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O6ocHoBaHue. CvellaHHoe 3a60/1eBaHNE COeANHNTENIbHON TKaHM (CUHAPOM Lllapna) — peaKkas XpOHMYecKas ayTOUMMMYH-
Hasi NaTos1Iorusi, NP1 KOTOPOK COYETaIOTCS OTAE/bHbIE MPU3HAaKM CUCTEMHOM KPaCHOM BOYAHKN, CUCTEMHOM CKIEepOAepMUH,
peBMaTongHOro apTpuTa, AEPMaTOMUO3UTa U BbICOKUI TUTP aHTUTENT K PacTBOPUMOMY SAEPHOMY PUOOHYKIEOMPOTENHY.
C Te4yeHnem BpeMeHU BO3MOMHa 3BOJIOLMSA CMELIaHHOro 3abo/ieBaHMs COEAMHUTEIbHOM TKaHM B APYrue CHUCTEMHbIE
601e3HU. OnncaHus cay4aeB cMellaHHOro 3ab0/1eBaHNs COEANHUTEIbHON TKaHU U ero TpaHcoopMaLUnn Y POCCUACKUX nauym-
EHTOB paHee He nyb6/mKoBainchb. OnucaHne KIMHUYEeCKOoro cay4as. [lpuBegeHbl pe3yibTaTbl HAab04eHNI 3a pebeHKoOM
C KJIMHUYECKUMMN 1 UMMYHOJI0MMYECKUMM MPU3HaKaMu cCMellaHHoro 3abo1eBaHnsi COEAMHUTEIbHOM TKaHU C oCaeayoWnm
rnporpeccrpoBaHnemMm CUMITOMOB CUCTEMHOM CKIEPOAEPMUM N Pa3BUTUEM CHUHAPOMa LLlerpeHa 3a KOPOTKuMI nepunos Bpe-
meHu. Ha ¢poHe Tepanum (6a3ncHo metoTpekcat 10 mr/Hes ¢ nocaeayowmm gobasneHnem npegHnsonoHa 0,75 mr/Kr B cyT)
OTMEeYeHa Mo0KUTENIbHas AMHaMUKa C yMEHbLUeHMeM 60/1e3HEHHOCTU W YBEIMYEHMEM 00beMa [ABMKEHUI MOoparKEHHbIX
CyCcTaBOB, CHMXXEHUEM MPOAOIKUTENIbHOCTH MPOSIBIEHMI cuHAPOMa PeriHo. 3aknoyeHne. CBoeBpeEMEHHOE pacrno3HaBa-
HMe KIIMHUYECKUX MPU3HAKOB Ae6ioTa CUCTEMHbIX 3ab601€BaHNI IBSETCS HEOOX0ANMbIM YC/T0BMEM MNPaBUJIbHON MapLLpy-
TM3aumn nayneHTa v OCTUKEHUS MOIOKUTENIbHON AMHAMMKKU 60/IE3HMN.

KnioyeBble cnoBa: geTH, cMellaHHOe 3ab0/ieBaHNe COEAMHUTEIbHON TKaHW, cuHApoMm LLlapna, nepeKkpecTHbIN CUHAPOM,
cuHApPoMm PeiiHo, apTpuT
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OBOCHOBAHME aytoaHTuTen. OgHaKko ObIBalOT cliydau, Korga y nauueHTa
CuctemHble 60NE3HU COEAMHUTENbHOM TKaHW npea- He HabnaalT JOCTaToYHbIM Habop KpuUTepueB, HEobBXo-
CTaB/AOT CO60M Pa3HOPOAHYIO rpynny NaTtosiorni, KOTOPbIM OMMbIX AN1s OMpejesieHnsa AvarHosa, Wi UMetoTes Mpu-
CBOWCTBEHHO MOJIMOPraHHOE MopaXeHne B MPUCYTCTBUM 3HaKW OBYX M 60Niee CUCTEMHbIX 3a60/eBaHUN COEAUHM-
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Background. Mixed connective tissue disease (Sharp syndrome) is the rare chronic autoimmune pathology combining various features
of systemic lupus erythematosus, systemic scleroderma, rheumatoid arthritis, dermatomyositis and high antibody titer to nuclear
ribonucleoprotein. The mixed connective tissue disease may evolve into other systemic diseases over time. Description of any cases of
mixed connective tissue disease and its evolution in Russian patients has not been published previously. Clinical Case Description.
The results of observations of the child with clinical and immunological signs of the mixed connective tissue disease followed by the
progression of systemic scleroderma symptoms and development of Sjogren's syndrome in the short period of time are presented in
the article. Improvement (such as pain attenuation, increase in volume of movements in affected joints, decrease of Raynaud
syndrome manifestations duration) was observed on treatment (methotrexate 10 mg/week with subsequent addition of prednisolone
0.75 mg/kg/day). Conclusion. Timely diagnostics of clinical signs of the systemic diseases debut is crucial for correct patient routing
and for achieving of disease improvement.
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TeNbHOM TKaHW. B Takux cnydasx GOpmynupyroT AMarHos
«HegnddepeHumpoBaHHoe 3aboneBaHWe COEAUHUTENbHOMN
TKaHW», «CMellaHHoe 3abosieBaHne COeaUHUTENbHON TKaHW»
nnu «flepeKpecTHbIv cUHApPOM» [1].

B 1972 r. G.C. Sharp n coaBT. BrepBble onucanun cme-
lWaHHoe 3aboneBaHWe COedUMHWUTE/IbHOM TKaHW KaK camo-
CTOSITENbHYIO 60/€3Hb, MMEIOLLYIO YepTbl PeBMaTOMAHO-
ro apTpuTa, CUCTEMHOW KpaCHOW BOMYaHKK, CUCTEMHOWM
CKNepoaepmMuMn u AepmMaTtomMuosunTa B COYETAaHUM C BbICO-
KMM TUTPOM aHTUTEN K pacTBOPUMOMY SiAepHOMY pubo-
HYK/1IeonpoTenHy [2].

CmellaHHoe 3aboneBaHne COeAUHUTENbHOM TKaHW OTHO-
CAT K peiKov NaToNorMun y AeTemn: ero nonyasLMoHHas 4yacro-
Ta, N0 pasHbiM AaHHbIM, BapbupyeT B npegenax ot 0,1 go
0,5% [3]. Mpn atom natonorua B 6 pa3 4valle BCTpeyaeT-
CS Yy AeBOYEK, NpeuMylecTBeHHO B Bo3pacte 4-16 net
(cpegHui Bo3pacT Havana 3aboneBaHus coctasnser 11 ner)
[4]. CornacHo pe3ynbTaTaM pPEeTPOCMNEKTUBHOIO aHanusa
S. Cappelli n coaBrt., 3a 8 neT cMellaHHOe 3aboneBaHne coe-
OMHWUTENbHON TKaHW 3BOIOLMOHMPOBANO B CUCTEMHYIO CKIle-
poaepMuio y 17% 60MbHbIX, MPWU 3TOM OJHUM U3 NPEANKTOPOB
TpaHcdopmauumn 6bina cKiepogaktunua [5]. B otevectBeH-
HOW Hay4yHOW NuTepaType OMWUCaHUS KIMHUYECKUX Clyvyaes
noao6HbIX TpaHChHOPMaLIMIN y AeTeN OTCYTCTBYIOT.

KNUHUYECKUA NPUMEP

O nauueHTe

[eBoyKa, 7 net, NnaHoOBO MOCTynuaa B KapauopeBma-
TONOrMYecKoe OTAeNleHne AETCKOM pecnyb/MKaHCKon 60/b-
HUUbI . Ka3aHu ¢ xanobamu Ha oHemMeHue 1 nobnegHeHue
nanbLeB pyK B TedeHne 10-15 MUH B X0/104HYIO norogy, 60/b
B CyCTaBaXx BEPXHMX U HUKHWUX KOHEYHOCTEN, 60/b B KMBOTE,
He CBSI3aHHYl0 C MPMEMOM NULM. BbllenepevyncneHHble
CMMMTOMbI MOSIBMANCH 3a 2 MeC A0 rocnuranusauunu, npea-
NONOXWUTENBHO — MOCNAE WMHTEHCUMBHOM WMHCONSALUMK (OTAbIX
B Typuuu). K Bpayam no noBoay yKa3aHHbIX CUMMNTOMOB
poauTenu He obpallanmcb. U3 MeanLUMHCKON AOKYMEHTaLMK
M3BECTHO, 4TO MPY NIAHOBOM MEAULIMHCKOM OCMOTPE HEBPO-
Ior B CBA3M C OMMCAHHOM CUMMNTOMAaTUKOM peKoMeHaoBan
KOHCynbTauuio pesmaTtonora. Yepes 1 mec nocne Hava-
na 3aboneBaHunsa Obll nocTaBneH AuarHo3 «KOBEeHWNbHbIN
apTput. CuHapom PelHO» M pexkoMeHgoBaHa rocnutanu-
3aumsa ons goobcnefoBaHWsa U onpeneneHns aanbHenwen
TaKTUKKW BEAEHMS NnauneHTa.

N3 aHaMHe3a M3BECTHO, YTO AEBOYKa pocna M pas-
BMBanacb COOTBETCTBEHHO BO3pacTy, 6€3 0COOBEHHOCTEMN.
3a 3 MecC 40 BOSHUKHOBEHMS OCHOBHbIX CUMATOMOB, CO CNOB
mMaTepu, UMen MecTo 31304 OCTPOM KpanuBHULbI HEM3BECT-
HOW 3TMONOTMK. HacneacTBEHHOCTb OTArolleHa no naTtosno-
rMn renatobunnapHoOm cucTeMbl (}KeYHOKaMeHHas 60/1e3Hb
y 6abyLLUKK CO CTOPOHbI OTLA), CyCTaBOB (apTpo3 y Matepu),
annepru4yecKknx NOpParKeHUM KOXKK (aTOMUYECKUM AepmaTut
y oTua).

dusuKkanbHaa AMarHocTuka

[Mpy NOCTYNNEHUU COCTOSIHWE PaCLLEHEHO KaK cpeaHewn
CTEMEHU TAKECTU 3a CHET KOXKHOro, CycTaBHOro, 601eB80ro
cuHgpoma. lMpu ocmoTpe oTmedyeHa 6/1e4HOCTb KOHYMKOB
nanbLeB PYyK U HOITEBbIX NOXK (puc. 1). Buanmble cnuaunctble
060/104KM YyucTble. ManbnupyloTcs yBeNnYeHHble nepegHe-
WwewHble, NoAMblEYHble, naxoBble AMMbaTUYECKUE Y3ibl.
EAMHWYHbIE M3 HUX GONE3HEHHble, MOABUIKHbIE, OBa/IbHOMN
dopMmbl, AnameTpom Ao 15 mm.

Status localis. Knctm pyk — ¢ UCTOHYEHUEM HOITEBbIX
danaHr, Koxa B 06nacTv nanbLeEB PYK YNAOTHEHa (puc. 2).
O6HapyKeHa NpunyxaocTb MeXdpanaHroBblx CyCTaBOB Nasb-
LeB PYK, Jy4e3ansiCTHbIX, KOMIEHHbIX CYCTaBOB. [BMXKeHWS

Puc. 1. CuHapom PeitHo y n1eBoYKM 7 neT
Fig. 1. Raynaud syndrome in 7 years old girl

Puc. 2. cToHYeHMe KOHYUKOB NabLEeB PyK, NPUNyXI10CTb
MeXdanaHroBblX CyCTaBOB Y IEBOYKK 7 NeT
Fig. 2. Fingertips thinning, swelling of digital joints in 7 years old girl

lWEeNHOoro otaena MO3BOHOYHWKA, JIOKTEBbIX, Jy4ye3anscr-
HbIX, MeXdanaHroBblX, KONEHHbIX, FOJIEHOCTOMHbIX CYyCTaBOB
60NE3HEHHbI, C YMEPEHHbBIM OrPaHUYEHNEM.

Pe3ynbTaTtbl 1a6opaToOpHbIX UCCe0BaHUN

(npoBegeHbI B NepBylo HeAE/I0 rocnuTaau3alymm)

B KanMHM4eckom aHasn3e KpOoBM MNPW MOCTynieHun 6es
naTonorun: NemKouutel — 6,99X10%/n (Hopma — 4-9),
aputpountel — 5,23X10%2/n (Hopma — 3,9-5,2), remo-
rmno6buwH — 138 r/n (Hopma — 120-150), TpoMBOLNUTbI —
271x10%/n (Hopma — 180-400).

B 6uOXMMMYECKOM aHaiuM3e KpPpOoBM: TOBbILEHUE
aKTMBHOCTM acnapTtatamMuHoTpaHcdepasbl go 44 Ea/n
(Hopma — po 33), TuMTpa aHTucTpentonsmHa O —
no 472 Eg/mn (Hopma — go 150); ypoBEHb peBMaTOUOHOIO
daKTopa n C-peaKTUBHOro 6enKa — B npegenax pedepeHc-
HbIX 3HAYEHUN.

MeTtogom MMMYHO6/10Ta B CbiIBOPOTKE KPOBM OBGHapyxe-
Hbl MOBbIWEHHbIE TUTPblI aHTUHYKNeapHoro ¢aktopa (AH®,
1:10240) ¢ KpynHorpaHynspHbIM TUNOM CBEYEHUS, aHTUTe-
fla K pacTBOPUMOMY S1EPHOMY PUOOHYKIEOMNPOTENHY (aHTHU-
U1-PHI1, o6HapyKeHbl 4+). AHTUTENa K ABYycnnpanbHon HK
N UMKIMYECKOMY LIMTPYIIMHUPOBAHHOMY MENnTUAY B CbiBO-
POTKE KPOBM HE OBGHapYKeEHbI.

PesysibTaTbl CEpPO/I0rM4ECcKOro 06¢/1eJoBaHUs: aHTuUTe-
na K Chlamydia trachomatis, Mycoplasma hominis, aHTu-
Tena K renbmuHtam Opisthorchis, Toxocara, Trichinella,
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Clinical Observation

N

16

KnuHunyeckKoe Ha6nogeHue

Echinococcus, Giardia lamblia, Ascaris Ilumbricoides
He 0BHapy»KeHbl.
lpoTenHorpamMma: noBbileHWe dpaKkunn ramma-rnody-

nnHoB — 18,8% (Hopma — 9,8-16,9).

Pe3ynbratbhl UHCTPYMEHTa/IbHbIX UCC/IEA0BaHUN

(npuBeAeHbI B NOpsiiKe UX BbIMOJIHEHHUS

B cTauuoHape)

PeHTreHosiormyeckoe uccneqoBaHme KUCTen: oGHapyKeH
0CTeonopo3s, 60/blie B KOCTAX 3ansiCTbsl, 3aMblKaTenbHble
NAACTUHbI CYCTaBHbIX MOBEPXHOCTEW C YETKMMM POBHbLIMM
KOHTYpamu ¢ CyGXoHApabHbIM YNIOTHEHWEM, KOCTHbIN BO3-
pact — 7 net 10 mec.

JlaHHble 3nEeKTpoKapanorpaduu COOTBETCTBYIOT BO3pa-
CcTy pebeHKa. OxoKapanorpapuyecKoe UcciefoBaHne naTo-
JI0TUKN HE BbISIBUIIO.

Kannnnapockonusi HOrmreBoro Jsoa: NAOTHOCTb Kamnui-
NIPOB CHWXXEHa (eAuHMYHble BbiNageHus), ¢opma M pas-
Mepbl G0MbLWMHCTBA KanuasapoB M3MEHEHbl, AunaTtauus
10% KanunnsapHbIX NeTenb, 06beM yBennyeH 4o 1,5-2 Hopwm,
Yy €MHWYHbIX NeTenb — 40 2—3 HopM. TaKKe umeeTcsi NoBbl-
WeHHas M3BMTOCTb XOAa psiAa KanuansapHblX NetTenb, remMop-
parnu OTCYTCTBYIOT, KYCTOBWAHbIE KaMnWANSpbl OTCYTCTBYIOT.
OnucaHHble Bbile U3MEHEHUS XapaKTepHbl A1 BTOPUYHOIO
cuHapoMa PenHo (maTTepHbl CUCTEMHOM CKNEpoAepPMUMU,
aKkTMBHasg dasa [6, 7]), B CBA3M C YEM PEKOMEHAOBAHO COMo-
CTaBWUTb AaHHble KanuaasapoCKONUKW ¢ pesynbTaTamun Apyrux
KIMHWKO-1abopaTopHbIX M MHCTPYMEHTaNbHbIX UCCneaoBa-
HUM AN UCKITIOYEHUS CUCTEMHOWN CKIEPOAEPMUN.

o pgaHHbIM ¢Gnbpo33oparoracTpPoayoneHoOCKoNumM —
pedntoKc-azodarut O—A cTeneHu, racTpuT He3Ha4yUTebHO
Bblpa*KEHHbIN.

YnbTpa3ByKoBoe wvccraegoBaHue (Y3U) renatonveHasib-
HOM cUCTEMBI: B NEYEHN OBHapY*KEHbl y4aCTKU NepuBacKy-
NSPHBIX YNOTHEHW NO XOA4Y NEYEHOYHbIX BEH.

o gaHHbIM PEHTreHOBCKOM KOMIbIOTEPHON TOMOrpagpum
(PKT) opraHoB rpyaHOM KAETKM — MPU3HaKKW HeBOsbLLIOro
cy6nneBpanbHOro o4yara ynaoTHEHUS IErOYHON NapeHXUMbI
0o 3,5 MM B 5-M cermMeHTte, B nepeaHux oTaenax npa.o-
ro nerkoro (GnbpPOTUYECKOro, BOCMANUTENIBHOIO XapaKTe-
pa (?)), HebGONblIOW KOHrIomepaT NMMPaTUYECKUX Y310B
0o 8X12 mm, BeposiTHee Bcero, ¢ GU6pPO3HLIM KOMMOHEH-
TOM B GPOHXOMyNbMOHaNbHOW rpynne cnpaBa, a TaKXKe Nnes-
ponynbMOHasnbHble CnankM B 6a3anbHbiX OTAenax NpaBoro
nerKkoro.

Ha PKT opraHoB 6ptoLLIHOM MOJ0CTH — TMPU3HAKKU NUM-
dageHonatum num@aTMyecKnx y3noB OPIOWHOW MONOCTH
1 3a6PIOWMHHOIO NPOCTPaHCTBA.

[N yTOYHEHUS AMarHo3a M onpeaeneHns TakTuKK Beje-
HUS NauMeHTa O6biM NPOBeAEeHbl KOHCynbTauuu odTasb-
mMofiora, OTOpWHONapuHronora, nyibMoHonora, ¢Tuauartpa.
B npouecce AMarHoCTMYEeCKOro noucKa UCKI4YeHbl MHDEK-
LIMOHHble 601e3HM, TYOEPKYNES, PEaKTUBHbIN apTpUT, Apyrne
CUCTEMHblE 3a60/IEBaHUS, HEOMNNACTUHECKMI CUHAPOM.

KnuHu4yecKuit guarHos

Ha 0CHOBaHWW KIMHUYECKOW KapTUHbI (CMHAPOM PeiHo,
CKNIEPOAAKTUANSA, NONnapTpuT, numdageHonaTns), a TakKe
pe3ynbTatoB MMMYHOMIOMMYECKMX TECTOB (Hanuyne aHTu-
U1-PHM n AH® B BbICOKOM TWUTpE) YCTAHOBNIEH AMArHO3:
«CMewaHHoe 3aboneBaHWe COEAMHUTENbHOW TKaHMW».,
[JvarHo3 noctaBfieH no Kputepuam R. Kasukawa u coaBT.
(Tabn.) [8].

AnHamMuKa u ucxopbl
B otaeneHnn naumeHTKa Haxogunacb B TeyeHue 3 Hep.
B nepuoa rocnutanusauuu nosydvana npenapaTt amMOKCH-

UMNAWMH + KnaBynaHoBasi KUcnoTa B Ao3e 60 Mr/Kr B cyT
B TeyeHue 7 cyT, Humecynua no 25 mr 3 pasa/cyT, Hude-
oMnuH — 2,5 mr. 1lo npuYnHe OTCYTCTBUS COMMacOBaHHbIX
peKoMeHAauui No nevyeHnto 60bHbIX CO CMellaHHbIM 3a60-
fleBaHWeM COeaMHUTENbHON TKaHu 6a3oBas MnaToreHeTu-
yeckas Tepanus TakuX MaUMEHTOB OnNpefensieTcs mcxoas
“3 Beayllero cuHapoma, dasbl M CKOPOCTU MPOrpPeccupo-
BaHua 3abonesaHus [5, 9]. MMeHHO NoO3aTOMy Oblna HavyaTa
6asncHas MMMYHOCYNpeccuMBHas Tepanus MeTOTpeKcaTom
no 10 mr/Hen (13 Mr/m2 B Hed) C YAOBIETBOPUTENbHON
nepeHoCMMOoCTbio. B amMbynaTtopHbIX YCIOBUSX fle4eHre npo-
[OMKEHO C NONOXKMUTENbHBIM 3GPEKTOM B BUAE YBENUYEHUS
obbema ABWMKEHUN B cycTaBax. PeKomeHgoBaHO Habntoae-
HWe peBMaToNora M KoHcynbTaums B deaepanbHOM LEHTpe.

Cnycta 1 mec nocne BbIMUCKU NauMeHTKa 6blna rocnu-
TanM3npoBaHa B PEBMAaToONOrM4yeckoe oTaeneHuve YHuBep-
CUTETCKOM JETCKOM KIWHMYECKOW 60nbHULblI (PTFAQY
BO «[lepBbin MI'MY wum. W.M. CeyeHoBa» MuH3apaBa
Poccun, MocKkBa). K aToMy BpemMeHMW y AEBOYKM COXpaHs-
IUCb MPU3HAKKW cuHApoMa PenHo, nonunapTpuTa, CKIepo-
LaKTUAMK. Bbino OTMEYeHO MOsIBAEHME WUCTOHYEHMUS HOcCa,
yBeIMYEeHUE U YNAOTHEHME MOAYENIOCTHbIX CIOHHbIX XKenes.
Ha 2-e cyt rocnutanusaumm nposeaeHo Y3 nogqyentoCTHbIX
M OKOJIOYLLIHbIX C/TIOHHBIX »E/1€3: KOHTYPbl POBHbIE, NMapeH-
XMMa CpeaHen 3XOreHHOCTU. B noayventoCTHbIX CAOHHbLIX
wenesax ob6HapyxeHa ymepeHHast HeEOAHOPOAHOCTb MO BCEW
napeHxnme 3a CYET JIMHEMHbIX TMNEP3IXOreHHbIX CUrHanoB
(aneMeHT «TaKMUCcToCcTH»). CipaBa — MHOMECTBEHHbIE NOA-
YeNoCTHble TMMPaTUYECKHUE Y3/bl, MaKCUMalbHbIA pa3mep
15,4X6,3 MM, NOHUKEHHON 3XOFE€HHOCTWU, C TUMEPIXOreH-
HbIM LLEHTPOM, YCUIEHHbIM KPOBOTOKOM. CneBa — MHOXe-
CTBEHHble NMMbaTUYEeCcKMe y3nbl 60/1ee MeNKoro pasmepa.
B oKonoylwHOM CNOHHOW Xenes3e cnpaBa BuU3yanusupyercs
Y4aCTOK MOHWMXKEHHOW 3XOreHHOCTU pa3mepoM 5,5X3,2 mm
6€e3 NPU3HaAKOB KPOBOTOKaA.

[Janee nauyueHTKa Oblna MNPOKOHCYNbTUPOBAHa CTOMa-
TO/IOrOM: OTMEYEHO Manoe KOMMYECTBO C/IOHbI, NPOBeAeHa
cuanomMeTpus (nonydyeHo 2,5 mMn BASKOW CJllOHbI, COoAepKa-
eV aNUTENUA U BOCNANUTENbHbIM OCaAoK), a TaKXKe cuano-
rpadus (BbiiBNEeHa HadvanbHas CTagusl NapeHXMMaTo3HOro
napoTuTa C 3NeMEHTaMU CKIEPO3a XKenesbl).

[eBo4yKa Haxoaunacb B OTAENEHUMM B TeyeHue 2 Hefq,
M Nno peaynbrataM o6¢cnefoBaHuMi AMarHOCTMPOBaHbI: «CUcTem-
Has cKknepoaepmums, cuHapom LerpeHan.

YuntbiBasi 6bICTpOE nporpeccupoBaHne 3abonieBaHus,
[OMONMHUTENbHO K 6a3MCHOW Tepanuu MeTOTpeKcaTom Obif
Ha3Ha4yeH NpeaHn30/0H B ao3e 0,75 Mr/Kr B cyT (C nocneay-
lOLWMM CHUXKEHMEM A03bl). B pe3ynbtate TepanuMu AOCTUMHYTO
CHWeHne TmMTpa AH® ¢ 1:10240 po 1:2560, yBenuyexHve
obbeMa ABUIKEHWW B MOParKEHHbIX cycTaBax (MoApOo6Hble
[JaHHble B BbINMUCKE He yKasaHbl). PekomeHgoBaHO npopao-
UTb le4eHMe Noj KOHTPONEM KIMHUYECKMX aHaNN30B KPOBH,
cneaylowas rocnMTanMsaums 3aniaHnpoBaHa Yyepes 6 mec.

Ha ¢oHe Tepanun yepes 3 Mec nocne nocnegHen rocnu-
TanuMsaunM oTMeYeHa MOoNOoXKUTENbHas AMHAMMKa C YMEHb-
WweHueM cteneHn 601e3HEHHOCTM U BOCCTAHOBIEHWEM NOSI-
HOro o6bema ABUMKEHUIN B MOPaXKEeHHbIX CycTaBax, a TaKxXe
CHWXXEHWEeM MPOAOIKUTENBHOCTM MPOSIBIEHUI CUHAPOMA
PeiHo 0o 1 MuH.

B nocneaywouwem B CBA3M C INUAEMUONOTUYECKON CUTY-
aumen no COVID-19 nnaHoOBble rocnuTanM3aunmn He NpoBo-
anmnucb. Poguteny nauMeHTKM Ha CBA3b HE BbIXOAWMN.

MporHo3s

Y neten npu cMellaHHOM 3ab0oieBaHUM COeANHUTENBbHON
TKaHW 6naronpuaTHbIM Mcxod oTMevaeTcs B 82% cnydaes,
HO MONHas PEMUCCUS ABASETCA OTHOCUTENTIbHO PEAKUM COObI-



Ta6nuua. JnarHocTMyecKne KpuTepun cMelaHHoro 3abonieBaHnsa COeAUHUTENbHOM TKaHK

Table. Diagnostic criteria of mixed connective tissue disease

ABTOpPbI

Kputepuun

AnarHos

Sharp G.C. u coaBT.,
1972 [2]

BonbLune Kputepumn

1. BblparKeHHbI MUO3UT

2. TopaxeHue nerkux (ACJ < 70)

3. CuHapom PeWHO M1 runoToHus nuwesoaa

4. OTeYHOCTb NanbLEB WK CKNEPOAAKTUINS

5. AHTM-PHK > 1:10 000 [(aHTU-PHI1 (+), aHT1-Sm (-)]

JHocToBepHbii guarHos

4 60NbLWNX KPUTEPUS + HaNn4me
aHTM-U1-PHI > 1:4000, oTcyTCTBUE @HTU-SM
BeposiTHbIN JnarHo3

3 60/bLUIMX KPUTEPUS U OTCYTCTBME aHTU-Sm
nUnn 2 60nbLNX Kputepms + 1 Manbin

Marsnbie Kputepum

Anoneuus

Neikonennsa < 4Xx109%/n
AHemus

MneBput

Mepukapaut

ApTput

TpuremvHanbHas HeBponaTus
CKynoBas cbifb
Tpomb6ouuToneHmsa

0. HeBblpaxeHHbIN MMO3UT

1. OTe4YHOCTb KUCTEN B aHaMHe3e

RBOONO O RWONE

Kputepum + Hanndme aHTn-UL-PHI > 1:1000

=

Alarcon-Segovia D.
n Villareal M., 2. KNMHWYECKHUe KpUTepun
1987 [12] a) OTEe4YHOCTb KUCTEWM

6) CUHOBUT

B) MUO3UT

r) cMHapom PerHo

Ceponoruyeckuin Kputepui (aHtm-PHIM > 1:1600)

[1) aKpOCKNepo3 ¢/6e3 NPOKCMManbHOM CKNepoaepMumn

JHocToBepHbii guarHos

Ceponornyecknin Kputepuin + 3 KIMHUYECKMX
Kputepus. Ecnn nmetotca Kputepuu a), r) u g),
TpebyeTcs HanMune Kputepues 6) 1 B)

Kasukawa R. 1. O6uwme cMMNTOMbI
1 coaBT., 1987 [8] a) cuHapoMm PeiHo
6) OTEYHOCTb NanbLeB
2. AHTU-PHI (+)
3. Cumntombl
CuctemMHas KpacHasi Bo/l4aHKa
a) nonnMapTpuT
6) ageHonaTuns
B) CKy/I0Bas CbliMb
CuctemHas ckiepoaepmus
a) CKNepoaaKTUIng

lMonnmmosnt
a) MblleYyHas cnabocTb
6) NOBbILWEHNE aKTUBHOCTN PEePMEHTOB

6) GUOPO3 NErKMUX UIN PECTPUKTUBHBIE UBMEHEHUS NIEMKNX
B) rMNOMOGWIBHOCTb WK AWNaTaumns nuuiesoja

B) MUOrE€HHblE UBMEHEHUS MPK ANTEKTPOMUOrpadum

JocToBepHbii guarHos

= 1 obwero cumnToma + aHtu-PHI +

= 1 npu3HakKa n3 = 2 3aboneBaHui
COeMHUTENBLHOW TKaHM (CUCTeMHas KpacHas
BOJIYA@HKa, CUCTEMHANA CKIepPOAEpPMUS,
NOJIMMMUO3UT)

1989 [13] Kpanyatomy AH®, B TTpe > 1:2000)
2. KnuHuyecKkune Kputepum

a) cMHapoMm PeiiHo

6) CUHOBUTBI

B) MMO3UT

) OTEYHOCTb NanbLeB

Kahn M.F. n coaBT.,, | 1. CeponorM4yeckui kputepui (aHTu-PHI1, cooTBETCTBYIOLMI

HocroBepHbii AnarHo3
AHTK-PHI + cuHapom PeinHo + = 2
M3 OCTanbHbIX 3 KpUTEPUEB

MpumevaHne. AH® — aHTUHYKNeapHbii dakTop, ACIT — anddy3noHHas cnocobHOCTb nerkux, PHI — puboHyKneonpoTenH; (-) — aHTuTena

He BbIABNAOTCS; (+) — aHTUTEeNa BbIABNFIOTCS.

Note. AH® — antinuclear antibody, IC/1 — diffusing lung capacity, PHIT — ribonucleoprotein; (-) — antibodies are not revealed;

(+) — antibodies are revealed.

TMeM. 1o gaHHbIM IMTepaTypbl, Hanbonee YacTble MPUYUHDI
CMepTH y NaLMeHTOB C AaHHOW NaTosorMen cBA3aHbl ¢ pas-
BUTMEM NNETOYHON TMMEPTEH3UN U MHTEPCTULMANbHbBIX 3a60-
neBaHun nerkmx. OgHaKo y AeTen, N0 CPaBHEHMUIO C B3POC-
NbIMUW, AaHHbIE COCTOSIHUS Pa3BMBAKOTCA pPexe, Npu 3TOM
Yalie BCTpevaloTcs MoparkeHue Moyvek, reMaTtofiormyeckue
HapyweHus [3, 10].

lMporHo3 nNpu CUCTEMHOM CKIepoaepMun y aeten 6onee
6naronpuaTHblA, 4em y 3aboneslumx nocne 16 net. OH
3aBUCUT OT CTEMNEHM MOPaXKEHWUsT CUCTEMbI OpraHoB. [lpu
3TOM pa3BUTME OCTPON HedponaTuK ABASETCA CaMbiM MPO-
FHOCTUYECKN HebnaronpusaTHbiM. B oTinyMe OT cMelaHHo-

ro 3abofieBaHUs COEAMHUTENbHOW TKaHW, MPU CUCTEMHOM
CKNepoaepMum noparkeHne Nerkmx NnpoTekaeT OTHOCUTENbHO
fo6poKayecTBeHHO [11]. YuntbiBasg nonnopraHHoe nopaxe-
HUWe, Yy BCEX NauneHTOB HeO6X0AMMO KOHTPONIMpPOBaThb apTe-
puanbHoe AaBneHne, COCTOSIHUME KOXMU, CTEMEHb MOPaXKeHUs
ENyAO4YHO-KMLWEYHOro TpaKTa, QYHKUMIO NErKux, Moyek,
cepaua. YuuTbiBass HebOMbLUYO MPOAOSIKUTENBHOCTb 3ab0-
neBaHus (MeHee 1 roga), roBOPUTb O NMPOrHo3e Ans Halwewn
NauMeHTKM 3aTpPyaHUTENbHO. TeM HEe MeHee, y4uTbiBas BO3-
pacT gebtota M AMHaAMUKY 3aboneBaHus, ¢ 60blOoN aonen
BEPOSATHOCTM MOXHO cienaTtb BbiBOA O 61aronpusTHOM Npor-
HO3€e TeYeHUss 60Ne3HU.
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Clinical Observation

N

18

KnuHunyeckKoe Ha6nogeHue

BpeMeHHas WwkKana
Timeline

MporHo3
L1191 KU3HU
6naronpusTHbIV

¢ MepBble NposiBNeHus

° 3nu304 ocTpon cuHgpoma PeiiHo,

e [ocnutanusaums
B KapauopesmaTto-
NlorM4yecKoe otaeneHne

e [ocnutanusaums
B peBmMaToJiorM4ecKroe

KpanuBHWMLLbI CyCTaBHOro otaenexue B . MockBe
. B I. Kazanu
HEN3BECTHOW CUMHApPOMa ¢ Ds.: CucteMHas
e Ds.: CMellaHHoe
3TUONOT UK ¢ K Bpayam cKnepoaepmus,
3aboneBaHue
He obpallanvcb o cuHgpowm LerpeHa
COEAVNHWUTENBHOM TKaHK
OBCYXAEHMUE €HTKM UMeN NPOrHOCTUYECKOE 3HaYeHne B MnaHe 3BOJIOLUK

B HacTosilee BpemMs OTCYTCTBYIOT OOWENPUHATLIE KPU-
TEpPUM CMeLllaHHOro 3abofieBaHnsi COeAMHUTENIbHOM TKaHW.
B pasnuyHbiX uccnefoBaHUAX WMCMONb30BaNU KPUTEPUH,
npeanoxexHole G.C. Sharp u coaBT. [2], D. Alarcon-Segovia
n M. Villareal [12], R. Kasukawa u coaBT. [8] 1 M.F. Kahn
n coaBT. [13] (tabs.), Npu 3TOM HanbosbWas YyBCTBUTENb-
HOCTb MOKa3aHa Aana KputepueB R. Kasukawa 1 coaBT.:
75% [5] n 77,5% [14]. XapaKTepHOX OCOGEHHOCTLIO 3TOrO
3abo0neBaHUs ABNSETCA Hanuumne aHtuten — aHtn-Ul-PHII.
Heobxoanmo otmetutb, yto aHtn-ULl-PHI o6HapyxusatoT
B 95-100% cnyyaeB npu cMelaHHOM 3abosieBaHUM coeau-
HUTENbHOM TKaHKW, B 13-44% — npu CUCTEMHOW KpacCHOW
Bon4aHke, B 5-30% — npu CUCTEMHOW CKIepoaepmMuu
n B 10% — npu pesmatonaHom aptpute [1, 15]. Y onuckiBa-
€MOW HaMu NauMeHTKK 6blal AMarHoCTUPOBaAH BbICOKUMM TUTP
[aHHbIX aHTUTEeN.

[lepeKpecTHbIn CMHAPOM, KakK MpaBuo, onpegensiercs
npu KOMOWMHALMW KIMHUYECKUX W CEPOSIOTUYECKUX MNpPU-
3HAKOB pPa3/iMyHblX 3aboNeBaHW COeAWHUTENIbHON TKaHM,
KOTOpble AOCTOBEPHO COOTBETCTBYIOT ANArHOCTUYECKUM KpU-
TepuaM AByX M 6osiee CUCTEMHbIX 3aboneBaHuh. TaKum
06pa3oM, NepeKkpecTHbIM CUHAPOM OT/IMYAETCH OT CMeLaH-
HOM 60JIE3HN COEAMHWUTENIbHOM TKaHW coYeTaHWeM OTAesb-
HbIX AMArHO30B, @ He TOMbKO Pa3/IMYyHbIX NPU3HAKOB Mnopa-
YEHWS COeANHUTENbHOM TKaHM.

Mpy HanMyMM KNMHMYECKUX CUMMTOMOB M nabopaTop-
HbIX MPU3HAKOB, XapaKTEPHbIX 4711 CUCTEMHbIX 3a60/1eBaHMM
COeANHUTENbHON TKaHW, HO MPW OTCYTCTBUM AOCTATOYHOIO
Habopa Kputepues A9 onpeaeneHns KOHKPETHOM HO30/10-
rMu, ycTaHaBnuBaloT anarHosd «HeamdbdepeHumpoBaHHoe
3abosieBaHMe COeAMHUTENIbHON TKaHW». MIMetoTCcsa Knaccu-
PUKaALMOHHbIE KpUTEpUM AN NOCTaHOBKM HeanbdepeH-
LMpoOBaHHOro 3a6oneBaHnst COeANHUTENbHON TKaHW, KOTO-
pble OblM OOMNOMHEHbl KPUTEPUSMU UCKIIOYEHUS, OAHAKO
€4MHOr0 MHEHWS Ha 3TOT cYeT He AOCTUrHyTo. CornacHo
MMELLMMCH KpuTepmuam, Hanndune aHtu-Ul-PHI aBnsetca
NMPUYUHON WMCKIOYEHUA AnarHoda HeaudbdepeHumpoBaH-
HOM ©60SIE3HNU COEAUHUTENIbHOW TKaHW B OMNUCbIBAaeMOM
cnydyae [1, 16].

B Hayane 60/1€3HM y OMMUCAHHOW HamMu NaLMEHTKU Mbl
BMAENN COOTBETCTBME KIMHUKO-NabopaToOpHOM KapTu-
Hbl CMelaHHOMY 3abofieBaHUI0 COEAMHUTENIbHOW TKaHw.
OfHaKO MOCKOMbKY CO BPEMEHEM MPUCOEAMHUINCL HOBbIE
CUMMTOMbI, 6bIIM AUArHOCTUPOBAaHbI CUCTEMHAsA CKepoaep-
Mua 1M cuHgpom LerpeHa. Heo6xoaMMoO OTMETUTb, HTO Npw
CUCTEMHOW CKNEPOAEPMUN KanUNNAPOCKONMYECKas KapTuHa
MMeEeT XapaKTepHbIM BUA: NOSBAAOTCH PaCUMPEHHbIE Kanu-
NIFPbl U yMeHbLIaeTcs Ux 4ucno [17]. Bo3MOXHO, «CKnepo-
AEePMUYECKMI» NPodPUNb KanuIaPOCKONUKU Y HaLlen nauu-

B CUCTEMHYIO CKNepoaepmuio. BaxkHO 06paTUTb BHUMaHue
Ha ToT dakT, 4yTo cuHApoM LlerpeHa peako BcTpedaeTcs
B NeaMaTpuyYecKon npakTuke. BeposTHO, 3TO CBA3aAHO C Tpya-
HOCTSIMU, BOSHUKAIOWMMU NPU NPOBELEHNN MHCTPYMEHTaNb-
HblX 06CneAoBaHUI, BKNOYEHHbIX B KPUTEPUM AMarHosza.
B cBS3K ¢ aTMM psig aBTOPOB npeanaratoT paspaboTaTb
[LONONHUTENbHbIE AMArHOCTUYECKME KPUTEPUM CUHAPOMA
LLlerpeHa ucKtouMTENBHO ANg AeTen [18, 19].

Mpn nevyeHun nporpeccupytoliero anddysHoro nopa-
KEHUS KOXKM MPU CUCTEMHOWM CKNEPOAEPMUU, a TaKkKe npwu
HanM4YMn APYrux KIMHUYECKUX NPU3HAKOB BOCNANUTENbHOM
aKTUBHOCTM (CEPO3UT, MUO3UT, MHTEPCTULMANBHOE NoparKe-
HWEe Nerkux, pedpakTepHbli CUHOBUT U/UAN TEHOCUHOBMUT)
noKasaHbl [IOKOKOPTUKOCTEPOUALI M3 pacyeTa He Gonee
15 Mr/cyT, NOCKONbKY npuvem O60fblWKX [03 yBeNuyMBa-
€T PUCK Pa3BUTUSA CKIEPOAEPMUYECKOIO MOYEYHOIO KpU-
3a [11]. Y Hawen nauMeHTKM 3a KOPOTKUW nepuojs Bpe-
MeHU 3aboneBaHue NporpeccupoBasno, Ha GoHe neyeHus
METOTPEKCATOM MOSBUANCH HOBbIE CUMMTOMbI, MO3TOMY, KaK
Mbl CYUTaeM, AOMONHUTENBHOE Ha3HaYeHWe NPeaHU30/0Ha
LenecoobpasHo.

3AKJ/IIOMEHUE

PaznuyHble popMbl NaTONOrMM COEAUHUTENBHOW TKaHM,
0COGEHHO Ha paHHUX CTaausx, TPYAHO AndGepeHLMpoBaTh.
MoeT noTpe6oBaTbCs HECKOSIbKO MecsLeB WauM NeT ans
TOro, 4to6bl YCTAHOBWUTb OKOHYaTeNbHbIM AWarHos. B npwu-
BeEHHOM K/IMHWMYECKOM cflydae nepBOHaYasbHbIA ANMArHo3
cMellaHHOW 60/1e3HN COeAUHUTENIbHOM TKaHW Gbl YCTaHOB-
NleH y pebeHKa LWKOJ/IbHOro Bo3pacTa ¢ CUHAPOMOM PeliHo,
KOTopbiM W cTan gebioTom 3aboneBaHus. lMpu aToM onu-
CaHHbIM Bbille c/ly4al B AanbHenweM TpaHchopmMupoBancs
B CUCTEMHYIO CKIepoaepMuio U cuHapom LLlerpeHa. B cBasum
C 3TUM He BblI3blBA€T COMHEHUS HEOBXOAMMOCTb ASIUTENbHO-
ro KaTaMHecTM4yecKoro HabnoAaeHns 3a MauneHToM C y4a-
CTMEM PEBMATO/IONOB M APYruX Y3KUX CNeLnanncToB (Kapam-
onora, NyJibMOHo0ra, Hedposnora, HeBpPosiora) B COYETAHUK
C nabopaTopHbIMWU U MHCTPYMEHTaNbHbIMW MeToAamMmn obene-
[loBaHuS.

UWHOOPMUPOBAHHOE COI/IACUE

Cornacvie poauTenen nauueHta Ha ny6anKaLuio KInHU-
YecKoro csydas He nonyvanu. MpeacrtaBieHHble B HACTOs -
Wen craTbe CBefeHWs 06e3/MYeHbl, MAEHTUGULMPYIoLLan
nHbopMaLMs yaaneHa.
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