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TPYAHOCTU AUATHOCTUKHA
CUCTEMHOW CKJIEPOOEPMUN

B cTaTtbe rnpoaHann3npoBaHbl KIIMHUYEeCKue, 1a60paTopHbIe, MHCTPYMEH-
TasIbHblIe, MOPEOSI0OrM4ECKNE METOAbI UCC/IEA0BaHUS NaLMEeHTOB C NoA0-
3peHnemM Ha cucteMHyto cknepogepmuio (CC/L). MNpuBeneHsl pe3ynbTa-
Thbl KITIMHUYECKOro HabiroaeHuns beicTponporpeccupytoLero redeqHvs CCL
y 37-n1eTHero Myxu4uHsi. [lpeacTasieH aHaMHE3, KIIMHUYeckasl KapTyHa 3a-
6os1eBaHUsI, Pe3yibTaTkl 1a00PAaTOPHBIX, UHCTPYMEHTaJIbHbIX N MMCTOJ10-
ruyeckux uccaenoBaHuii. lokasaHbl BO3MOXHbIE TPYAHOCTY B ANArHOCTH-
ke CC/L npwn oTcyTcTBUM crieumpuyeckmx Mapkepos 3aboneBaHus. Cae-

JlaHbl BbIBOAbl 1 aHbl pekoMeHalunu ro BeAeHWo naumneHToB co cxofHou

KnioueBble cnoBa: cucremHas
ckepoaepMus, AMarHOCTHKa,
KIIMHMYecKasl KapTuHa.

BBEAEHUE

CucteMHas cknepoaepmus (CCL) — Takenoe cu-
CTeMHoe 3ab0s1eBaHNe COeAVHUTENBHOM TKaHW, Xapak-
TepuU3YIoLLLEECSs reHepaIMn30BaHHbIMWN AereHepaTUBHO-
ANCTPODUYECKUMU USMEHEHNSMWN COEONHUTENBHON
TKaHM CO CBOe0Opa3HbIM MOopaxeHMeM KOXM, ONMOPHO-
OBuraTefibHOro annapara, BHYTPEHHUX OPraHoB 1 Ba-
30CnacTU4ECKMMU HapyLLEHVSIMY TUNa cnHapoma Pen-
HO. OTO 3ab0siIEBaHME pPacnpoCcTPaHEHO BO BCEM MUpPeE.
CpenHsis 3aboneBaeMocTb cocTaBnseT 12—-14 cnyyaes
Ha 1 MiIH HaceneHus. 3aboneBatoT 0ObIYHO N1LA B BO3-
pacte 30-40 neT, XeHLmHbl 6onetoT B 4—8 pas vaile
My>xumH 3:1 (Mepepepwii B.I'., Tkay C.M., 2009).

Otnonorua CC/H 0o KoHUa He BbisicHeHa. Pas3Bu-
Tne 3ab0neBaHNnsl, BOBMOXHO, OOYCIOB/IEHO FreHeTu-
4YeCKOW NpenpacnosioXeHHOCTbIO B COYETaHUM C BO3-
nelncTeMemM HebnaronpuaTHbIX 9K30- U 3HAOMEHHbIX
dakTopoB. HEOAHOKPATHO MbITAIMCh CBA3ATh BO3HUK-
HoBeHne CCJ, ¢ pasnnyHbIMy NPOBOLMPYOLWMMN dak-
TopamMu, TakMMmM Kak MHPEKUMS, XUMNYECKME areHTbl,
CTpecc, HeMPO3HAOKPUHHBIE COBUMA, TPaBMa, BUbpa-
LUMS, OXnaxneHue n ap.

B natoreHese 3ab60neBaHNsA OCHOBHOE 3HaYeHne
MMeeT HapyLleHne meTabonnama konnarenalu lll tuna
M APYrX KOMMOHEHTOB COEONHNTENBHOW TKAHW BCeS-
CTBME HapyleHus GyHkumm dnbpobnacTtoB v rnag-
KOMBbILLIEYHbIX KNEeTOK COCYOUCTOM CTEHKN. Ba3oKoH-
CTPUKTOPHbIE CTUMYIIbI (X004, 3MOouUK, TPOMOO-
KCaH A,, CepPOTOHWH) BbI3bIBAIOT AasIbHENLLEE CY>XXEHNE
cocynoB 1 popmMupoBaHne peHomeHa PenHo B Koxe
1 BHYTPEHHKX opraHax. [Mpw nopaxeHum cocynos no-
Yyek CTUMYNALUNS PEHUH-aHMMOTEH3MHOBOWM CUCTEMBI
NPMBOOUT K MOPOYHOMY KPYry Ba30OKOHCTPUKLNN. AK-
TUBMPOBaHHbLIE TPOMOOLTHI BLICBOOOXAAOT (akTo-
pbl, MOBbLILLAKOLLME NPOHMLAEMOCTb COCYA0B, U dak-
TOpbI-NpokoarynsHTel. Pnbpo3 TkaHel cunTaroT pe-
3yNbTaToOM CTUMYNSauUMn GubpobnacToB B YCIOBUSX
MHTEpPCTMUManbHOro oteka. KnmHuyeckn pasnuyaior
INPOyY3HY0, OrpaHnYeHHyo (6nsLledHyo) 1 nepe-
KPecCTHble (CcknepoaepmMmus + 0epMaTtoMnosnT) dop-
Mbl 3a6oneBaHus (Mycesa H.I"., 1993; 2002; Kopobeii-
HukoBa 3.A. n coasT., 2004).

KJINHWNYECKOWI KaPTUHOM.

Ona CCL xapakTepHbl 06LMe CUMATOMbI 3abone-
BaHWs. [NaBHbIN AnarHocTMYecknii kputepuin CCO —
XapakTepHoe nopaxeHne Koxu. KoxHble n3MeHeHns
HabNoaaTCs NPENMYLLLIECTBEHHO Ha NINLE U pyKax.
JInyo ctaHoBUTCSA Mackoobpas3HbiM M aMUMUYHBLIM
C Y3KOI POTOBOW LLENBIO, BOKPYr KOTOPOW pacnona-
raloTcs rnybokme MopLLMHbI B BUAe kuceTa. MNanblbl
PYK NOKPbITbI MJIOTHOM G1eCTALLEN KOXe, YTO B cove-
TaHUM C BbIPAXEHHOM AedopmMaumen n Tyronoasmx-
HOCTbIO CO3[aET KapTuHY cknepogaktunuu. NHoraa
B MOOKOXHOWM KNeTyaTKe U NepuapTUKyIspHbIX TKa-
HAX BbIABASIOTCA OTJIOXKEHMUS KanbLUs, a KOXa B 3TUX
yyacTkax nogBepraeTcs pacTPeCckMBaHUIO C Nocneny-
IOLLIM UCTOLLLEHUEM KanbUMOUUMPYIOLWEro MaTepma-
na. Hepenko nepBbIM CUMATOMOM s1BNSIeTCA GEHOMEH
PelnHo. CycTaBHO-MbILLEYHbI CUHOPOM NPOSIBASETCS
apTpanrven B KPYnHbIX CycTaBax U NoaMapTpuToM.
MNMopaxeHne MbILLLL NPOSBNSETCS KapTUHOM Gprbpo3n-
PYIOLLErO MMNO3UTA U MblLLEeYHOM cnabocTbio. Cpe-
Oun BucLepanbHbix nposieneHnii CCL Ha nepBoM mMe-
CTEe CTOUT MOpPaXeHMe NMULLEBAPUTENIBHOIO TpakTa.
Yauie B npouecc BOBAEKAKTCS MULLEBOA U KULLIEY-
HUK. KnnHnyeckn nopaxeHne NnLeBoaa NposaBAseT-
cs gucdarnen, cpbirmBaHneM, MHorga pBoTon. o-
paxeHue Nerknx xapakTepunayeTcs pasBUTUEM MHEB-
MOCK/IEPO3a, MPEVMYLLLECTBEHHO B HUXXHUX OTAENax
1 cybnnespanbHbix obnacTtax. BosneyeHne B nato-
norunyeckui npouecc cepgua npy CCL 4yacto KnnuHm-
YECKM He BbIPaXEeHO, OAHAKO XxapakTEepPHO NOpaxeHne
Muokapaa — B BUAE NepPBUYHOTO HEKOPOHAPOreHHO-
ro kapamocknepo3sa. lporpeccupoBaHme npolecca
B MMOKapae NpMBOAUT K Pa3BUTUIO CEPAEYHON HEOO-
cTaTto4dHOCTU. [pm 9TOM OTCYTCTBYIOT nepudepunye-
CKMe 0Teku BCNeaCTBUE YNIOTHEHNS KOXN U MOLKOX-
HOW KneTyaTkn. MNoyeyHbln CUHAPOM MPOABIAETCS XPO-
HMYECKM MPOTEKALWMM HEPPUTOM N PEXE — OCTPOW
CKIIepoaepPMMNYECKON HedponaTnem («<MCTUHHas ckne-
poaepmuyeckas noyka»). Octpas cknepoaoepmmye-
ckasi HedponaTtus xapakTepmadyeTcs O6bICTPO Hapac-
TalLWMMnN U3SMEHEHNSIMU B MOYE, NMPOrPeCCUpPYIOLLEN
NMOYEYHOM HEQOCTATOYHOCTLIO C PA3BUTUEM 310KaYe-
CTBEHHOW r’MNepToOHUn, OTCYTCTBMEM addekTa oT ne-
YyeHus. [opaxeHne NoYek No TUNY XPOHUYECKOro He-
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dpuTa npoTekaeT bonee [OOPOKAYECTBEHHO, OT na-
TEHTHOM HOPMbI A0 BbIPAKEHHOM B BUAE CTOMKOrO
MOYEBOIro CUHAPOMA, OYHKLMOHAbHBIX HAPYLLIEHWUIA,
OTeKOB, apTepuanbHon runepteHsun (l'ycesa H.I.,
2002; bonoTtHasa J1.A. ncoagrrt., 2004; NMepenepwii B.IM.,
Tkau C.M., 2009).

Ha npegBapuTensHOM aTane guarHocTkn ocoboe
3HauYeHne nMeeT TpMaaa nepBoHaYasbHbIX NPU3HAKOB
3aboneBaHus: cMHAPOM PeliHo, xapakTepHble nopaxe-
HUS KOXW, CyCTaBHOM CMHAPOM. B ganbHenem B npo-
LLECC BOBJIEKAIOTCS MHOTOYMCIEHHbIE OpraHbl U TKaHW.
B 3aBMCKMOCTM OT KIIMHNKO-N12B0opaTopHbIX NokasaTte-
Nei BblAENsoT TPU CTEMNEHN aKTUBHOCTMU.

JlabopaTtopHble gaHHble 00bl4HO Hecneunduny-
Hbl U UMEIOT OTHOCUTESIbHYIO ANArHOCTUYECKYHO LIEH-
HOCTb, Kak NpaBunio, OTPaxarT CTENEHb aKTUBHOCTH
BOCMaNINTENbHOIO npouecca u rnybuHy KIMH1MKo-na-
O0opaToOpHbIX HapyLeHW. B kKnnHnyeckomM aHanmae
KPOBU MOXET OTMEeYaTbCs LIUTOMNEHNS ayTOUMMYHHOIO
reHesa. 4Y1cno nemkounToB HOPMasbHOE, BO3MOXHA
yMepeHHasi HOPMOXPOMHasi aHeMUS, yBeMyYeHa Cko-
POCTb OCeAaHns 3pUTpoLMTOB. HapyLleHns 6enkoBo-
ro COCTaBa KPOBU XapakTepu3yoTCs rmrnoanboymMmHe-
Muen, runeprammarnobynmHemuneii. Cneumbunyeckm-
mu gna CCL, asnsatotcs aHTn-Scl-70 (cneuyduyHoCcTb
81-98%, yyBCcTBUTENBHOCTL — 28-70% ANa pasnuy-
HbIX HABOPOB), aHTULLEHTPOMEPHbIE aHTUTEeNa (NoJo-
XNTeNbHbIN pe3ynbtaTy 60-90% 60/bHbIX) U aHTUHY-
KneapHble aHTUTeNa (MONOXNUTENbHBIN pe3ynbTtaTy 40—
90% nauneHToB) (Guildner H.H. et al., 1994).

CyLLEeCTBEHHYIO MOMOLLb B AMarHoctuke 3abone-
BaHWs OKa3dbliBaeT MOPDONIOrM4EeCKOEe UCCeq0BaHME
O1onNTaToB KOXW, CUHOBMAJIbHOW 000/I04KN N MbILLL,
BbifiBASOLLEE PUOPO3HYIO TPaHCHOPMALMIO TKAHEN,
MaTosIorvo COCya0B U APYrne U3MEHEeHUs, OgHaKo pe-
LLaloLLLEN B YCTAHOBIEHUM OMarH03a 0CTaeTCs KIIMHU-
yeckas cumntomaTurka 6onesnn (MNycesa H.IM., 2002).

Mpobnema amnarHocTukn CCHL — MHOrorpaHHa
1 TpyaHa. OHa BKOYAET 3HAHME U YYET KIIMHUKO-Na-
TOreHeTU4ecknx ocobeHHOCTelM TeveHns 3abonera-
HWS HA COBPEMEHHOM 3Tarne, aHaMHEeCTUYECKUX CBe-
neHunin o 3aboneBaHnn, NCMNOSIb30BAHUS AUNArHOCTUN-
YECKUX KPUTEPUEB paHHEN n gnddepeHunanbHOM
anarHocTukm. AuarHod CCL, ocHOBbIBaeTCH Ha co4e-
TaHUM KIIMHWYECKUX CUMMTOMOKOMIMIEKCOB, KOMOUHA-
LM ANarHOCTMYECKNX MPU3HAKOB, MOJIYHYEHHbIX B pe-
3ynbTaTe KIIMHUYECKOro, MIHCTPYMEHTaNIbHOro, UMMY-
HOJI0rNYECKOro N MopdONOrM4eCcKoro NCcrnegoBaHunii.

OCHOBHA4A YACTb

B kadecTBe npumepa TpyoHOAMArHOCTUPYEMOM
CCA npuBOogMM KnMHUYECKUin cnyyan. bonbHon K.,
1975 r. poxgeHnus (37 neT), NOCTynua B peBMaToNo-
rnyeckoe otaeneHune JlyraHCcKom ropoacKom KnnHuye-
ckov MHoronpoduabHom 60bHULLI N2 104.01.2012T.
c>xanobamu Ha 60J1b B MpaBOM MJ1e4EBOM CyCTaBe, Bbl-
CbIMaHNA NO TUMNY «MPaMOPHOCTU» Ha Beapax, Tyno-
BULLE, OHEMEHME, 39O0KOCTb, UBMEHEHME LIBETA KOXM
npuv BO3OENCTBMN XONIOA0BbIX HArpy30K, YMJIOTHEHME
KOXW TYN0BULLA, BEPXHUX KOHEYHOCTEN, KNCTEN, OLLY-
LLEHME CTSHYTOCTM KOXW B 06nacTu nmua.

NNIKAPKO-NPAKTUKY

MaumeHT 6oneeT c ceHTabpsa 2009 r. 3abonesaHve
HaYMHaNOChb C NOSIB/IEHUS BbICbINAHMIA NO TUMY Nanyn
B o6nacTtu nba, ywein, wewn. Jepmatonorom Obin ycra-
HOBJIEH AMarHo3 «b6ones3Hb [Aueepxmn» (3aboneaHne
KOXM, pa3BMBatoLLLEECS B pe3dy/bTaTe HapyLLEeHNs Opo-
rOBEHUS N NPOSIBASAIOLLEECS MHOXECTBEHHBIMU MES-
KUMM DONNUKYNSPHBIMW OPOrOBEBAIOLLIMMU NManynamu,
oaHa us popm kepato3os). 3umoit 2009 r. nosBUIUCh
BbICbINAaHMS Ha KOXe Mo TUNY MPaMOPHOCTU. YNIOTHe-
Hue koxu ¢ neta 2010 r. NOCTENEHHO pacnpoCcTpaHs-
JI0Cb C BEPXHUX KOHEYHOCTE C nepexoaamm Ha nnLo,
YLK, Weto, FPYAHYI0 KNeTKy, KUCTU, XMBOT. B TeueHne
2 nocnegHux net Habnwpanca n nedmnca B Obnact-
HOM KO>KHO-BEHEPO0rM4eCkoM ANCnaHCcepe C He3Ha-
4YUTenbHbIM yNyylleHeM. B cBA31 ¢ COMHEHUSIMU OT-
HOCWUTENbHO NPaBUILHOCTU AMarHo3a v ans onpeae-
JIEHUNS! TaKTUKM NeveHnst 60NbHON roCNUTaNN3NpPOBaH
B rOPOACKOE PEBMATONIONMMYECKOE OTAENEHME.

Mpu nocTynneHnn obLee CoOCTosiHME CpeaHen cTe-
neHu TskecTn. KoXHble NOKPOBbLI C ydacTKaMu runep-
nurmeHTaumm ¢ nueeo. Koxa 6enep, Tynosuwia, cnm-
Hbl YNIOTHEHA 60obLUe, YeM nepeaHss OploLHas CTEH-
Ka. Ha nanbuax pyk BbisiBfieH akpoumaHo3. KoXHble
NMOKPOBbI HAaJ, CycTaBaMm HE U3MEHEHbI, 00beM ABMXe-
HWIA COXPaHEH, MPW aKTUBHbIX ABVXXEHUSIX OLLYLLLAETCS
©0/1E3HEHHOCTb B MPaBOM Mnjie4eBoM cycTase. lNepu-
depuyeckme NMMeOoy3asbl He YBENNYEHbI. B nerkux gpl-
XaHne Be3UKYNSPHOe, XpUMNoB HET. TOHbI cepaua npu-
rAyWeHbl, PUTM NpaBUiibHbIN, NyNbLC 72 ya./MuH, AL,
110/80 MM pT. cT. XKnBOT MArknii, 6€36051e3HEHHbIN,
neyeHb He yBennyeHa. ModencnyckaHne ceoboaHoe,
06e360ne3HeHHOE, cMMNTOM [acTepHaLKoro oTpuua-
TeNbHbIN C ABYX CTOPOH.

Ha ocHOBaHuM xanob nauneHTa, AaHHbIX aHaAMHe-
3a 3aboneBaHus, pe3ynbTaToB 06bEKTUBHOIO NUCCHe-
[OBaHMs Ha NpeaBapuTesibHOM aTane AUarHOCTUKN
MOXHO BbIAENUTb PSA, CUHOPOMOB: CUHAPOM nopa-
XEHUS KOXM (0Tek, MHAaypauus, rmnepnurMeHTaums,
PETUKYNSPHOE NIMBEA0), CUHOPOM COCYOUCTbIX HAapy-
weHunn (PeriHO), cycTaBHOM CUHAPOM W, C y4€TOM OM-
arHocTuyeckmx kputepmes CCL, (AmepukaHckas peB-
mMartonormyeckas accoumaums, 1980) — nposiBneHne
cuHapoma PeiriHo 3a 1 rog, 4o nosiBNeHNst USMEHEHUN
KOXMW; MopaxeHne KOXU TyNnoBMLLA U KOHEYHOCTEN
(anddysHoe ynnoTHEHME KOXN B 06/1aCTU KUCTEN,
rPYLHOM KNETKW, CMINHBI, XMBOTA); rMNepnurMmeHTaums
KOXW; HaIM4ne CyCTaBHOrO CUHAPOMA — MOXHO yCTa-
HOBWUTb NpenBapuTenbHbIi AnarHo3: cknepoaepmus,
ObICTPOMPOrpeccrpyioLLee TEHEHNE, C MOPAXKEHNEM:
KOXM (NNIOTHBIN OTEK, MHAYPaUus, rMnepnMrMmeHTauus,
PETUKYNSIPHOE NIMBEA0); CYCTABOB (apTpanrus npaso-
ro nje4yeBoro cycrasa); COCynoB (CMHApPOM PerHo).

[na noaTeepxaeHns amarHo3a 60/bHOMY NpoBe-
[eHbl CTaHOapTHble NabopaTopHbIE UCCef0BaHNS
1 cneundurieckne UMMyHOIOrMYeCKNE TECTbI, MHCTPY-
MeHTaJIbHblE UCCNeaoBaHNs, a TakKe MMCTONIOrMyeckoe
nccnenoBaHve bronTarta KOXHOro JlockyTa.

O6wWwwuit aHann3 KPoBu: apuTpounTbl — 5,1-10"2/n,
HB — 145 r/n, uBeTHoW nokasatens — 28,4, nemnko-
umTbl — 13,5-10%/n (303uHOGUNBLI — 4%, Nanoyko-
anepHbole — 6%, cermeHTosaepHole — 73%, num-
dountbl — 12%, MoHOUUTLI — 5%), COD — 2 MM/M.
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NIKAPKO-NPAKTUKY

Brnoxmmunyeckoe mnccnegosaHne KpoBU: peBMaTo-
MUOHbIN hakToOp — OTpuUATEeNbHbIA; ranToOrnoduH —
14,1 mm/n; cepomykong — 5 mm/n; obLwmin 6enok —
69 r/n, 6enkoBble dpakummn: a—39r/n,p—13r/n,y—
17 r/n; AnAT — 0,58 mm/n; Tumonosas npoba — 3 en,.;
K*—3,4 mm/n, Nat — 139 mm/n, Ca?* — 2,5 mm/n; MO-
yeBMHa — 5,7 Mm/n, KpeatnHuH — 98 mm/n. Ummy-
HO-depmMeHTHOoe nccnenosaHne kposu: ANA — npo-
dunb — oTpuuartensHeiii; c-ANCA — untonnasma-
Tuyeckue HenTpodunbHble aHTuTena (Anti-PR3 IgG):
Anti-MPO — oTpuuartensHble, Anti-PR3 — nonoxn-
TenbHble; p-ANCA nepuHykneapHble HeENTpodUNb-
Hble aHTUTEena (Anti-MPO IgG), GBM — otpuuarens-
Hble, aHTN-Scl-70 — oTpuuatensHblie. AHaNM3 KpPo-
BW HA KPUOrnobynmHbl — OTpULATENbHbIA. AHANN3bI
MOYM — HOpMaA.

HaHHble OKIT, Y3 opraHoB 6pIOLLIHON MONOCTU
1 3aBpIOLINHHOIO NPOCTPaHCTBA, PEHTreHorpadun
OpraHoB rpPyaHOM KNeTkM — B Npenenax Hopmbl. Peo-
Ba3orpadus BEPXHMX KOHEYHOCTEN: MOBbILLEHNE COCY-
aucTtoro ToHyca D 1 S B KOHEYHOCTHOM y4HacTKe Npeg-
nneybe N KNCTb, 3aTPYAHEHNE BEHO3HOIO OTTOKA.

Ha peHTreHorpamme npaBoro njaeyeBoro cycrasa
OTMEYAETCS CY>KEHME CYCTaBHBbIX LLIENEN, 3aK/TIOYEHNE:!
nedopmMumpyroLLmin ocTeoapTpo3d | cteneHn. Ha peHTre-
HOrpamMme KnucTen oTtmedaetcs gedopmanms cycTas-
HbIX MOBEPXHOCTEWN C MENKMMM 3K30CTO3aMM Mo Kpa-
M AncTanbHbIX danaHr, 3aknoyeHme: aedopmMurpyto-
Wnin ocTeoapTpos | cteneHu.

M'mcTonornyeckoe MccnegoBaHne ydactka KOXu:
3aNnaepMnUc MectaMu UCTOHYEH, GasanbHbIi cnol
MArMEHTUPOBAH, B AEPME — YMEPEHHO BbIpaXeH-
HbI TMANIMHO3 KOJJIareHOBbIX BOJIOKOH. KonnyecTtso
KanuanaspoB, CaNibHbIX Xee3 1 BONOCAHbIX GONInKy-
JIOB YMEHbLLEHO, Kanuansapbl 3anycTesBlune, ¢ ynno-
LLeHHOM 6a3anbHOM MemMOpaHoi. Bokpyr kanunnapos
eaviHn4HbIe nnMdOouUTbl, Makpodarn v 303MHOPUIb-
Hble NENKOUMNTHI.

Takum 06pas3om, pesynbTaTbl JOMNONHUTESNbHbIX
METOAO0B MCCNeaoBaHns NO3BONIN ANArHOCTUPO-
BaTb CTEMNEHb aKTUBHOCTU BOCHA/IMTENBLHOIO Npo-
uecca (ypoeHb CO3 1 nenkoumToB B KIMHNYECKOM
aHann3e KPOBM yKa3blBAET HA aKTUBHOCTbL npoLuecca
| cTenenu), oaHHble peoBas3orpadum MHCTPYMEHTab-
HO NOATBEPAWIN HANM4YMe cuHgpoma PerHo, pesyinb-
TaTbl FTUCTONIOMMYECKOro NCCNefoBaHNs KOXHOMO n0-
ckyTa noaresepaunn Hanndine CCL, a gaHHble PeHT-
reHorpadum nae4yeBoro cycrtaBa — OCTe0apTpo3a
| cTteneHun, npm OTCYTCTBMU Cneunduyeckmx Mapke-
poB cknepogepmuun. CnepgoBaTtenbHO, cneundunye-
CKMe MOPaXeHNs KOXW, NOATBEPXAEHHbBIE TMCTONO-
rMyecku, Hanm4me (B COOTBETCTBUN C KJlacCUpukaLm-
€ln) KIMHUYECKMNX NPOSIBAEHN, AaXe NPpu OTCYTCTBUA
cneundunyeckmx mapkepor CC/L, no3eBonsaoT onpene-
JINTb CYLLIHOCTb NAaTONIOrMY4eCKOro NpoLecca 1 yctaHo-
BUTb KNMHU4Yeckuii amarHod: CCL, 6bicTponporpeccu-
pyloLLEee Te4eHne, akTUBHOCTDL |, reHepann3oBaHHas
dopma; ¢ nopaxeHnem: Koxmn, gnuddysHasa ckiepo-
hepmMus (MAOTHBIN OTeK, MHAypaums, rmneprnmrMmeHTa-
Lns, PETUKYISIPHOE NMBEN0); CYyCTaBOB (0NUroapTpuT
MpaBoro NJje4eBoro Cyctasa); Cocyaos (cuHapom Pei-
HO). OcnoxHeHue: HapyLleHne GyHKLMN CYyCTaBoB |.

B cooTBeTCcTBUM C NPOTOKOMAAMU NevyeHns 60b-
HOMY OblsT HA3Ha4YeH Kypc Tepanun: aHTudnbposHas
Tepanusa (MeHNUMNNaM1H), NPOTUBOBOCMANIUTENIbHAS
Tepanusa (Menokcrkam), cocyguctas tepanus (neH-
ToKCMdUNNVH), GepMeHTHbIE npenapartsbl (rmanypo-
HMAasa). YuntbiBas HU3KYIO akTUBHOCTb MpoLecca,
OTCYTCTBUE CUCTEMHbIX MPOSABNEHUN, MIOKOKOPTU-
KOCTepOubl B HACTOSILLEE BPEMS HE MokKa3aHsbl. o-
Cne npoBeAeHHOW Tepanun NauMeHT BbIMNCbIBAET-
CS1 C HE3HAYUTENbHBLIM ynydweHneM. CoxpaHsaTcs
OLLYyLEeHNEe CTAHYTOCTU, YNIOTHEHUS KOXM B obna-
CTU KNCTEWN, FPYOHON KNEeTKK, TYSI0BULLA, CMIVHBI; 356~
KOCTb PYK M OHEMEHME NPU BO3LENCTBUM XON040BbIX
Harpy3oK; yMeHbLUNIachb BblpaXKeHHOCTb 601 B Npa-
BOM MJ€4€BOM CycTaBe. PekoMmeHa0BaHO Npoaosi-
XaTb Hayatoe fieyeHne B aMOyNnaToOpHbIX YCIOBUSX:
neHuumnnamuH 125 mr/cyT, ¢ nocneayoLlen Tutpa-
Lumer 0o3bl Mo CXemMe, Mo, KOHTPOJIEM KIIMHMYECKOTO
aHanmsa KpoBU N NeYeHOYHbIX Npob, NeHTokcudu-
nnH 600 mr (1 mec), knonmuporpens 75 mr (1 Tabnet-
Ka Ha HO4b). MOBTOPHKIN OCMOTP rOPOACKOro peBMa-
Tonora — 4yepes 1 mec.

Takum 06pa3om, JaHHOe HabaeHNe UNIDCTPU-
pyeT TpyaHocTu anarHoctukmn CC/L, 6bicTponporpec-
CUIPYIOLLErO TEYEHNS Y MY>KUUHBI.

BbiBOAbI

1. CCAO otnuyaeTcsa pasHoobpasvem nposieie-
HWIA B CBA3W C BOBJIEYEHMEM B NATOJNIOMMYECKNI Nnpo-
LLECC MHOMO4YUMCIIEHHbIX OPraHOB U TKAHEW, 1 Ha paH-
Hel cTaauu CBOEro pa3BuUTUs MOXET MMETb CXOAHYIO0
KJMHMYECKYIO KapTUHY C Pas3nnyHbIMU PEBMATOSIOM -
yeckmun 3aboneBaHMaMU, 4TO TPebyeT OT Bpaya 3Ha-
HUS CUMNTOMaTUKK 6ONE3HU, yMEeHUs TaTebHO Co-
OpaTb aHaMHe3 1 AaeTanbHO 06CnenoBaTh NaUVEHTA,
MCMOJib3ysl COBPEMEHHbIE METOAbI.

2. JlTabopaTtopHble AaHHble, pe3ynbTaTbl MHCTPY-
MEHTaJIbHbIX Y TUCTONOMMYECKMX NCCNEeA0BaHNN UMe-
IOT OTHOCUTENbHYIO AMArHOCTUYECKYHO LIEHHOCTb, Kak
npasno, OTPaxas CTeneHb akTMBHOCTM BOCMANNTEb-
HOro npouecca, rnyouHy MMMYHHbIX U CTPYKTYPHbIX
HapyLleHnn. I3 coBpeMEHHbIX MMMYHOJTIOTMYECKUX
TecToB Hanbonee crneunduyHbie N YyBCTBUTESIbHbIE
ona CCL aenstoTcs: aHTn-Scl-70, aHTULEHTpOMEP-
Hble U aHTUHYK/IeapHble aHTUTena.

3. OnuncaHHbIN KIIMHUYECKUIA cnyyali pacLumps-
eT npencTasneHne o6 ocobeHHocTax TeyeHns CCL,
Y MY>XYMHbI MOJIOA0r0 Bo3pacTa ¢ ObICTPLIM Npo-
rpeccmpoBaHneM MaToNMOrMYeCKOro npoLecca n ae-
MOHCTPUpPYET TPYAHOCTU ANarHoCTUKN 3abosieBaHus
Ha HaYasibHbIX 3Tanax ero Ppa3BUTUS NPY OTPULLATENb-
HbIX pe3ynbTaTax Hanbosnee YyBCTBUTENbHbIX 1 CMEL-
dunyeckmx MeToaoB UccenoBaHus.

4. AnarHoctuka CC/LL, B cnyyae oTCyTCTBMS cneum-
dUYECKMX UIMMYHONOrMYECKNX MapkepoB 3abosneBa-
HUS fomKHa 6a3MpoBaTbCs Ha HaYabHbIX NMPOSBIIEHM -
ax 3aboneBaHus B Buae peHomeHa PelnHo B codeTaHnn
C OJHVM N3 OCHOBHbIX ANArHOCTUYECKMX KPUTEPUNEB —
NOpPaXeHns KoK — C y4ETOM CUCTEMHOCTU NOpaxe-
HWS OPraHoB N AMHAMWUKM OT MPOBOAMMOIO JIEHEHUS.

YKPATHCbKUM PEBMATONOTIYHNUMA XYPHAN o N2 2 (48) » 2012



CNMUCOK UCNOJIb3OBAHHOM
JINTEPATYPbI

BonotHas J1.A., Waxosa ®.6., Cep6una U.M. (2004) Hosoe
B NaToreHese u Tepanuu OrpaHNYeHHo ckneposepmun. Bect. nepma-
TOrun 1 BeHeponorum, 2: 31-34.

FyceBa H.I. (1993) CuctemHas cknepoaepmusi 1 NceBRoCKNepo-
nepmuyeckue cuuapomsl. Meguumna, Mocksa, 115 c.

F'ycesa H.T. (2002) CuctemHas cknepoaepmust: KNuMHUKa, AuarHo-
CTUKA, NeyeHne. Poc. XypH. KOX. 1 BeH. 6onesHeit, 4: 5—15.

KopoGeitukoea 3.A., MaptbiHoBa J1.M., AuucumoBa A.B.
(2004) KnuHuyeckme acnekTbl OrpaHUYeHHON ckneponepmum. Poc. XypH.
KOXH. 1 BeH. bonesHeit, 3: 27-29.

Nepepepnii B.T., Tkay C.M. (2009) OcHOBbI BHYTPEHHeN Meau-
LMHbI: YuebHuk. Knes, 784 c.

Guldner H.H., Szostecki C., Vosbherg H.P. et al. (1994) Scl
70 autoantibodies from scleroderma patients recognize a 95 kDa protein
identified as DNA topoisomerase I. Chromosoma, 2: 132—138.

TPYAHOLLI AIATHOCTUKU
CUCTEMHOI CKJIEPOOEPMIi

FO.0. MaHiweHkoBa, H.b. HekpacoBa,
0.0. Bepriii, B.B. KopHieHko

Peslome. Y cTarti npoaHasniaoBaHo KiiHiyHi, 1abo-
pPAaTopHiI, IHCTPYMEHTaJIbHi, MOPGOIOrIYHI METOAN
JAOCIOXEHHS nauieHTIiB i3 nigo3poto Ha CUCTEM-
Hy cknepogepwmito (CC/L). HaBeaneHo pe3ynbtatu
KJTIHIYHOrO CrOCTEPEXEHHS LUBUAKOMPOrPeCyo-
yoro nepebiry CC/Ll y 37-nitTHboro 4osioBika. Ha-
BeIeHO aHaMHe3, KJIiHIYHY KapTUHY 3axXBOPHOBaH-
HSl, pe3yibTaTv 1abopaTopHUX, IHCTRYMEHTaIbHNX
Ta ricToO/I0riYHNX AOC/IAKEHb. [loka3aHi MOX/INBI
TpyaHoLui B aiarHoctuui CC/] 3a BigcyTHOCTI crie-
UNIYHNX IMYHOJIOTYHNX MapKepiB 3axBOPIOBAH-

NNIKAPKO-NPAKTUKY

Hs1. 3p0b1IeHO BUCHOBKM Ta HaaaHo pekoMmeHaaLii
11{0A0 NaLiEHTIB i3 NoAIGHOK KJIIHIYHOK KapTUHOIO.

KnioyoBi cnoBa: cuctemHa cknepogepmis,
AiarHocTuka, KiiHiYHa kapTuHa.

DIAGNOSTIC DIFFICULTIES
OF SYSTEMICSCLEROSIS

Yu.A. Manischenkova, N.B. Nekrasova,
0.0. Vertiy, V.V. Kornienko

Summary. /n article clinical, laboratory, tool, mor-
phological methods of patients examination with
suspicion on a system sclerosis (SSc) are analysed.
Results of clinical supervision of rapid progressing
current SSc in 37-year old man are presented. In
article the clinical picture of disease, results of lab-
oratory, instrumental and histologic researches
are provided. Possible difficulties in SSc diagnos-
tic procedure in case of disease specific markers
absence are shown. Conclusions are created and
recommendations about management of patients
with a similar clinical picture are provided.

Key words: system scleroderma, diagnostics,
a clinical picture.
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PEGEPATUBHA IHOOPMALIA

ButamuH D moXxeT nomMoub naumeHTam
C cepaeyHoli HelOCTaTOYHOCTbIO

MoarotosneHo O.C. KotukoBuy

Viccnepoarenn s MeayumMHCKOro LieHTpa YHMBepcu-
TeTa poHuHrenHa (University Medical Center Groningen),
Hupepnangpl, B paHOOMN3MPOBAHHOM UCCNEAOBaHUMN
[0Ka3anu, 4T0 NpMMeHeHMe BUTaMmHa D CHKaeT akTuB-
HOCTb PEHWHA B Mnia3me KPoBu. AKTUBHOCTb 3TOro dep-
MEHTa OnpenenseT pe3ynbTar pa3BmUTnSa CepaeyHon He-
[ocTaTto4HOCTW. MiccnepoBaTteny CHATAIOT, YTO BUTAMUH
D cnocobeH BAnSTb Ha TPAHCKPUNLMIO PEHMHA MYTEM aK-
TyBaumm crieumduryeckoro peuentopa. O6 3TOM OHU Co-
obwwmnm Ha ceccumn KoHrpecca, npowleauero B benrpa-
ne, Cepbus, noceaLLEeHHOM Npobiemam cepagyHom He-
poctatoyHocTm (Heart Failure Congress).

PeHVH — pepMeHT, KOTOPbIV BblpabaTbIBAETCS FOKCTa-
rIOMEPYISPHBIM annapaToM MOYeEK U ABSETCA COCTaB-
HOW YaCTblO PEHNH-AHMMOTEH3UHOBOM CUCTEMBI, MPUHN-
MaloLLIel y4acTne B BOOHO-CONEBOM OOMeEHe, noaaepxa-
HU HOPMAJTLHOIO apTEPUASIBHOIO AABNEHNS 1 PEryNSaumn
KpOBOOOpALLIEHWS.

B nccneposaHuu npuHan ydactme 101 naymeHT
C CepaeyHoON HeJOCTAaTOHHOCTBIO CO CHMKEHHOM pak-
uven Boibpoca. Bce yH4aCTHMKM NPUHUMANN UHIMOUTO-
pbl @aHMMOTEH3MHMNPEBpaLlaiowero depmeHTa nnm eno-
KaTopbl aHMMOTEH3MHOBLIX PELLENTOPOB C 6iokaTopamm

B-anpeHopeuenTopoB. K ToMy e y4aCTHUKN OCHOBHOW
rpynnbl npuHUMann exxegHeBHo no 2000 ME konekasb-
undepona B Te4eHe 6 Hep.

YpoBeHb BUTamurHa D coctaBuin B OCHOBHOW rpyn-
ne B cpenHem 48 v 80 HMONb/N, a B rpynne KOHTPOs —
47 n 44 HMONb/N B HAYase 1 B KOHLLE CCNea0BaHNs CO-
oTtBeTCcTBEHHO (P<0,001). AKTMBHOCTb PEHMHA B Nia3me
KPOBW B OCHOBHOW rpynne coctasmna 6,5 HMosb/f1/4 B Ha-
yase uccnenoBanns n 5,2 HMonb/n/4 —yepe3 6 Hea. BTo
e BPeMS B rpyrnne KOHTPOJIS aKTUBHOCTb 9H31Ma B Ha4a-
ne coctaensana4,9 HMosnb/n/4, a B KoHUE — 7,3 HMONb/N/4
(p=0,002). B ocHOBHO rpymnne KOHLEHTPaUnsa peHnHa
B Nla3me KPOBW CHU3WNACh C 65 A0 55 Hr/n, a B KOHTPOSb-
HOM — noBblcuack ¢ 56 oo 72 Hr/n (p=0,02).

Ha npoTsbkeHnn nccnepoBaHns HU Y yYaCTHUKOB
OMbITHOW, HWN KOHTPOJILHOWM rpynnbl HE USMEHUSIUCH MO-
KasaTenu TPonoHnHa T 1 anbooCTEPOHA, YTO PaCUEH-
BaJSI0Ch Y4EHbIMU KakK nokasaTtesib 6e30MacHOCTU NPOBO-
JVIMOrO Jie4eHNs.

VccnepoBatenu cumTatoT, YTo 06beM BbIGOPKN B UC-
cnegoBaHnK Obl1 HEAOCTATOUHBLIM AJ11 OKOHYATENbHbIX
BbIBOJOB, OAHAKO OHO MOXET CTaTb NEPBLIM LLArom B 13-
Y4EHU BANSHWS BUTamMuHa D Ha COCTOsIHME 300pO0Bbsi Na-
LIMEHTOB C CEPAEHYHON HEOOCTATOYHOCTHIO.

Phend C. (2012) Vitamin D May Help in HF. MedPage Today,
May 22 (www.medpagetoday.com/MeetingCoverage/HFC/32840).
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