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Oxponoa — pEeIKO BCTpeyalolieecss HacaeACTBEHHOE Me-
TabosMyecKkoe 3abosieBaHME, CBSI3AHHOE C Hapylle-
HMEeM OOMeHa TUPO3MHA, XapaKTepU3YIOIIEecs CHIKEHUEM
aKTUBHOCTU (hepMeHTa TOMOTEHTH3aT-1,2-TMOKCUTCHA3HI,
M30BITOYHBIM 00pa30BaHUEM I'OMOTEHTU3MHOBOM KUCIOTHI
1 OTJIOKEHUEM B Pa3IMIHBIX TKAHSIX OXPOHOTHYECKOTO (OT
rped. ochros — KEATHI) MEJIaHMHOIIOOOOHOTO THMTMEHTa
(ankanToHA), YTO MPUIAET TKAHSIM XKeJITO-KOPUYHEBATHII,
cepo-rojiy0oii, MHoraa aaxe yepHblil UBeT. [TurmMeHT yaiie
OTKJIA[IBIBAETCS B XpsIIIax, a TakKe B CKJIepe, B IPYTUX CO-
eIMHUTECIIPHOTKAHHBIX 00pa30BaHUSAX — KOXE, CBS3Kax,
CYXOXXMJIMSIX, MEXKITO3BOHKOBBIX JMCKaX, KjlaraHax cepala
u ap. [5, 6].

CaMbIif paHHUU MpU3HAK 3a00JIeBaHUS, TPOSBIISIIO-
IIUICS B IETCKOM BO3pacTe, — aJKaIToypus (BblIeIeHUE
TOMOTEHTU3WHOBOW KHWCIOTEI ¢ MOYOIi); Mod4a OBICTPO
TeMHEET IMPU KOHTAaKTe C BO3MYXOM (0Opa3syeTcsl ajKall-
TOH) M OCTaBJISICT IISITHA HA TeJieHKax 1 oxexne. MHorma
MOJOOHBIC TSITHA OCTaBJsAeT U MOT. M TonabKo, Kak mpa-
BUJIO, Ha 4-M WU 5-M NECATUJICTHU XU3HU TOSBIISIOT-
Csl IpyTHE CHUMIITOMEIL: cepoBaTasl MUTMEHTALIMS YITHBIX
pPaKOBHUH, CKJIED, XKEJITOBAaTO-KOPUUHEBass OKpacKa KOXHU
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JINIIa, JTaOHEW, MOAMBIIIEYHBIX BIamuH. OOHAKO HaM-
OoJtbllice KIMHUYECKOE 3HAUYCHHME HMMEET ITOpakeHUe
OMOPHO-ABUIaTeJILHOTO allfapara — IIO3BOHOYHUKA, Te-
pudepndecknx cyctaBoB. OTIOXEHUE MUTMEHTA B MEX-
TTO3BOHOYHOM JINCKE, XPSIIIE, CBSI3KaX BBI3BIBACT IIPOTPEC-
CUpYIOIllee JereHepaTUBHOE ITOpaXXeHME MOSCHUYHOTO
¥ TPYIHOTO OTAEJIOB MO3BOHOYHMKA — CITOHAWJIE3, BTO-
PUYHBII 0CTE0apTPO3 KPYIMHBIX CYCTaBOB (KOJICHHBIX, Ta-
300eIpeHHBIX, IUICYeBhIX). Yallle BCero 3TO MPUBOIUT K
3HAYUTEJbHOMY CHUXKEHUIO KaueCcTBa XKU3HU, MHBATUAM -
3aliM, HCOOXOOUMOCTH SHIOIPOTE3MPOBAHMS CYCTABOB
[1, 3,4, 7-9, 15, 16]. OTnoxeHre MUIMEHTA B KJIalaHax
cepliia COMPOBOXIAETCS KaablMbUKalMeil CTBOPOK, (pui-
OGPO3HOTO KOJIbIIa A0PTATLHOTO, MUTPAJILHOTO KJIAIIaHOB,
BOCXOJISITIIETO OTaesa aopThl [2, 11].

OxpoHo3 BcTpevaetcs B 1 ciaydae Ha 100 Tic. — 1 MaIH
yenoBek [10]. Topaszmo yaie 3a0ojeBaHUE BbISIBISIETCS
B CnoBakuu u JlomuHukaHckoi Pecnyonuke (1:19 000)
[13, 14, 18]. Onucanus 3a00JieBaHUS Y XXKEHIIUH HEMHO-
rouyuciieHHsl [2, 3, 12, 16, 17]. IIpuBoauM KIMHUYECKUI
TIpUMep.

Ilayuenmxa, 56 nem, nocmynuaa 6 peemamono-
euueckKoe omoenerue ¢ Jcarodbamu Ha boau Mexanu4e-
CK020 Xapakmepa npeumyuecmeeHHo 8 NOSCHUUHOM
U epyoHom omoenax no360HOYHUKA, CKOBAHHOCMb 8
HeM, oepaHuyerue 08udceHull, a makaice Ha 60au me-
xaHnuyeckoeo pumma 6 konernolx (KC) u masobedpen-
HbIX CYycmasax.

C 16 aem nayuenmka cmana 3ame4ams MNO-
meMHeHUe Mo4l, HO He npudasand 3momy 3Ha4eHus.

B 35 aem uszmenunace okpacka YuiHbIX pakosuw

(eonyboeo ueema). Ilocmenenno 3abonesanue npo-

epeccupogano: 6 gozpacme okono 40 nem npuco-

e0uHUNUCH 00U 8 NOSACHUYHOM U epYOHOM 0moenax
noszeonounuxka, 6osu ¢ KC ¢ nepuoduueckum ux
npunyxaruem, nosice — 604U 8 mazobedpeHHbIX Cy-
cmaeax, oepaHudenue 08UMNCEHUNl 68 N03860HOYHUKE.

B awnaauzax kposu u mouu uzmenenuili He 0bLA0.

Jleuunace 'y Hegponoca u me-

paneema ¢ Oua2HO30M oOcme-

0XOHOpPO3a N0360HOYHUKA,
nepuoouxecKu NPUHUMANQ He-
cmepouoHble NPOMUE08OCNANU-
menvHble npenapamst (HIIBII),
noAYHANa ceancwl mMaccaxica no-
360HOUHUKA, YMO NPUHOCUNO He-

Komopoe yayuuienue. B meuenue

nocaeonux 15 asem nayueumia

De2YAAPHO 3AHUMANACH Ne4eOHOT

Qu3KyIbMYpOIl, MHOLOKDAMHO

noab306a1acb  CAHaAMOPHO-KY-

popmubim aeweHuem. Mzmenenue

OKPACKU MOYU U YUWIHbIX PAKO-

BUH 8pa4U 00BACHUMb He MO2AU;

8 nem Hazad cmana 3ameuams

B CKnepax
CHUJICeHUe cayxa.
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Puc. 1. Tony6as oKpacka YLHbIX pakoBUH

Puc. 2. OTnoXeHne nUrmeHTa KOpMYHEBOro LiBeTa

Ilpu ocmompe yuwinvle pakosuHol oueHb NAOM-
Hble, eonybosamotl okpacku (puc. 1). Koxca 6 ob6na-
cmu HaooposHuix dye U ek makice 204y0020 yge-
ma, Ha cKaepax — KOpU4Hegble NAMHA OUAMempoM
2—3 mm (puc. 2). lllenomuyro peusv cavium Ha pac-
cCmosHUuU 2 M.

Ommeuaromes ycunerue 2pyoHoeo Kugosa, 6vl-
npamaAeHue NOACHUMHO20 A0p003a, HanpsadiceHue
NPAMBIX MbLULY, CHUHBL, 00Ae3HEHHOCMb NPpU NaAb-
nayuu napaeepmebpanbHbIX MOYEK 6 2PYOHOM U
NOACHUMHOM 0mdeaax Nno3eoHo4HuKda. /leusicenus 6
amux omadenax oepanutenst (cumnmom Tomaiiepa —
22 cm, 00KOBble HAKAOHbI MYA0BUWA CHPABA —
7 cm, creea — 6 cm, cumnmom Omma — 3 cm).
Cumnmombsr Kywenesckoeo ompuuyamenvnuvie. Ha-
oaodaromes eapycuas degopmayus KC, bone3nen-
HOCMb NpU NAALRAYUU 6 00Aacmu CYyCMAaeHoU weau
npaeoeo KC, oepanuuennocms e2o pazeubanus. Jpy-
2ue cycmasbsl He U3MEeHeHbl.

Ha penmeenoepamme KC — npusnaku ocmeoapm-
posa: cnpasea — Il cmaduu, cresa — I11. Cycmag-
Hble NOBEPXHOCMU KOHPYIHMHbL, CYCHABHAS Wb
HepagHOMEPHO CYJICceHa, Npeumyuecmeenio — 6 me-
duanvHbix omodenax. Onpedensitomcs: BvlpaAXNCeHHbLI
CYOXOHOPANbHBLIL CKAEPO3 CYCMABHBIX NOBEPXHOCMELL,
yHacmKu  KUcmosuoHoil nepecmpoiiku, Kpaegvie
KOCmHble pazpacmanus 6 obaacmu Muliyeakos Oe-
OpeHHoll u 060abULebepy06oLll Kocmell no MeoudabHOU
u ramepanvHoii nogepxnocmsam. B nesom KC — npu-
3HAKU XOHOPOKaAbUuHo3a (occugpukauus MeHuUcKa).
H3menenus 6 mazobedpeHHbIX Cycmasax 6blpadiceHbl
Menbuie.

Penmeenonoeuueckoe uccaedosanue n0360HOUHU-
Ka (puc. 3): onpedensemcs ycunrenue epyoHo2o Kugo-
3a; MeNCNO360HKO08ble OUCKU KANbUUHUPOBAHDBI, Bbl-
COMa ux CHUMCEHA; OMMeUaemcs 0CMeocKAepo3 mei
NO360HK08 HA epanuye ¢ JucKkamu; cundecmoghumel 6
obnacmu nepednux, OOK0BbIX yen08 men 6 epyoOHOM U
HOACHUMHOM 0M0enax no360HoY -
HUKQ; UAUOCAKPAaAbHble CoYleHe-
HUS He U3MEHEeHbl.

Ilpu sxoxapouoepagpuu 6oi-
sA61eH KAAbYUHO3 CMBOPOK MU-
MPAnbHORO U AOPMANbHO20 KAA-
NaHo8, AOPMANbHbLI CMEHO3 CO
CpeOHUM 2padueHmom 0aeneHusl
33 mm pm. cm.

B ananuszax kpoeu, obujem
anaau3e Movu U3MEHeHUll He
sviseaero. C yeavro 0OHapyice-
HUs aiKanmouypuu 0viaa npo-
gedena npoba c dobasreHuem K
Moue eudpokcuda Hampus (we-
aouu). Yepes Heckoavko mMuHym
Moua cmana cuxe-puosemogo-
20 ygema.



Kaunuueckuii duaenos: ox-
POHO3 — CHOHOUAONAmMUs epyo-
HO20 U NOSCHUYHO20 0MOeno8
NO360HOYHUKA; 8MOPUHHDLI
ocmeoapmpoz KC, caeea —
111 cmaouu, cnpasa — II; dsy-
cmopoHHuil kokcapmpo3s Il cma-
ouu; ymepeHHbulll AOPMANbHbLI
CMeHo3.

Ilayuenmke  pexomendo-
6ano uszbecamv ynompebaeHUs
nPOOYKmMog, codepiucaujux mu-
PO3UH U (QeHUNaNaHuH U, Ha-
060pom, NOKAa3aHvl NPOOYKMbL
C BbICOKUM codepicanuem 8u-
mamuna C; nasnauenvt HIIBII,
ackopbunosas Kucioma, 8u-
mamun E, nevebnas uskyno-
mypa, ¢usuonpouedypoi; pe-
KOMeHO08aHO Npome3uposanue

snesoeo KC.
HWe rpyaHoro Kutosa
[IpuBegeHHOE KIMHUYECKOE
HaOoaeHNE JeMOHCTPUPYET

clIyJaii IMo3aHel AMarHOCTUKY OXPOHO3a — Ha 6-M aecsT-
K€ XKMU3HU, XOTS YK€ B MOJIOIOM BO3pacTe Yy MallueHTKU
MMEJINCh XapaKTepHBIe IJIST JaHHOTO 3a00JIeBaHMsI BHEIII-
HU€ TNpU3HAKM — HM3MEHEHHas oKpacka YIIHBIX paKo-
BUH, OTJIOXEHUE MUTMEHTa B cKjiepax. B moyib3y maHHO-
ro 3a00JieBaHUS CBUICTEIBCTBOBAIN TaKXKe yKa3aHHE Ha
clielbl MOUYM TEMHOTO IIBeTa Ha OeJibe M TOBOJIbHO PaHO
MOSIBUBIIKECS 00U B KPYITHBIX CyCTaBaX U MO3BOHOYHU-
ke. Ha mosnHeit craguu 3aboieBaHMs, KOraa MalyMeHTKa
MOCTYNWJIA B OTAeJIeHNE, BBISIBISIIUCH YK€ BhIpaXKCHHBIS
JNereHepaTUBHbIE M3MEHEHUs B IMO3BOHOYHHMKE. OT MH-
BOJIIOIIMOHHOTO CIOHAMJIE3a OHU OTJIMYAJINCH KaTbIU-
duKalmeil MeXIT03BOHKOBBIX AUCKOB M CKIIOHHOCTHIO K
aHKWIo3upoBaHMI0. CleayeT OTMETUTb, YTO TOBOJIbHO
rpyoast occuduKanus TepeaHei MpOaoJbHON CBI3KHU
¢ HaIM4IUeM CUHASCMOMUTOB B o0jacTH 4 IMOCIemIoBa-
TEJIbHO COCIMHEHHBIX MEXIy 000l TO3BOHKOB TPYIHO-
ro otaeja MO3BOHOYHMKA Morja Obl HaBECTU Ha MbICIb
o muddy3sHOM MAMONATUYECKOM TUIEPOCTO3e CKejeTa
(6ome3np PopecThbe), HO OTIIMINUTEIHHBIM IIPU3HAKOM OX-
POHO3a SIBUJIOCH MOPaxkeHNE MEXKITO3BOHKOBBIX TUCKOB —
KajnbLMdUKaIus, CKIepo3 3aMbIKATEJIbHBIX IJIACTUHOK,
YTO HeXapakTepHO Mg IU(P@PY3HOTO HMIUITATUYECKOTO
runepocto3a. OTCYyTCTBUE MOpPaXKeHUs MIMOCAKpPaTbHBIX
COYJIEHEHU I MO3BOJMJIO OTBEPIHYTh U NUArHO3 aHKUJIO-
3UPYIONIETO CIIOHIUINTA.

KnmHuyeckue TpoOSIBICHUS WM PEHTICHOJIOTHMYCCKHE
M3MEHEHUS B Ta300eAPEHHBIX U B OOJIbIIEH CTeNeHU — B
KC 6buM paciieHeHbl KaK BTOPUYHBIN, OXPOHOTUYECKUI
0CTE0apTPO3, XOHAPOKAIBIINHO3. KaabIHO3 MHUTpajb-
HOT'O M a0pTajJbHOIO KJIallaHOB ¢ (hOpMUpPOBAHUEM a0p-
TaJIbHOTO CTEHO3a TaKXe MOXET ObITh OOYCJIOBJIEH OT-
JIOKEHWEM aJIKallTOHAa B TKAaHSX KJAMaHHOTO armrmapara,

Puc. 3. PeHTreHorpamma rpyaHoro oTgena no3BOHOYHUKA B
npsMOoiA 1 6OKOBOW NPOEKLMAX; KanbLUUKaLnNa N CHIKe-
HUE BbICOTbl MEXMO3BOHKOBbIX AUCKOB; CUHAECMOMUTSI;
006bI3BECTBNEHME NEpeiHEN NPOACNbHOI CBA3KN; ycune-

a TYTOyXOCTh — OTJIOXKEHUEM MUT-
MeHTa B bapabaHHOI IeperoHKe.
ITonoxurenbHas mpooda ¢ olle-
JJaYMBaHUEM MOYU TOATBEpAUIIA
HaJIMYME B HEWI TOMOTEHTU3UHOBOM
KMCJIOTHI (JIKAaNITOHYPUIO).
O(ddekTuBHOE  MaTOreHEeTU-
YecKoe JIEYeHUE OXPOHO3a He pas-
paboTaHO, MOATOMY I1O-IPEKHEMY
PEKOMEHIYIOTCSI ~ HeMeIUuKaMeH-
TO3HBIE METOAbl — KOPPEKIIUS
IUETHI, (PU3UOIIPOLIEOYPHI, JIeueo-
Has (U3KYJIbTypa, a TakXke Ha-
3HauYeHUE acCKOPOMHOBOW KHCIIO-
THI B OoJblux mo3ax (2—3 r/cyr),
ButamuHa E, HIIBII. B nwutepa-
Type o0O0CyXmaeTcsi BO3MOXHasl
3(bGhEeKTUBHOCTD Mpenapara HUTU-
3MHOHA, omobpeHHoro FDA mis
JieueHus1 oppaHHOTO 3a00JIeBaHUS
y neTeil — TUpo3MHeMuUM 1-ro tumna
[17]. I1pu mporpeccupoBaHUU BTO-
PUYHOTO OCTEOoapTPO3a MPUXOIUT-
cs1 mpuberaTh K SHAOMPOTE3UPOBAHUIO CYCTaBOB, B HAIllEM
ciyyae — KC.
K kok
Aemopbl 3a56a310m 06 omcymcemeuu
KOHAUKmMa unmepecos.
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The paper describes a clinical case of a 56-year-old woman with ochronosis,
a rare inherited metabolic disease. It considers the clinical manifestations of
ochronosis, methods for its diagnosis, and the features of treatment.
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