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1leaw uccaedosanus: c NOMoOwbI0 CNEUUANBHBIX MeM0008 decudpamayuu 8biA6UMb 0COOEHHOCMU CIMPYK-
MYpPHOIL opeanuzayuu meepooil Gazvl OuoA0UMECKUX HCUOKOCMEN NAYUeHMA ¢ peOKUM 2eHeMUHeCKUM
3aboneeanuem — 0XpoHo30M. B kauecmee mamepuana 0as uccaedosanus Ovlau 63amovl mpu 6U0A02U-
yeckue HCUOKOCMU: MO4A, CblBOPOMKA KPOBU U CUHOBUANbHAA dcudKkocmb. [is nepesoda 6uonozuie-
CcKUX scudkocmeil 6 meepdyr ¢aszy ucnonb308anvl Memoosl KAUHOBUOHOU U Kpaegoll decudpamauuu
(mexnonoeus «Jlumoc-Cucmema»). Cmpykmypy meepdoii ¢pazvl 6uosocuveckux icudkocmei uzyuaiu
¢ NOMOUbI0 MUKPOCKONUU 8 0eA0M U NOAAPU308AHHOM c8eme, a MAKice 8 MeMHOM noae. Ycmanoeneo,
Ymo 6 cmpyKkmypax meepooi (azvl 6U0A02UHECKUX HCUOKOCMEl HAX00IM OMPANCeHUE OCHOGHbIE KAU-
Hu4eckue NPU3HAKU OXPOHO3A, A MAKICe eCMb UHMOPMAUUSL O CONYMCMEYIOUUX RAMOA02UHECKUX NPO~-
yeccax. Cneyuguueckue cmpykmypot meepooii (pazvi 604bHbIX OXPOHOZ0M MO2YM OblMb UCNOAb30BAHDL
6 Kayecmee OUa2HOCMU1ecKux MapkKepos 0anHo20 3a001e6aHU.
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With the help of special methods of dehydration, the features of the structural organization of the solid phase
of biological fluids of a patient with a rare genetic disease — ochronosis were revealed. Three biological flu-
ids were taken as material for the study: urine, blood serum, and synovial fluid. For the transfer of biological
fluids into a solid phase, the methods of cuneiform and marginal dehydration (technology “Litos-System™)
were used. The structure of the solid phase of biological fluids was studied using stereomicroscopy in white
and polarized light, as well as in a dark field. It was found that the structures of the solid phase of biological
fluids reflect the main clinical signs of ochronosis, and also contains information about concomitant patho-
logical processes. Specific structures of the solid phase of patients with ochronosis can be used as diagnostic
markers of this disease.
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MoJteKyJsipHbIE CTPYKTYPhl HEKJIETOYHBIX TKAHEN —
OMOJIOTMYECKMX XKUIKOCTE — HecyT B cebe HamboJee
MOJIHYI0O MHTETpaJbHyI0 MHGOPMALIMIO O COCTOSIHUM
OTIEJbHBIX OPraHOB M opraHu3ma B 1eysoM [1]. C mo-
MOIIBIO NTUArHOCTUYECKON TexHosoruu «JIutoc-Cu-
creMa» (paspemeHue @C Ne 2009/155 ot 15 wuioHs
2009 1.) O6BUIM YCTAaHOBJIEHBI OCOOEHHOCTH CHCTEMHOM
U JOKaJbHON OpraHu3alM pa3IUYHBIX BUIOB OMO-
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JIOTUYECKMX KMIKOCTEH JejioBeKa B HOpMe U TIpH PSIIe
MaTOJIOTUYECKUX COCTOSTHUIA. B TOM umcie Oblia n3yde-
Ha CUCTeMHasl OpraHu3alysl CUHOBUAJIbHOM XUIKOCTH
Y 300POBBIX JIOJEi 1 6OJIbHBIX TOHAPTPO30M Ha pa3jiny-
HBIX CTagusIX 3abosieBaHUS [2], BBIIBICHBI MapKepHbIe
CTPYKTYPBl CHHOBUTA WH(PEKIITMOHHOTO U PEaKTUBHOTO
reHesa [3], omrcaHa peakiys UMMYHOJOTMYECKOTO OT-
TOP>KEHUS Ha CITJIaBBl METAJUIOB SHIOMpOTe3a [4].
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B nanHOl paboTe OOBEKTOM WCCIIeNOBaHUS ObLI
mayeHT X., 59 JIeT, ¢ AMarHo30M: IBYCTOPOHHUM Me-
JUAJIbHBI TOHAPTPO3 C MPEUMYILECTBEHHBIM IIOpaXe-
HUeM cripaBa. Bo BpeMst sHIOIIPOTe3MPOBaHUSI IIPABOTO
KOJICHHOTO CYCTaBa yCTAHOBJIEHO, UTO XpsIeBasi TKaHb
OenpeHHOI 1 00JIBIIe0epIIOBOM KOCTEH, a TaK:Ke 000MX
MEHMCKOB OBUIM OKpalleHbl B YepHBINA LIBET. JJaHHBII
(hakT 3acTaBU IpoBecTU OoJiee AeTaaTbHOE 00CenoBa-
HUeE MaleHTa, IIp1 KOTOPOM ObLJIO OTMEUYEHO CepPO-TO-
JIyboe MPOKpAaIIMBaHUE YIIHBIX PAKOBMH M TEMHO-KO-
pUYHEBast MMTMEHTALMS CKJIEP. YUUTHIBAsI IOJTy4YEHHBIE
JaHHBIE, OBUIO BHICKA3aHO IIPEAIIONIOXEHHUE O COIIYT-
CTBYIOLIEM OUArHO3e — OXPOHO3. JIJIsl yTOUHEHUs Tha-
rHO3a OMOJOTMYECKHE KMIKOCTH (MOYa, KpOBb M CHU-
HOBHAJIbHAST KUIKOCTh) MAIlMEHTa OBUIM HAIpaBIICHEI
B J1abopaTopwio UISI TIPOBEIECHUST MOP(MOIOTHUUECKUX
HCCIIeI0BaHUI 1O TexHoJiornu «JImtoc-Crucremar.

1leav uccaedosanusi: BEIIBUTh OCOOCHHOCTH CTPYKTYD
TBepAou (ha3bl OMOJOTMUYECKUX XUIAKOCTENM OOJbHOTO
TOHAPTPO30M U OXPOHO30M.

MATEPHAJIBI 1 METO/IbI
NCCIEJOBAHNN

MatepuanamMu 1Tl UCCIAETOBAHUS CTAIM MOYa, ChlI-
BOPOTKa KPOBM M CHMHOBMAJIbHAsl XUIKOCTb OOJBHO-
ro TOHApTPO3OM U OXpoHO30M. McciemoBanu yTpeH-
HIOIO MOpLMI0O MOYM (4epe3 4Yac IOCJie OTCTauBaHUS
Moua MpuodpeTansa HACBIIEHHBIN XEITO-CEPhIi LIBET).
OOmmuii aHaIM3 MOYM HE MOKas3ajl OTKJIOHEHUH OT
pedepeHTHBIX 3HaueHUil. KpoBb M3 BeHbI 3a0upanu
0e3 crabumimsaropa, Haromak. Ilocie cBepThIBaHUS
KpoBb 1ieHTpUudyruposanu mpu 3000 06/MuH B TeUeHUE
15 MUH, CBIBOPOTKY NMEPEHOCUIIN B OTIEIBbHYIO TPOOUP-
Ky. B3sTie cMHOBUAIBHOI XXMIKOCTU OCYIIECTBIISIOCH
Mo apTPOCKOIIMYECKUM KOHTPOJIEM B Ta30BOM cpere
(CO,, 60 mm H,0) — nonyyeno okono 110 M xuu-
KOCTH.

HccaenoBaHue CTPYKTYp OMOJIOTMYECKUX XKUIKO-
CTell MPOBOIWIM METOJAMU KIIMHOBUIHOM M KpacBOW
Jeruaparanuu (TexHojorus «JIutoc-Cucremar).

TexHUKA MOCTAHOBKH METOJa KJIMHOBUIHOM Jeruapa-
Tamuu. buonornyeckue XMUAKOCTM HAHOCUJIM B OKHA
TecT-KapT B 00beme 20 MKJT B BUze Kamneiab. HatuBHy0
MOYYy M MOYY B CMeCH C OelKoBBbIM JIMTOC-peareH-
TOM (CooTHOIIIeHUE 4:1 COOTBETCTBEHHO) HAHOCHJIM Ha
IUIACTMKOBYIO MOBEPXHOCTh OKoOIIeK TecT-KapThl TKI,
a CBHIBOPOTKY KPOBM U CHUHOBHUAJIBHYIO XXUIKOCTh —
B KpyIjIble OKHa TecT-KapThl TK4 mmarHocTmyeckoro
Habopa Jlutoc-CucreMa (perucTpallMOHHOE YIOCTO-
BepeHue Noe DCP 2008/02488 ot 29 ampens 2008 r.).
Heruaparanust Karejiab IPOMUCXOAWIA B CTaHAAPTHBIX
ycaoBusix (tremmeparypa 20—25 °C, oTHocHTeIbHas
BJIAXXHOCTh 55—60 % npu HENMOABMKHOCTU OKPYXKaro-
mero Bo3myxa). Yepe3 18—24 4 karumm GMOJTOTMYECKUAX
KUAKOCTeH TpaHCHOPMUPOBAINCH B TBepaoda3HbIe
CTPYKTYpbl — (pauum (OT JIaT. facies — nuI0, obpas).
7151 olIeHKM OOIIEero COCTOSIHUSI OpraHM3Ma MCCIIeno-
BaJli CHIBOPOTKY CBEXEB3SITOM KpoBU (McxomHas (a-
UsI) U 4Yepe3 CYTKM €€ XpaHEeHUs] B MPOOUpKe Tpu
temneparype +8 °C (cyrounas danus). MccnenoBanue
CTPYKTYPBI (parinii OMOJOTMYEeCKMX XUAKOCTEN TTPOBO-
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IWIM C TIOMOIIBIO cTepeoMuKpockona MZ12 (bpupma
Leica) B 6ej10M 1 MOJISIPU30BaHHOM CBETE, a TAKKe B Ya-
CTUYHO-TEMHOM TT0JIe TIPU YBEJIMUEHUU B MHTEPBAJIC OT
%10 mo x80.

TexHHKA MOCTAHOBKHM METOAA KPAeBOii TeTHApPaTALIH.
ChIBOPOTKY KPOBU ¥ CUHOBUAJIBHYIO XKUIKOCTh HaHO-
cunu o 20 MKJI B KBaipaTHBIE OKHa TecT-KapThl TK4
M HaKpbIBaJu IIOKPOBHBIMU cTekKiaamu. s Kaxkmoit
OMOJIOTUYECKOM KUIKOCTU TOTOBWUJIM IO TPHM TaKue
aHaJIUTUYECKUe stueiiku. deruapaTalus IIpOXOIUIIa
B CTaHOAPTHBIX YCJIOBUSIX (CM. BBIIIE) B T€YCHUE 5 CYT.
BrisiBieHre MapKepHbBIX CTPYKTYpP TBepaoit da3bl 6uo-
JIOTUYECKUX KUIKOCTEH (M30MOpGHOHOB U aHM30MOP-
¢GOHOB) MPOBOAMIIM TYTEM MHUKPOCKOIIMA B OEJIOM,
YacTUYHO B TEMHOM IIOJIe¢ M TIpU IIOJISIPM30BAaHHOM
cBeTe (MmuKpockorm DM2500 Leica) mpu yBeTMUEHUSX
B uHTepBajie ot X100 go x800.

PE3YJIbTATBI UCCJIETOBAHUI

Meton KimHoBHAHON aerumaparamuu. [Ipu MuKpo-
cKkomnuu B 6eJ1oM cBeTe halvsi HATUBHOM MOYM TTallMeH -
Ta X. MeJia CEPBIi IIBET C MPOCBETACHUEM IO LIEHTPY.
CrpykTypa ¢aruu Obuta TIpelcTaBieHa KpuCTaJllaMuy
coJieil pa3TMmIHOM (OPMBI, PACIIONOKEHHBIMH MO BCeit
wiowany dauuu (puc. 1, a). B nonsipuszoBaHHOM CBeTe
B LICHTPAJIbHOI 30HE (haly HAXOAWJIMCh KOMIAKTHbBIE
M30TPONHbBIC KPUCTAJUIBI, a B KpacBOi 30HE — aHU30-
TPOITHbIE KPUCTAJUIBI BBITSIHYTOM (hopMEI (puc. 1, b). st
cpaBHEHUs Ha puc. 1, ¢ ipencrasieHa daiys HaTUBHOM
MOYM 300POBOTO MaIlMeHTa, KOTOpasi 3HAYMTEJIbHO OTJIM-
YaeTcs Mo [BETY U (hopMe KprcTaioB coseid. LleHTpab-
Has 30Ha aruy 0ojee HaChlleHa KPUCTAUIaMM COJIeH
MO0 CpaBHEHMIO ¢ Tiepudepueii.

B daumax moun ¢ JIutoc-pearentom (puc. 1, d, e)
B IPOMEXYTOUHOI 30HE OMpPENeISIJIUCh KacKaabl TEM-
HBIX IITPUXOBBIX TPEIIWH, OTXOISIIME OT apKaTHBIX
TpelIMH KpaeBoil OelKOBOIl 30HBI. Takue KacKalbl
XapaKTepU3YIOT TUIOKCUYSCKU-UIIIEMUUYECKOe COCTO-
STHUE TIOYeYHO TKaHU B pe3yJIbTaTe yCUIEHHOM (hyHK-
IIMOHAJILHOUW Harpy3ku. HekoTopble KOHIIBI IITPUXO-
BBIX TPEIIMH 3aKaHYMBAJIUCH YIJIOBBIM U3TMOOM, YTO
YKa3bIBa€T Ha HOCUTEIbCTBO MAllMEHTOM ypearia3Mbl.
Bce xkpucrtamisl conei 061 U30TPONHBIMM, HO IEJIU-
JIUCh HA KPYIHbIE CBETJbIe (3aHUMAJIU LIEHTP (aiumn)
U MEJIKO3EpHUCThIE cepble (IMpujerajiu K IPpOMeEXY-
TOYHOM 30He dauuu). B oTaenbHBIX yyacTKax KpaeBou
OCJIKOBOI1 30HBI OIPEACISIIUCh HEOOJbIINE SAMHUY-
HbI€ CKOIUIEHMSI MEJIKUX CTPYKTYp YEpHOTO IIBeTa,
YTO CBUIETEIBbCTBOBAJIO O IMATOJOTMYECKON KPUCTaJI-
JIM3allMu CcoJieil B OeNKOBOM cpene (MapKep HU3KOM
CTEIIEHW aKTUBHOCTU IMpoliecca KaMHeoOpa3oBaHUS
B moukax). [l cpaBHEeHUS TIpeacTaBieHa ¢aius MOYu
¢ JIutoc-peareHTOM 340POBOTo YejloBeKa: (paust ume-
eT YUCTYIO KpaeBylo (0€JIKOBYIO) 30HY C €AMHUYHBIMU
KOPOTKMMU apKaJHbIMU TpEIIMHAMHU U PAaBHOMEPHO
HaCBIIIEHHYIO KPUCTAJJIaMU COJIEH LEHTPAJIbHYIO 00-
nacte (puc. 1, f).

@aruu CbIBOPOTKU KPOBU TIPEJCTABICHBI Ha pucC. 2.
O6e ¢amum (UcxomHas W CyTOYHas) mamueHTa X.
(puc. 2, a, b) oTAMYaINCh OT HOPMHI (pHC. 2, ¢, d) InC-
TapMOHWUYHBIM CTPYKTYPOIIOCTPOCHUEM, TPEIIUHBI HE
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Puc. 1. ®anuu Moun u ux dparMeHTH MauueHTa X.: a, b — HaTUBHOU Mouu; d, e — MouM ¢ Jlutoc-pearentom. Crpenku: I — Ka-
CKaJbl MTPUXOBBIX TPEUINH; 2 — YIJIOBOI U3rM0 TPEeIIMHBI (MapKep ypearia3Mbl); 3 — CBETIble KPUCTAJUIBI, 4 — cepble KPUCTAJLIbI;
5 — CKOTUIEHUS MEJIKUAX CTPYKTYP YEPHOTO LIBETa; 6 — KOPOTKME apKaAHble TPELIUHBI; 4, ¢, d, e, f — MUKPOCKOTHUS B GEJIOM CBETE.
®daiuy MOYM 3A0POBOTO UejoBeKa: ¢ — HaTUBHOM; f — ¢ Jlutoc-peareHToMm; a, ¢, d, f — yBen. X12; b — yBen. x40 (MUKpOCKOMHUS
B IOJISIPU30BAaHHOM CBeTe); e — yBea. X80

Fig 1. Facies of urine and their fragments of patient X.: a, b — native urine; d, e — urine with Lithos reagent. Arrows: / — cascades of
dashed cracks; 2 — angular bending of a crack (ureaplasma marker); 3 — light crystals; 4 — gray crystals; 5 — clusters of small black
structures; 6 — short arcade cracks; a, c, d, e, f — microscopy in white light. The facies of a healthy person’s urine: ¢ — native; e — with
Lithos reagent; a, ¢, d, f — X12; b — x40 (microscopy in polarized light); d — %80

UMeJId paauaibHON HampaBAeHHOCTU. bobliyio yacTb ®danuu CUHOBUAIBHON XUAKOCTU OojbHOro X.
LIEHTPAJILHOUM 30HBI UCXOAHOW (auuu mnamueHTa X. (puc. 3, a) 3HAYUTENBHO OTIWYATUCH OT (haluii maru-
3aHUMAIOT TIOJISI MEJNKO3EPHUCTBIX CTPYKTYP CBETJIO- €HTOB C TOHAPTPO30M (b) 1 3MOPOBBIX J0aeH ().

ceporo uBera. CyrouHasi ¢auusl mpeAcTaBlieHa B 4a- danysg cMHOBUAILHOM XUIKOCTU MalKeHTa X. UMe-

CTUYHO TEMHOM II0JIE, €€ CTPYKTypa MMECT IMPU3HAKHN €T MHTCHCHUBHO CCprI71 OBET C IIPOCBCTIICHUAMU, B TO
XpOHI/I'{eCKOfI SHIOT€HHOM MHTOKCUKALMU: YaCTUYHOE BpeMsA Kak (I)aLII/II/I nalueHTOB 0e3 MaToJIOTUM CyCTaBOB
pa3aBOCHUE (I)aLII/II/I ¥ TOKCUYECKUE OJISIIIKY. n C TOHAapTPpO3OM HMCIOT KeJIToBaThIi 1BEeT. B To Xke

Puc. 2. @anuu CHIBOPOTKU KPOBM maiMeHTa X.: @ — MCXOMHAsI C MOJSIMUA MEJKO3EPHUCTBIX CTPYKTYP CEpPOro 1iBeta; b — cyToyHas
(MUKDPOCKOIMS B YACTMYHO TeMHOM mosie). CTpenku: I — ToJid 3epHUCTHIX CTPYKTYP Ceporo LiBeTa; 2 — rpaHMIla YaCTUYHOTO pa3-
nBoeHUS daruu; 3 — Tokcuueckue Ok, Danuy ChIBOPOTKU KPOBH 3M0POBOTO YeJIOBEKa — FapMOHMYHOE CTPYKTYPOIOCTPOCHUE
(¢ — ucxomHasi; d — cyToyHast). MuKpockomnus B 6eJioM cBeTe. YBed. X 15

Fig. 2. Blood serum facies of patient X.: ¢ — initial with fields of fine-grained gray structures; b — in a day (microscopy in a partially
dark field). Arrows: I — fields of gray granular structures; 2 — boundary of partial facies bifurcation; 3 — toxic plaques. The facies of the
blood serum of a healthy person are harmonious structure (¢ — initial; d — in a day). White light microscopy. X 15
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Puc. 3. ®anuy cMHOBUAIBHOM XUAKOCTH MAIIMEHTOB: ¢ — C OXPOHO30M M FOHAPTPO30M; b — C TOHAPTPO30M, ¢ — 0e3 MaTOJOTHHU
cycraBoB. CTpeiKaMu MOKa3aHbl BEPETEHOBUIHBIE 00pa30BaHUs — MapKephbl ToHapTpo3a. MUKPOCKOMHUS B O6eJIoOM cBeTe. YBed. X 15

Fig. 3. The facies of the synovial fluid of patients: a — with ochronosis and gonarthrosis; & — with gonarthrosis, ¢ — without joint pa-
thology. Arrows show spindle-shaped formations — markers of gonarthrosis. White light microscopy. X 15

BpeMs, (danus CUHOBUAJIBHON XMIKOCTM MallMeHTa
C OXPOHO30M MMEET CTPYKTYPHOE CXOACTBO C (harmei
nanreHTa ¢ TOHapTPO30M: MO BCE OKPY>KHOCTH IIPO-
MEXYTOYHOI 30HBI PACTIOIOKEHBI BEPETEHOBUIHBIE 00-
pa3oBanus (puc. 3, a m b) — MapKephl IeTeHepaTUBHO-
IUCTpo(UIecKoro mpoilecca — apTposa [2].

OCcO0eHHOCTb CTPYKTYpHl (halli¥ CUHOBHUAJIbHOM
JKMIKOCTH TIAlIMEHTa C OXPOHO30M COCTOSJIA M B TOM,
4TO ee KpaeBas (opraHuJeckas) 30Ha ObUTa 3HAYUTENIb-
HO IIMpe IO CPaBHEHUIO C TAaKOBOM y MalveHTa Oe3
OXpOHO3a M (hparMEHTapHO MPOCTUPAJIACh B IIPOME-
JKYTOYHYIO 30HY, YTO YKa3bIBajJO Ha 3HAYUTEIbHOE Ha-
KOIIEHHE OPTaHMYECKNX MAacC B CMHOBUAJIbHOW XMI-
KOCTH.

BepereHoBuaHble o0pa3oBaHus B (alyu 00JbHOTO
OXPOHO30M OBLUIM MMIIPETHUPOBAHbBI MEJIKO3EPHUCTHI-
MM MaccaMU CBETJIO-ceporo 1Bera (puc. 4, a). Y manu-
eHTa 0e3 OXPOHO3a BEPETCHOBUIHBIC 00pa30BaHUSI HE
MIMeJIU TaKoil mMmperHanuu (puc. 4, b).

Meton KpaeBoii nermapatanud. B aHanuMTHYecKux
sl9eiiKkaX CBhIBOPOTKM KPOBU COCTaB aHU3O0TPOIIHBIX

CTPYKTYp (aHM30MOP(OHOB), OBLT TMPEACTABIEH IIIM-
pokuM criekTpoM. Ha pwuc. 5, ¢ mokazaH TUNWYHBIA
aHMU30MOP(OH CHIBOPOTKM KPOBHU 3IOPOBOTO YEJIOBE-
kKa — cdepomut. IlomoOHBIE cPeponmUTH y MamMeHTa
C OXPOHO30M OTCYTCTBOBaIM. AHM30MOP(MOH, TIpemI-
CTaBJICHHBIA Ha puC. 5, b, omnricaH HaMU paHee y 00JIb-
HBIX OCTEOXOHAPO30M IIEHHO-TPYAHOIO OTHesa II0-
3BOHOYHMKA B COYETAHWU C XPOHMYECKOW HIIeMUEH
TOJIOBHOTO MO3Ta [5]. DTOT chepouT KaK OB pa3ioMaH
Ha (parMeHThl. MeJiKue TeMHbIe TOUKM Ha €T0 TIOBEPX-
HOCTM — TIpU3HAK WIIEMUU TOJJOBHOTO MO3ra. AHM30-
MOp(OHBI, KOTOPBIE TIPEACTABICHBI Ha PUC. 5, c—f, MbI
He HaOJoganM paHee HU MPU KaKWUX ITaTOJIOTHYECKUX
cocrostHUSIX. Tak, B ceponute (puc. 5, ¢) BUTHO KpyTI-
HOE BKJIIOYEHME YEPHOTrO LIBETA B LIEHTPE U XaOTUYHO
pa30pocaHHbIe YepHBIE TISITHA.

Ha puc. 5, d koH11eBOli (hparMeHT IeHIpPUTa COMEP-
KUT SIpKUE ILIBETHBIE BCTABKU, pacyepuyeHHBIE B BUIC
MeJKoi ceTouku. ITomoOHBIN (hparMeHT MpeacTaBieH
M Ha pucC. 5, e, IpU 3TOM BCs Macca aHU30MOpGhOHA
HaChIIIIeHa MHOXECTBEHHBIMU TOUYEYHBIMHU BKpaILic-

Puc. 4. ®parmeHTH haluit CAHHOBUATBHOM KUIKOCTH MAallMEHTOB C TOHAPTPO30M: @ — B COYETAHHU C OXPOHO30M; b — 0e3 OXPOHO3a.
Crpenku: I — KpaeBble 30HbI OPraHUYECKO# CyOCTaHIIMM; 2 — OTIOXKEHUST TEMHO-CePhIX 3¢ PHUCTHIX Macc; 3 — BepeTeHOBUIHBIC 00-
pa30BaHMsI C HAJIOXXKEHUEM MEJIKO3EPHUCTBIX MACC CBETIO-CEPOro 1BeTa; 4 — BepeTeHOBUAHBIE 00pa3oBaHus. YBea. X80

Fig. 4. Fragments of facies of synovial fluid of patients with gonarthrosis: @ — in combination with ochronosis; & — without ochronosis.
Arrows: I — marginal zones of organic substance; 2 — deposits of dark gray granular masses; 3 — fusiform formations with superimposed

fine-grained masses of light gray color; 4 — fusiform formations. X80



N.N. Priorov Journal of Traumatology and Orthopedics. 2020, Ne 4

Puc. 5. AHU30MOpP®OHBI CHIBOPOTKU KPOBU: @ — 3A0pPOBOro yejgosBeka, X100; b—e — mamueHTa ¢ OXpoHO30M: b, ¢ — yBel. X400;
d, e — yBen. X800. Ctpenka I — ceryarsie CTPYKTYpHI. [ImacTuHYaThIT U30MOPHOH CHIBOPOTKU KPOBU: f — MALIMEHTA C OXPOHO30M,
yBesa. X200. Ctpenka 2 — OTJIOXEHUsI Macc CEporo 1BeTa; a—e — MUKPOCKOIUs B MOJISIPU30BAHHOM CBeTe; f — B YACTUYHO-TEMHOM
mnoJie

Fig. 5. Anisomorphones of blood serum: a — healthy person, x100; b—e — patient with ochronosis: b, ¢ — X400; d, e — x800. Arrow / —
mesh structures. Serum plate isomorphone: f — patient with ochronosis, X200. Arrow 2 — gray mass deposits; a—e microscopy in polarized
light; f — in a partially dark field

Puc. 6. UzoMopdoHB CHHOBHATBHOMN XKUIKOCTH: @ — MAIIOPOTHUKOOOPA3HBIA; b — TIEPEXOIHBIN; ¢ — TJIACTUHYATHIN; d—f — TUTaCTUH-

yaThble C BKJIIFOYEHUEM Macc ceporo 1Beta u pparmeHTanueit. Yeen. X100

Fig. 6. Isomorphones of synovial fluid: @ — fern-like; b — transitional; ¢ — lamellar; d—f — lamellar with the inclusion of gray masses and

fragmentation. X100
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HUusSMU. B aHanuTHYecKoli sueiike CHIBOPOTKM KPOBU
OOJIBHOTO OXPOHO30M PEIKO BCTPEYAIMCh ILIACTHHYA-
ThIe U30MOPGOHBI, IIPU 3TOM UX OCOOEHHOCTD COCTOSIIa
B TOM, YTO OHM BKJIIOYAJIU CEPhIe MACCHl B HEOOJIBIIIOM
KoianyecTBe (puc. 5, f).

B aHanuTMyeckmx sueiKax CMHOBUAIBLHOM XXUIKO-
CTU OOHApYXeHbI TOJBKO M30MOP(MOHEI (puc. 6). 13-
BECTHO [6], 4TO cocTaB M30MOP(MOHOB CHHOBUAIBLHON
KMIKOCTA B HOpME TPEIACTaBICH ABYMSI TUIIAMU: I1a-
MOPOTHUKOOOPA3HBIMU U TTepeXoaHbIMU (puc. 6, a, b).
[Tpu roHapTpo3e mIacTUHYaTbie U30MOP(MOHBI COCTaB-
JIsioT 00 75 % obmiero cocraBa M30MOP(MOHOB U HeE
MMeEIOT KaKUX-T1u00 BKIOUeHU (puc. 6, ¢).

VY nmanueHTa ¢ OXpOHO30M AaHAIUTUYECKUE STYEHKU
cozepXaau TOJbKO TIJIacTMHYAThie M3oMopdoHbl. Bee
OHM BKJTIOYAJIM TTMTMEHTHBIE MAcChl CEPOTO 1IBeTa. DTH
MacChl MOIJIM HE BBIXOAWUTHh 3a TPAHUIILI ILJIACTUHBI
(puc. 6, d), HO Jalle BCEro IUIACTUHYATBIE U30MOPDO-
HbI CTAHOBWJIACH (DparMEHTUPOBAHHBIMU (€) W TePSUIN
CBOIO OCHOBHYIO hopmy (f).

OBCYXKIEHUE

OxpoHO3 (CMHOHUM — ajKanTOHYpUsI) — pel-
Koe 3aboneBanue (1 caydait ma 100 000—1 000 000
4yeJoBeK), OOyCIOBJIEHHOE MyTallMeil TeHa, OTBeT-
CTBEHHOTO 3a BbIPA0OTKY (bepMEeHTa TOMOTeHTHU3aT-
1,2-muokcureHassl [7—9]. Mytamusi reHa HOPUBOIUT
K CHUXXEHUIO aKTMBHOCTHM 3TOTrO (hepMeHTa, UYTO BbI-
3bIBAET HAKOIJIEHVWE B OpraHu3Me TOMOTEHTU3UHOBOM
KUCJIOTBI, KOTOpasi TpaHC(OPMUPYETCSI B TUTMEHT aJl-
KanToH. AJIKanTOH JIMIIb YaCTUYHO BBIBOJUTCS Yepe3
CHCTEMY MOYEBBIJCICHMS, a €r0 OCTATOYHOE KOJIMYe-
CTBO TIOCTETIEHHO HAKaIlJIMBAETCS B XPSIIEBOU U APY-
TMX BUJAX COENMHUTEIbHOU TKaHU, YTO BBI3bIBAET UX
MOTEMHEHUE W TOBBIIIEHHYIO XpynKocTb. HaubGosee
3HAYUTENbHbIE W3MEHEHUs IMPOUCXOMSIT B OIMOPHO-
JIBUTATEJILHOM allfnapare, KOTOpble KJIMHUYECKU Ha-
YUHAIOT MPOSBISITHCS B Bo3pacTe 30 6T M cTapilile.
HaxkormieHue B opraHu3Mme ajikalToHa COIMPOBOXIA-
€TCsl Pa3MUYHBIMU BOCMATUTEIbHBIMU TMPOLECCAMMU,
oOpa3oBaHMEM KaMHEW B TMOYKax W TpencTaTesibHOU
XeJe3e, a TaKKe IPYTUMU U3MEHEHUSIMU.

CieyeT OTMETUTD, UYTO Y KypUPYEMOTO HaMu Ma-
nuveHTa X. ObLIO BbISIBJIEHO HAJIMYUE CEPOTO MUTMEHTA
B Pa3IUYHbBIX CTPYKTYPHBIX 3JIEeMEHTaX TBEPIOM (hasbl
BCEX UCCIEOBAaHHBIX OMOJIOTMYECKUX KUAKOCTEH. DTO
yKa3bIBaeT, YTO aJTKANTOH UMEET BBHICOKYIO TPOTTHOCTD
K GEJIKOBO-JIMMTUIHBIM CTPYKTypaM OUOJOTHYECKUX
xuakocteit. JlaHHBIN (akT OOBSICHSIET ero Crocod-
HOCTb aKTUBHO BHEAPATHCS B pa3iMyHbIe TKAaHU Op-
raHu3ma.

AHaJIM3 MOYM METOJOM KIMHOBUIHOW Neruapara-
LIMU [OKa3ajl HaJlnuure B ee ausix ¢ JIuroc-peareHToM
3HAYUTEJILHOTO KOJMYECTBA KPUCTAIJIOB, OKPaIlIEeHHbBIX
B CEpBIi LIBET, YTO YKa3bIBaeT Ha MPUCYTCTBHUE B MOUe
ankanToHa. KpoMe Toro, B CTpyKTypax TBepaoil ¢a3bl
MOYM BBISIBJIEHBI MapKepbl psiia MaTOJOTMYECKUX CO-
CTOSTHUIA: BBICOKOTO PUCKA XPOHUYECKOI 0O0JIe3HU TO-
YeK, TUTTOKCUIEeCKU-UIIIEMUYECKOTO Mpoliecca B Tovey-
HOM TKaHU C MpU3HAKaMM MOBPEXIEHUS TPaHYISIPHOTO
arnapara, BbICOKOTO pucKa pa3BUTUs HedposnTHasa,
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a Takke HOCUTENIbCTBA ypearuia3Mbl. be3ycioBHO, 10-
SIBJIEHWE JAaHHBIX BUIOB MATOJIOTMU CBSI3aHO C ITOCTO-
STHHO BBICOKOM (hPYHKITMOHAIBHOIM HATPy3KOi Ha TTIOYKH
B pE3yJbTaTe€ BBIBENCHMS aJIKallTOHA — OCHOBHOTO
MeTaboIuTa IIPU OXPOHO3E.

Bmecrte ¢ TeM, OYKM HE MOTYT OOecHeYuTh ITOJ-
HBI KJMpEHC ajKanToHa U3 opraHuzma. Ocratou-
HbIA (hepMEHT UUPKYIUPYET B KPOBU, €ro IIPUCYTCTBHUE
MPOSIBIISICTCSI B CTPYKType (paluii CHIBOPOTKU KPOBU
naiueHTa X. HAUIMYMEM MPU3HAKOB XPOHUYECKOU SH-
JIOTEHHOI MHTOKCUKAIWKU (JIBOMHAS (palinsi CHIBOPOTKH
KpOBM M TOKCUUYECKME OJISIIKN), a TAKKe B BUJIE TTOJICH,
OKpallleHHBIX B cepblii 11BeT. OmHako 0ojee YeTKHe
MPM3HAKU OXPOHO3a OBUIM BBISABJICHBI B aHU30MOP(hO-
HaxX ChIBOPOTKM KPOBU — CTPYKTypax, 00pa3yroLIMXCs
npu KpaeBoil geruaparauuu. B aHnzomopdoHax omnpe-
JIeISUIMCh TOJMXPOMHBIE BKJIIOYEHUSI C MpU3HAKaMU
JEeCTPYKUUN 0a3uCHOM OCIKOBO-JIUIIUMIHON MAaTPUIIbI
aHu30MOpOHAa, a TaKXKe TOUYEYHbIE BKPATUICHUS 4Yep-
HOTO IIBETA 1O BCeii ero riomanu. To ecTh IPUCYTCTBY-
IOIIMI B CHIBOPOTKE KPOBM aJIKAIITOH HE TOJHKO BHE-
NPSIETCS B CTPYKTYPBI PACTBOPEHHBIX B HEM BEIIECTB, HO
M BBI3BIBAET MX NECTPYKIIUIO.

Bech KOMILIEKC CIOXHBIX B3aMMOACUCTBUA, MpPO-
HWCXOISIIMX B CUHOBHUAJIbHOU 0O0OOJIOUKE IIPU OCTe-
0apTpo3e M OXpPOHO3e, Hauboliee SIPKO OTpaxKaeTcs
B MOP®MOJIOTMYECKON KapTUHE (DAl CUHOBUAJIBHOI
xuakoctu. Tak, B dalusx CMHOBUAIBHON XXUIKOCTHU
manueHTa X. BBISIBJIEHBI CIenMduueckue MapKepbl
B BHUJIE BEPETEHOBUIHBIX 00pa30BaHUI, BITTIOJTHEHHBIX
MEJIKO3EPHUCTBIMM MaccaMHu ceporo uBeTa. JlaHHBII
MapKep YKa3blBaeT Ha apTpo3, CBSI3aHHBIA C Mac-
CUBHBIM OTJIOXXEHMEM aJIKallTOHAa B XpSIIEeBON TKaHU
cycTaBa.

He meHee sipkuM MapKepoM OXpOHO3a BBICTYIIaeT
IUTaCTUHYATHI M3oMop¢oH. PaHee Hamu ycraHOBIIe-
HO, YTO TJIACTUHYATHIM M30MOPGHOH B OUMOJIOTUYECKUX
SKUIIKOCTSIX SIBJISIETCSI MApKEPOM JI€CTPYKIIMU, KOTOPBI
MpeNCTaBIeH CTPYKTYpaMU XOJIeCTEpUHA, BHICBOOOINB-
LIEerocst U3 MeMOpaH ITOruoIIMX KJIETOK [6]. ¥V maiueHTa
C OXpPOHO30M aJIKaliTOH BXOAWUT B COCTaB BCeX ILIa-
CTMHYATBIX U30MOP(POHOB CHHOBHUAJBHON >XMIKOCTH.
Mopdosiornyeckasi KapTMHa 3TOrO COYETAHUS JEMOH-
cTpupyeT (akT arpeccud ajkantoHa. Ero BHempeHue
BBI3BIBAECT (hparMeHTALlMIO IJIACTUHYATBIX CTPYKTYP,
YTO, TO-BUAUMOMY, MOXET OBITh HAOTOJTHUTEIHHBIM
MPU3HAKOM XPYIKOCTU TKaHEW CYCTaBHBIX IMOBEPXHO-
cTei.

SAK/IIOYEHUE

HccnenoBanue TBepaodasHbIX CTPYKTYP HEKIETOU-
HBIX TKaHEel 00JIbHOTO OXPOHO30M TO3BOJISIET BLISIBUTD
crnenudryecKkre MapKephl ISl TaHHOW MaToJI0TUU. DTO
JaeT BO3MOXHOCTb: YTOYHUTH OUATHO3, OMPEACIUTH
CTENeHb aKTUBHOCTH TATOJIOTMYECKOTO Ipoliecca, BbI-
SIBUTh OCJIOKHEHUSI M COIYTCTBYIOIIME 3a00JIeBaHMUS,
MPOTHO3UPOBATh PUCKU NATbHEWILNEro pa3BUTUSI Ma-
TOJIOTMM, KOHTPOJMPOBATh PE3YJbTaThl MPOBOAUMON
MOAJAEPXUBAIOIIEe Tepanuu OOJBLHOTO, a TakXke ObITh
OCHOBOM B ITOMCKE CPEACTB aKTHUBHOTO BO3IEWCTBUS Ha
9T0 3a00JIeBaHUE.
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