaeTcs pa3pacTaHne Konnare-
HOBBbIX MW 3NACTUYECKMX BOSIOKOH.

N3MeHeHnss Npu aHeToAepMUM MpeacTaBfieHbl oYyaramu
WUCTOHYEHUS, MOPLLMHUCTOCTU KOXKM TeNecHoro, 61eaHo-po30-
BOroO LiBeTa OKpyrnon Gopmbl € iBNeHMMU 3anageHus. MNato-
MOPHONOrMyecKass KapTMHa XapaKTepu3yeTcss OTCYTCTBMEM
WM YMEHbLUEHWEM KONMYECTBA 31aCTUYECKMX BOSIOKOH.

Mpv 1OBEHWUBHOW KCaHTOrpaHynemMe, Kotopas OTHOCKTCS
K rpynne HenaHrepraHCOKAETOYHbIX TMCTUOLMTO30B, Ha KoXKe
NosIBASIOTCA OAMHOYHbIE MW MHOMECTBEHHbIE Manysbl Xef-
TOro LBeTa OKpyrnon ¢GopMbl, MNAOTHbIE MpPW MNanbhauuu.
[MCTONOrMYecKn onpeaensitoTcsd CKOMAEHUS TMCTUOLMTOB,
He ABASALWNXCA KneTKamu JlaHrepraHca [4, 9, 13].

MporHos

CMepPTHOCTb MPKU 31acTUYECKOM NCceBAOKCAHTOME 3aBMU-
CUT OT TSXKECTU nopaxeHus cocyaos [1, 3]. bepemMeHHOCTb
He MPOTMBONOKa3aHa XKeHLWNUHaM, UMEIOLLMM 3N1aCTUYECKYIO
nceBAOKCAHTOMY, HO OTMEYaeTCs MOBbIWEHHbIA PUCK HEBbI-
HawwuBaHusa B | TpumecTpe, a MHoronogHas 6epeMeHHOCTb
MOXET ycyrybnsatb TeyeHune 3abonesaHums [3].

KNUHUYECKUA NPUMEP

MauneHT H., Bo3pacTt 11 netr 9 mec. Poagutenn obpa-
TUAUCb K gepmartonory Hay4yHoro ueHTpa 340p0Bbs AeTen
(HU3/A, MockBa, Poccus) ¢ anobamu Ha Hanunyme 6nsuex
YENTOBAaTOro LiBeTa Ha KOoXXe nepeaHen u 60KOBOW NoBepX-
HOCTM Wewn, NOAMbIWEYHbIX 06NacTeN U HUXKHEN TPETU KMBO-
Ta C NepexoAoM Ha KOy NaxoBon obnactu

N3 cemeltHOro aHamHe3a: pebeHoK oT 6/IM3KOPOACTBEH-
HOro 6pakKa, poauTenn — TPOKPOAHbIE 6GpaT U cecTpa.
Crapwumi 6pat umeeT NopoK cepaua (tetpaaa ®anno).

AHamHe3 3abo/sieBaHUS: Y Manb4ynKa B Bo3pacTe 7 NneT
oTMeYanocb MOSAB/EHUE KENTOBaTblX O4YaroB Ha Koxe
nepeaHen NOBEPXHOCTM WeW, B NOAMbIWEYHbIX 061acTaX M
HUXKHEN TPETU XMBOTa. B TevyeHne 4 net ovyarm octaBanucb
6e3 nameHeHnin. B Bo3pacTte 11 net oTMevanocb BblparKeH-
HO€e yBenn4yeHue naowaam nopaxeHun. Mpun ob6cneqoBaHmnn
No MECTY XWUTenbCTBa 6bln 06HaAPYKEHbI MHOXKECTBEHHbIE

Puc. 1. MNManynbl 1 6ASLWKN TIMMOHHO-XENTOr0 LIBETa Ha KOXe Wewu,
noAMblLeYHbIX 061acTen, KUBoTa

Fig. 1. Papules and lemon yellow plaques on the skin of the neck,
axillae, abdomen

Puc. 2. brvonTaTt M3 o4ara NopaKeHUs Ha KOXe XuBoTa:
fereHepauus 3NacTM4eCKMX BOIOKOH

Fig. 2. Biopsy sample from a lesion on the skin of the abdomen:
degeneration of elastic fibers

KaNblUMHaTbl B TKaHAX LWWTOBWAHOW Xenesbl, ceneseHke,
no4ykKax, 1ero4Hon TKaHu. Habnogancs ¢ HECKONbKUMU Npes-
NONOXUTENbHBIMW AMArHO3aMW — KCaHTOMaTo30M, OKcany-
puen, HedppoKanbUMHO30M. [TPOKOHCYNbTUPOBaAH (GTU3Ma-
TPOM, Ty6EPKY/IE3 UCKITIOYEH.

lMpu noctynneHnu: CyGbeKTUBHbIX anob He NpeabaBas-
eT. 3aHMmancs cnopTtoM (XOoKKen, 6opbba). [na Bepuduka-
uMn amarHo3a 6bin HanpaeneH B HU3/. Mpu ocmoTtpe aep-
MaToJIOrOM KOXHbIW CTaTyC NpeactaB/eH CUMMETPUYHBIMU
o4yaramv B BMAE nanys JIMMOHHO-XeNToro uBseTa, oBajibHOM
GOpPMbI, CKNOHHbBIX K CUAHUIO B ONSAWKK, C NOKanM3aumen
Ha KOXe nepeaHen u GOKOBOW MOBEPXHOCTU LIEWU, B MOJ-
MblLEYHbIX 06NAaCTSAX, HUKHEN TPETU XMBOTa C MEepexoaom
B NaxoBylo o6nacTb. KoxXa B MecTax nopaxeHus uMmena mop-
WMHUCTbIW BWA, HE3HAYUTENbHO MpoOBMCana B NOAMbIWEY-
HbIX o6nacTax (puc. 1). bbin 3anofo3peH AMarHos anactuye-
CKOM NceBAOKCAHTOMbI, B3AT 6UMONTAT M3 04aroB NOpa*KeHus
B 06/1aCTU KOXM KMBOTa (pUc. 2).

O6cnegoBaHue. [lpoBeAeHO TMCTONOrMYECKOe Ucche-
[loBaHWe, KoTopoe nofa-
TBEpaAuMNio npeanonarae-
MbI AMarHo3. M3ameHeHumn
B K/JIMHMYECKMX aHanusax
KPOBW, MO4YM He Habnoaa-
nocb. B 6roOXxumMny4eckom
aHanM3e KpoBW OTMeva-
IUCb MOBbIWEHNE KOHLEH-
TpauuMm  napaTropmoHa,
CHMXXEeHWe  coaepraHus
BMTamnMHa D 6e3 Hapyle-
HWS YPOBHS CbIBOPOTOYHbIX
YPOBHEN Kanbums u ¢oc-
dopa. [lpu odTanbmono-
rmyeckom obcnegoBaHum
OBGHapyXeHbl aHrMouaHble
NoNoCbl CeTYaTKM, Kanblu-

Puc. 3. OdpTtanbmockonus:
aHrMoMAaHbIE NONOCHI CETHATKMU,
KanbLUUHaTbl Xopronaen

Fig. 3. Ophthalmoscopy: angioid
streaks of retina, choroid
calcification
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KnuHun4yecKoe Ha6GnogeHue

Puc. 4. YnbTpa3ByKoOBOE UCCNefoBaHWEe: MHOXECTBEHHbIE
KanbLMHATbl B MApeHXMMaTO3HbIX OpraHax

Fig. 4. Ultrasound examination: multiple calcifications in
parenchymal organs

HaTbl xopuouaew (puc. 3). Mpu Y3-uccnenosaHum B LMTOBUA-
HOW M NOXENyA04YHOM XKenese, cene3eHkKe, NovKkax BbisBe-
Hbl MHOXXECTBEHHbIE TOYEYHbIE TMMEePIXOreHHble BKIOYEHUS
(KanbuuHaTtbl) (puc. 4). NonHoe MHCTpYMeHTanbHoe obcre-
[loBaHWe cepaeyHo-cocyamcTon cuctemsl [OKI ¢ Harpyskon,
axokapauorpadua (9xoKrl), cyToyHOoe MOHUTOPMPOBaHWE
apTtepuanbHoro gasnexusa (CMAL), ynstpa3sykoBas fonnse-
porpadus cocyfoB ronosbl U WeKN] OTKIIOHEHUI HE BbIABUO.
AzoToBblaenutenibHas GyHKLMA NoYeK coOXpaHeHa (CKOPOCTb
Kny6o4yKkoBow dunbTpauun no dopmyne Lsapua).

Jle4eHne u MpPOrHo3: C LUenblo npefoTBpalleHns npo-
rpeccupoBaHua HedbpoKabLMHO3a Ha3Ha4veHa uuTpaTHas
CMeCh MOJA KOHTposieM ypoBHSA pH moun. Mcxon 3ab6oneBaHuns
n GYHKUMOHANbHbIE HapyLLEeHUS BHYTPEHHUX OpraHoB 6yayT
3aBUCETb OT CTENEHM NPOrPECCUPOBaAHUSA KalbLiMHaLMKN 3na-
CTUYECKUX TKaHEN CeTHaTKM U cocyaoB (puc. D).

OBCYXAEHME

CornacHo MHeHWO psija aBTopoB [3, 6, 8], a Takxe
Ha OCHOBaHWW COGCTBEHHbIX HAGMIOAEHWU, NALMEHTbI C ana-
CTUYECKOM MNCEBAOKCAHTOMOW AOMKHbI MonyyYaTb Heob-
XoAMMoOe perynspHoe o6cnefoBaHWe, BKYalollee pas-
BEPHYTbIA aHaNuM3 KPOBW, aHaNW3 MOYM, aHanu3 KPOBW
Ha coaepXaHue MUKPO3NEMEHTOB (C LeNbl0 BbISBAEHUS
runepKkanbuuemMun u runepdpocdareMum), TUNUL0B, aHaNU3
Kana [Ans WCKIIIOYEHWUS NaTeHTHOW NoTepu KpoBW, odTasb-
mMonoruyeckoe obenenosaHme 1 pa3 B 6 mec, KT, 3xoKr,
CMA/, ponnneporpaduio COCyaoB rOM0Bbl U LIEWU, PEHTre-
HorpaduyecKkoe MCCneaoBaHWe OPraHoOB MPYAHOM KIETKU W
Y3W BHYTPEHHUX OpraHoB, NpU HaaU4yUU HEBPONOTrUHECKOM
CUMMNTOMATUKU — KOMTMbIOTEPHYIO TOMOrpaduio roNnoBHOMO
MO3ra, a TaKXe MPOMTU MEAUKO-TEHETUYECKOE KOHCYNbTU-
poBaHue. [JoMmKHO NPOBOAMTLCA TLATeNbHOe HabnioaeHne
3a EeHLMHaMM C aNnacTUYECKOM NCeBLOKCAHTOMON BO Bpe-
MSA 6epeMEHHOCTH.

M3MeHeHUs1 B TKaHAX MPU 31aCcTUYECKOM MNCeBAOKCaH-
TOMe §IBASIOTCH Heo6GpaTUMbIMU, MO3TOMY CYLLECTBYOLIME
B HacTosllee BpeMs npodunaktuyeckne u nevyeGHble

Puc. 5. MNMauuneHT H., xpoHonorusa Te4yeHuns 3aboneBaHus
Fig. 5. Patient N., a chronology of the disease

MEeponpUATUS HanpaB/ieHbl HA CHWKEHWE PUCKa Pa3BUTUSA
OC/IOXHEHUW U CTErneHu TAXecTu 3aboneBaHus. CornacHo
pPEKOMEHAAUMAM OTEYECTBEHHbIX CMeLManucToB, cneayet
MCM0/Ib30BaTb KypcoBOW npuem BuTamMuHOB A, E, pyTuHa,
acKopObWHOBOM KMCNOThI [2, 13].

Hanb6onblune ycnexu OOCTUrHYyTbl B e4eHnn odTanbmMo-
NIOTMYECKUX HapyweHui. Mpu paHHEM BbIIBNEHUMU MNa3HbIX
M3MEHEHMN BO3MOXHO MNpoBedeHMe nasepHon oToKoa-
rynaumm, GotoagMHammnyeckon Tepanuu. B nutepatype npwu-
BOANUTCH coobLleHne 0 MEeCTHOM BBeAEHUU BGUONTOrMYECKMX
npenapaTtoB B CTEKIOBUAHOE TeNO C NOoCcaeayoWwmnm cTabuib-
HbIM YNydllEHWEM 3peHUsa B TedyeHne 11 mec HabnwaeHus
y NaUMEHTKU C 31aCTUYECKOW nceBhoKcaHTomoun [14]. Angs
MWUHUMMW3aLMM TPaBMaTM3aLIMKU COCYA0B CeTYaTKM 60MbHbIM
cnegyet naberatb NOAHATUS TAKECTEN, UCKIIOYNUTL 3aHATUS
CMOPTOM, CBSI3a@HHbIX C BbICOKMM PUCKOM TpaBMaTuU3aLuu,
0COBGEHHO roJI0BbI.

MmeloTcs coobLEeHNsT O XMPYPrUYECKOW KOPPEKLINMN U3-
MEHEHUN KOXW Y NaLMEHTOB C 3/1aCTUYECKOM NCeBAOKCaH-
TOMOM C LeNblo IMKBUAALMU KOCMETUYECKUX AedeKToB [1].

Ona npodunakTMKM OCMOXHEHWW CO CTOPOHbI cepaey-
HO-COCYAMCTOM M MOYEBbIBOASLEN CUCTEMbI MauueHTam
C 9NlaCTUYECKOM MnceBAOKCaAaHTOMOW credyeT cobniogatb
[AWEeTY C OrpaHUYEHHbIM COAEPIKAHMEM KasbLMUS U XKUPOB,
BbIMOMIHATb PEXMUM PUINYECKUX YMNpParKHEHUU, mnsberaTb
KypeHnus [1, 3, 8].

CornacHoO MHOMOYMCAEHHBLIM JaHHbIM, MPOBOASATCA Ucche-
[OBaHMS MO M3YYEHUIO BAUSAHMA CBHA3bIBaOWMX docdaTbl
npenapatoB 6e3 antoMunHKUA (phosphate binders), Tepanes-
TMYEeCKoe AEeNCTBME KOTOPbIX HamnpaBAeHO Ha nofaBfeHue
npouecca akkyMynsiumMm Kanbumsa B cocygax [15-17]. Kpome
TOro, Ha CEroAHsWHUA LeHb NpeAacTaBnseT WMHTepec ru-
KOMNPOTENH PEeTynH-A — GEeNoK, CUHTE3UPYEMbI B MEYEHH,
KOTOpPbIM Ccrnocob6eH oOKasbiBaTb WMHIMoupyloliee BAUAHWUE
Ha NaToNIOrMYecKyo MUHepanmM3auuio TKaHen [1, 18].

3AKJ/IIOMEHUE

MpeacraBneHHoe OonucaHWe KIMHUYECKOro crnyyas ae-
MOHCTPUPYET opdaHHoe 3aboneBaHne AETCKOro Bo3pacTa,
XapaKTepuayloleecs MNopaKeHNnem 3nacTUYECKUX TKaHew
KOXM, CETHaTKM U COCYAOB BHYTPEHHWX OpraHoB. B pamkax
Hallero HabnoAeHUsS Mbl BCTPETUANCL C PEAKUMU PaHHU-
MW M3MEHEHWUSIMU COCYAUCTOM CUCTEMbI BHYTPEHHWX Opra-
HOB (LUMTOBWMAHOM W MOMKENYAOYHOW Kenesbl, CENe3EHKH,
no4yek), KoTopble MOATBEPAUIN BO3MOXKHOCTb MYJbTUCH-
CTEMHOCTM MaTosIorM4yecKoro npotecca npuv gaHHoM 3a6o-
neBaHuKn. [Ina CBOEBPEMEHHOrO BbIIBNEHUA W3MEHEeHUN
CO CTOPOHbI OpraHa 3peHus 1 GYHKLMOHaNbHbIX HapyLLEeHWI
BHYTPEHHMX OPraHoOB MaLMeHTam C 31acTUHEeCKON NceBAOK-
CaHTOMOW TpebyloTcs perynspHoe ancnaHcepHoe Habnwoae-
HME W KOMMNIeKcHoe obcnegoBaHMe C Liefiblo BO3MOXHOM
KOPPEKLMW BbISIBNEHHbIX OTKIOHEHUI. Kypupyowmum cne-

MN3MeHeHUs Ha Koxe Lew,
noAMmblLLEYHbIX 0bnacTew,
UBOTa

AHIMOWAHbIE NOMOChI
cetyaTku. KanbumnHaTtbl
xopuounaen

Mporpeccupyollas KanbLudbUKaLms
3M1aCTUYECKUX BOIOKOH COCY10B
1 CeTYaTKU, NPMBOAALLAA K GYHKLIMOHANBHOM
HeJoCTaTO4YHOCTH OpraHoB

B o B 0rc4vec N 11 e 5 vec I 12 e 2 vec I Nporvos -

KanbumHaTtbl
B NapeHXMMaTO3HbIX OpraHax

HedpoKkanbLmMHO3.
XpoHu4yecKasn 60n1e3Hb noyek | ctagnm




uManuctam cnefyet NOMHWTb, YTO MaUMeHTaMm, UMELWMM
JaHHoe 3ab6ofieBaHWe, KaTeropuyeckn npPoTUMBOMOKa3aHbl
BbICOKOTPaBMaTU4YHbIE BUAbI CMOPTA 4151 UCKIOYEHNS pUCKa
paHHen notepu 3peHUs U/MAN PasBUTUS KPOBOTEYEHUN
B CBSI31 NOBbILLEHHOM TOMKOCTbIO KalbLIMHMPOBAHHbIX COCY-
0B BHYTPEHHMUX OPraHoB.

CMPABOYHAS1 UHOOPMALIUA

MauMeHTbl C 3n1acTUY4ECKOM MCEeBAOKCAHTOMOW MOTyT
6bITb 06ecneYeHbl UHGOPMaLIMEN MO JaHHOMY 3a60NEeBaHNIO
Ha MIHTepHeT-pecypcax:
e http://www.pxe.org (PXE International, Inc.);
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