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lMpeacTaBneHo onucaHne KIIMHUYEeCKOro cyyYasi AnarHOCTUKM aHTUCUHTE-
Ta3HOro CUHAPOMA y NaUNEeHTKV MOJI0A0r0 BO3pacTa, KOTOPbIV KIIMHUYEe-
CKV MPOSIBUIICS AOMUHUPYIOLLMMY B KITAHWYECKOM KaPTUHE TSXesbIM ¢e-
HOMeHOM PeriHO, pa3BuTrieM OKKJIK03MOHHOWV BACKY/10MaTum U KPUTUYECKOM
avrntanbHov nimemmen. 3abonesaHne Ae6TUPOBATO KOXHbIM CUMITO-
MOKOMIMIEKCOM (resIMoTponHasi aputTemMa, 3pUTemMaTo3HbI€ BbIChINaHUs
Ha KOXe) 1 JINXopaLnkow, BrocaeaCTBUM NMpUCcoennHNICs CycTaBHOMN CUH-
APpoM, 60J1b B MbILLLIAX, ANArHOCTUPOBAHO rOPaxeHue nerkvx (nysbMOHUT
v nHGUAbTPaTsl). [py MMMYHOI0rM4ECKOM TECTUPOBAHUN BbISIBJIEHbI aH-
tutena k ructuana-TPHK-cuHtetase (aHtu-Jo-1). Ha ocHoOBaHuY 4aHHOo
CUMIMTOMOKOMITJIEKCA NaLmMeHTKe 6bl1 yCTaHOB/IeH aHTUCUHTETa3HbIA CUH-
ApoM. Yepes 3 mec rnocrie rnosiBieHus nepBbixX KOXHbIX CUMITOMOB pa3Bul-
J1aCb TsIXKes1asi BaCKyJs10natusi C PasBUTUEM KPUTNYECKOM ANTNTaIbHOM ULLIE -
MM nasabLeB PyK, No3agHee — 061acTu 1eBOV NSTkW. [TpumeHeHne Komoun -
HUPOBaHHOW yJibC-Tepanuu LnkKiogpocoaHoM U METUNPELHN30/IOHOM
Mo03BOJINIIO CHU3UTb aKTUBHOCTb AEPMaTOMUO3NTA, KIIMHUYECKNE U Nla-
60paTopHbIe MPOSIBAEHUS MMO3UTa, nopaxeHue nerkvx. OaHako 6bIcTpoe
rnporpeccupoBaHne BacKyonaTtum ¢ Pa3BuTMeM OCTPOM ANrNTaIbHOM
nLIEMUU MPUBEJIO K Pa3BUTUIO CYXOV FaHIPEHbI Y MOTEPE MSIrKUX TKAHE.

AHTUCUHTETa3HbIN cuHapom (ACC) aBnseTcs Haum-
bonee TAXeNbIM NOATUNOM TEYEHUS OEepMaToOMMO3n-
Ta/nonnmMmunosuta (AM/IMM), xapakTepuayowminca pas-
BUTWEM NHTepCTUUManbHoi 6one3nu nerkux (UBJT),
a UMEHHO crHapoma Grbpo3npyIOLLErO aibBEOINTA,
PE3VCTEHTHOCTbLIO K TPAANUMOHHOM MIOKOKOPTUKOWA-
HOVi Tepannm n Hann4Mem cneumnduyecKrx ayToaHTuUTeN
npoTtne ammHoauun-TPHK-cuHTeTas. 3to rpynna umto-
nnasmaTn4eckmux GepMeHTOB, yH4aCTBYIOLLMX B CUHTE3e
6enka B ¢pase TpaHCNSALUMN, KOTOPbIE KaTannanpyoT 00-
pasoBaHne amuHoaumn-TPHK-komnnekca ns onpene-
JIEHHOW aMVHOKMCNOTbLI M COOTBETCTBYIOLWEN el TPHK.
OpHVM 13 Hanbonee N3yHeHHbIX U PacnpPOCTPaHEHHbIX
aHTuTen (0o 75% Bcex cny4yaeB aHTUCUHTETA3HbIX aH-
TMTen) ABNgeTcs aHtn-Jo-1, aHTMreHom ass KOTopo-
ro cnyxut ructuamn-TPHK-cnHteTasa [3]. BoisBneHme
Takux aHTUTenN y 60/1bHbIX naMonaTUYeCcKMMmn Bocnanm-
TenbHbIMM MronatTuamm — I M/IM paccmMaTpumBaloT Kak
npeaunkTop passutus MBJT n HebnaronpmuaTHOro npo-
rHo3a [2]. Kpome aHTu-Jo-1-aHTuTena, Ha cerogHsiLi-
HUI OEeHb U3BECTHbI 1 APYrMe aHTUCUHTETA3HbIE aHTU-
Tena: aHTu-PL7, anTn-PL12, aHTK-KS, aHtn-0d, aHtn-
EJ, aHTK-Zo, aHtutena Kk tTupo3un-tPHK-cnHteTase
v ap. [11, 12]. VX BbISBNEHME CONPSI)KEHO C Pa3BUTU-

eM onpeneneHHoro cumntomokomniekca — ACC —
BKJIIOYAIKOLLLEro, NMOMMUMO MUO3UTa, OCTPOE Hayaro,
nnxopanky (y 35% 605bHbIX), CAMMETPUYHbIN peBMa-
TONAONOAO0OHbI HE3PO3UBHBLIN apTpUT (Y 75% naum-
€HTOB), PeHOMEH PelnHO (y %5 NaumMeHToB), MOpaxXeHne
KOXW NTaA0HEN 1 NanbLUeB KUCTEN NO TUMY «PYKU Mexa-
Huka» n UBJ1 [1, 7].

B 2011 r.J. Solomon v coasTopamu [11] Gbinun npes-
JIOXeHbI NpeaBapuTenbHble kputepun ACC, yumTbiBato-
LWME HANNYME aHTUCUHTETA3HbIX aHTUTEN B COYETAHUN
C ABYMS UM OAHUM BOSbLLMM U ABYMSI MasnbIMU KpUTe-
pusmn. ACC otmeyatoT y npnbanautensHo 30% naum-
€HTOB C BOCMNaNnTeNbHOM Mmnonatuei [12]. AnarHocTtn-
ka 6a3npyeTcs Ha HAMYUN AHTUTEN K aHTUaMUHOALMIT-
TPHK-cuHTETa3e n oByx CUMMTOMOB U3 CNEAYIOLLNX:
apTpuT, namonaTnyeckas BocnanuTesibHas MuonaTuns
(MnoauT) n UBJ1. Jluxopagka, «pyku MexaHuka» 1 siB-
neHuvs @eHomeHa PellHo Takke MOryT NpUCYyTCTBOBATb,
HO MeHee pacnpocTpaHeHbl [9]. Takum obpasom, ACC
MMeET onpeaeneHHble PeHOTUNMYECKE OCOBEHHOCTH,
oTnmyatowme ero ot rpynnel [MM/OM B uenom [13]. Ecnn
knaccuyecknin geobrot NM/OM xapakTepudyeTcs npo-
rpeccupylolmM HapacTaHMeM Mbllle4yHoM cnabocTu
VNN KOXHbIM cHApomMoM, To npu ACC B nebroTe BO3-
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Puc. 1. Pyku naumnentku O. ¢ ACC 1 0CTpOii AMrntanbHoi uiwemnei nanbLes pyk npu nepeuyHoOM obpatiexuu (a, 6) (maii 2017 r.)

MO>XHbI IMXOopaaka, apTpuT/apTpanrus M HapacTa-
owas odplluka Npwv HE3HAYNTENBHO BbIPAXKEHHbBIX CUM-
nTomax mmoauta [1, 13]. CywiecTByeT 3Ha4YUTENbHASA
KNnHMYeckasa reteporeHHocTb ACC. Tak, y naumeHToB
CaHTUTENnaMm NpoTrB PL-7 0TMEYaIoT MSArkni CyOKIIMHN-
YECKUIN MMO3UT, KOTOPbIV XOPOLLO OTK/IMKAETCHA Ha Tepa-
mmio. CoveTtaHme aHTU-PL-7, anTn-Ku n aHtn-SSA-52kD
BCerja cornacylortcs ¢ TsxxenbiMm TedeHmem VIBJ1. OaHo-
BPEMEHHO MpucyTcTBMe aHTM-Ku NoBbILLAET BO3MOX-
HOCTb MEPEKPECTHOro cuHapoma NM-cknepoaepmus
C ¢peHoMeHOM PeliHO 1 TUnn4YHbIM cknepoaepmMmuye-
CKUM nopaxeHnem Koxun. OcTpas aurutanbHas me-
MU B pamkax ACC onvcaHa y naumMeHToB C NO3UTUBHBIM
aHTn-Jo-1 [5, 8], npm conyTcTBYIOLLEM KPUOrNoBynHe-
MMYECKOM BaCKynuTe, a Takke Npy aHTn-PL-7/aHTn-SSA
52kD ASS-cnekTtpe aHTuTen [4].

NHTepec k ACC B pamkax AM/INMM obycnoBneH oco-
OEHHOCTSAMUN €ero Te4eHUs, 3HAYUTESIbHOMN reTeporeH-
HOCTbIO MPOSIBAEHN B 3aBMCMMOCTM OT CNEKTPa Bbl-
ABNSIEMbIX @HTUTEN, TPYAHOCTBLIO ANAarHOCTUKN U Aasb-
HerLen Kypaumm naumeHToB. MNprBoanm CO6CTBEHHOE
HabntoaeHwe amarHoctikn ACC ¢ peakumm KimHuye-
CKVUMU MPOSIBIEHNAMUN — TSXKESbIM TedeHnem peHome-
Ha PelMHO C pa3BuTMEM OKKJTHO3VMOHHOM BacKyionatnm
1 OCTPOW NeMMA NasnbLEB PYK B Aebi0Te 3a60neBaHus.

BonbHasa O., 33 roga, HaxoaMTCs B AEKPETHOM OTIy-
cke Mo yxoay 3a pebeHkoM 2 neT, obpaTunack Ha KOH-
CynbTaTUBHbIM nNpuem B KOMMyHanbHOe yypexaeHue
30paBooxpaHeHns «ObnacTHasa KInMHUYeckas 60nbHN-
L2 — LLEHTP SKCTPEHHOM MeAMLMHCKOW MOMOLL 1 Meau-
LMHbl katacTpod» (KY30 «OKB LLOMIM n MK»), Xapbkos,
noJIMKIMHM4YecKoe otaenexHne, B mae 2017 r. ¢ xxanoba-

MW Ha N3bA3BEHMSA 1 O0Nb B 0611aCTW NanbLEB KUCTEN,
MOXonoAeHVE NAbLER KUCTEN, OLLYLLIEHNS UX OHEMEHWS],
N3MEHEHWS OKPaCKM KOXM pyK, 6O B CyCTaBax KUCTEN,
CTOnM, KOJIEHHbIX, FO/IEHOCTOMHBIX, JIOKTEBbLIX CYCTaBOB,
YTPEHHIOK CKOBaHHOCTL A10 1 4, MOBLILLIEHNE TEMMEPATY-
pbl 8o 37-37,3 °C, nnoxo CoH, cnabocCTb B MbILLLLAX KO-
HEYHOCTEWN, MOBbILLEHHYIO YTOMISieMoCTb. Ha puc. 1a, 6
npeacTtaeneHbl potorpadum pyk naumeHTkn Npm nep-
BMYHOM 0OpaLLEHNM HA KOHCYNIbTAaTUBHbI NMPUEM.

3 aHamMHe3a U3BEeCTHO, 4TO cumTaeT cebst 60sbHOM
¢ aHBapsa 2017 r., koraa 6e3 BUAMMOM NPUYMHBI MOs-
BUJ1IaCb OTEYHOCTb B 061aCTW SIEBOrO rnasa, no noBo-
oy yero obcnenoBanack y anneprosora. Yepes 1 mec
NOSIBUICSH CUMMETPUYHBI OTEK NPaBoro rnasa, no-
KpacHeHMe BOKPYF r1as, 3pUTemMaTo3Hble BbICbINaHUs
Ha Tene, Takke oTMevasna nosieeHne 6onum 1 cnabocTu
B MblLLLAx, 6011 1 0TEYHOCTM cycTaBoB kucteii. C map-
Ta 2017 r. 3adumkcrpoBaHbl ann3oasl cyddebpunuteta,
He3HauynTenbHas oaplwka. [Mpu peHTreHorpadumn opra-
HOB rPYZAHO KNIETKM BbISIB/IEHbI NPU3HAaKM OBYCTOPOH-
Hen NHEBMOHUU, MHPUALTPATLI B IErkuX. PEHTreHono-
rmyeckme U3MeHeHUs ObiIM pacLeHeHbl Kak MHEBMO-
HWUSI, B CBSI3M C 4eM NpOoLLIa Kypc aHTMbakTepmanbHom
Tepanuu ¢ yaoBAeTBOPUTENbHBIM KIIMHUYECKUM U pa-
OMONornyecknm pesynbtatom. Bo Bpemsi ctaumoHap-
HOro fle4eHns No NoBOAY MHEBMOHUM KOHCY/IbTUPO-
BaHa PEBMATOJIOroM, ObISI0 3aNnog03PEeHO CUCTEMHOE
3aboneBaHne COeanHUTENBbHON TKaHu. Mpyu MMMYyHO-
fiormyeckom obcnenoBaHNN BbisiBNIEHbI MOIOXUTENb-
Hble aHTUHYKJIeapHble aHTuTena, aHTn-RNP n aHTu-
Jo-1. C 04.04.2017 r. Ha3Ha4YeH MeETUANPEOHN30JIOH
B 003e 32 Mr/cyT, Ha pOHe KOTOPOro yMeHbLUUIach
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OTEYHOCTb LA 1 CYCTaBOB, HOPMAaIN30BaNacCb TEM-
neparypa Tena, Ho YCUIUInch LmaHo3 1 60nb B cycTa-
Bax KNCTEN PyK, OLLYLLEHMS XON0Aa B KOHEYHOCTSIX.

PeTpocnekTBHO TakXe BbIACHEHO, YTO Yy nauu-
€HTKM OTMEeYanucb 3nNn3oabl y3/710BaTON SpUTEMBI
B 2006 r. (10 neT Ha3an), a Takke 60NN N OHEMEHMS
KOHYMKOB nasblLeB B nepuon 6epeMeHHOCTU (pebeHok
poxneH B utone 2015r.).

Mpr aHanse MeaMUMHCKON AOKYMEHTaUUM OTMEeYe-
Hbl 3HAYUTESIbHbIE U3MEHEHWS B TaB0opaTOpPHbIX Nokasa-
TeNsX MMO3UT-Ccneundniecknx GepmMeHTOB: KpeaTuH-
dochoknHaza (KPOK) ot 11.04.2017 r. — 1613 en./n,
ot 04.05.2017 r. — 854 en./n (Hopma 26-192 en./n).
OTO COYETaANOCh C NOIOXKUTENBHBIMY aHTUHYKJ1EAPHbI-
MK aHTuTenamm, aHTU-RNP (aHTUTena Kk puboHykIeo-
npoTenHam) n aHtu-Jo-1. BO3MOXHO, UMEHHO Hann4me
aHTU-RNP 060CHOBbLIBAET YyCTAaHOBIEHNE NEPBUYHO-
ro AmMarHosa kak CMellaHHOro 3aboneBaHus coeau-
HUTENbHOM TKaHW. IMEHHO 3TOT AMarHo3 yCTaHOBJEH
BO BpeMs cTaumoHapHoro nevenuns ¢ 10.04.2017 r.
no 12.05.2017 r.: CmewaHHoe 3aboneBaHne coeau-
HUTENbHOM TKaHW, akTUBHas ¢asa, akTMBHOCTHL Il CT.,
C NOpPaxXeHMEM KOXWN 1 COoCynoB (napaopbutanbHbIi
OTEeK, apuTemMa, CUHAPOM PenHo, ourutanbHas ynbLe-
paums), MbILLL, BEPXHUX KOHEYHOCTEN, CYyCTaBoB (Mo-
nuapTput, ®H Il cT.), nerkmx (NynbMoHUT), noyek (XBI1
| cT., Hedponatna, MKB).

Bo Bpemsi HaxoxaeHus B CTauMoHape nauyeHTka
nonyymna 23 BHYTpUBEHHbIE MHDY3UM Ba3onpocTa-
Ha (20 mkr/cyT) 6e3 knnHndeckoro addexTa, Npoaos-
Xanocb nporpeccmupoBaHne cuHgpoma PenHo, ycu-
JININCb NPOSIB/IEHUS ULLEMUN TKAHEN U AUrnTasbHble
MU3bA3BJIEHUS BMIOTb 40 GOPMUPOBAHNS HEKPO3OB
nansues pyk. MNpyn 9ToM AMHamMmka N3MEHEHWN B Nner-
KMX Oblia NosIoXUTeNbHas: NPU NPOBEAEHUN MYJlb-
TMcNUpanbHOM KoMMbloTeEpPHOM Tomorpadum (MCKT)
opraHoB rpyaHoin knetku ot 31.03.2017 r. BbiSiBNEHbI
NPU3HaKkn ABYCTOPOHHEN 04aroBON MHEBMOHUU, MHO-
XeCTBEHHbIE MHOUNBLTPATLI; NPY NMOBTOPHOM UCCNeno-
BaHuM 0T 19.05.2017 r. onpenensnock obpatHoe pas-
BUTWE O4AroB B JIErKUX.

Kpome BazonpocTaHa naumeHTKa npoaosmkana npu-
HUMaTb 32 MIr METUNMPEOHM300Ha, 10 MIr MeToTpekK-
cata B Hefesno, GONMEBYIO KUCIIOTY S Mr/Hen, cocyam-
CTyl0 Tepanuio (GeHUrManH, ounMpuaamMon, TpeHTan,
KCaHTUHOJA HUKOTUHAT), aueTUNcannumaoByto KUCHO-
Ty 75 Mr/CyT.

Mpu obpateHmn Ha npuem B KY30 «OKB LLOMIM
n MK» B mae 2017 r. gnarHo3 cmeluaHHoro 3abonesa-
HUSI COEANHUTENBbHOM TKaHW BbI3Basl COMHEHUS. Hanu-
yme reMOTPOMNHOro OTeKA B HaYasle 3a00eBaHNs, Mbl-
LeyHor cnabocTun, anNn3oa0B 3PUTEMATO3HbLIX BbIChI-
MaHW Ha TYNOBULLE, TaXMKAPANN N ayCKYNbTaTUBHbIX
CUMMNTOMOB MMOKapAMTa, a Takke aHanm3a nabopartop-
HbIX M3MeHeHW (NoBblweHne KPK B cepum aHann3os,
nonoxuTtenbHble aHtuTena IgG k Jo-1), y 60nbHOM 6bin
3anono3peH 1M 1 ero 0cobblin GEHOTUNUYECKUIA BapU-
aHT — ACC. YuuTbiBas BbICOKYKO CTEMNEHb akTUBHOCTU
3aboneBaHus, oTcyTcTBMe addekTa OT Ie4eHns, Npo-
rpeccupoBaHne COCYOUCTbIX HAPYLLEHWIA B BUAE KPU-
TNYECKON ULLIEMUM KOHEYHOCTEN, NaumeHTKa Oblia Ha-
npasneHa B LleHTp peBmaTonorum KnmHnyeckom 60b-

NNIKAPKO-NPAKTUKY

HUUbI «PeodaHns», roe Haxoamnack Ha CTaLMOHAPHOM
nedeHun ¢ 22.05.2017 no 26.05.2017r.

Ha MOMEHT rocnutannsaumm coctosiHue 60onbHOM
cpenHeln TaxecTu. HeaHaumTenbHbI napaopbuTanb-
HbI 0Tek 6e3 apuTembl, GOPMUPOBAHNE KYLLMHIOWA-
HOro TMna nMua. dpUTeMaTo3HbIe BbiCbINaHUsA B obna-
CTU «OeKoNbTE», NATHA 0TTPOHA Ha pykKax, IOKYCbI M-
nep-/rMnonMrMeHTaumm Ha kuctax. Cetyatoe nmBeno
B obnacTtun npegnneynii n 6epep. KOHEYHOCTM XONoA-
Hble Ha ouwynb. Cyxmne Hekpoasbl |, 11, 1Il, IV anctanbHbIX
danaHr npasomn knctnull, Il nanbues neesom knctn. Cu-
HIOLLIHOCTb NanbLUEeB pyK. MAaTHMCTas CUHIOLWHOCTb Ne-
BOW NaTku (puc. 2). CycTaBbl BHELLIHE HE U3MEHEHDI,
npuv nanbnaumm 6e3601e3HEHHbI, ABUKEHWNS B MOJIHOM
obbeme. MelweyHon atpodun He onpeaensieTcs, no-
anmmanrmg. Cuna mMbllL, B BEPXHUX KOHEYHOCTSX CHU-
XeHa (3 6anna). CnabocTb Len 1 nieyveBoro nosca.
[onoBy yaoepxuBaeT. [oBbILLIEHHAA MblLLEYHAs YyTOM-
ngemMocTb. TecT BbinoaHeHMsa 10 NnogbLEMOB CO CTy-
na— 37 c. CnusncTbie 060/104KM POTOBO MOSIOCTY 6e3
ocobeHHocTeln. OTMevaeT YacTble HOCOBbIE KPOBOTE-
YeHUs1, CyXOCTb HOCA, Cyxme KOPKM B HOCOBbLIX XO4ax.
[Mpwr ocMOTpe 0OTONapuHronora — JaHHbIX OTHOCUTESb-
HO nepdopaLmn HOCOBOM NEPErOPOLKN HE MOJTYHEHO.
B nerknx Be3ukynsgpHoe abixaHne, GOKyCbl XeCTKOro
ObIXaHUs B HUXXHUX oTaenax ¢ 06enx CTOPOH, Xpunbl
He BbICNyLLMBalOTCA. HYacToTa apixaHna — 17/MuH. 'pa-
HULBI cepaua paclumpeHbl Bneso. CepagyHble TOHbI My-
X1€, CUCTOJSINYECKUI LLIYM Ha BEPXYLUKE, To4ke BoTkn-
Ha. Taxnkapaws 90-100 ya./mMuH. AL 130/75 mm pT. CT.
XXnBoTt Msarkuin, 6e3bonesHeHHbl. lNeyeHb y kpas pe-
6epHon ayrn. CeneseHka He nanbnupyetcs. CTyn pe-

Puc. 2. fBnenms nwemun 8 obnactv nsitkv naumentku O. c ACC (Mait 2017 r.)
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rynspHbii. MoyencnyckaHme ceobogHoe. OTekoB HeT.
OnpenenaeTca CHUKEHNE KOXHOM YyBCTBUTEIbHOCTU
rofieHen n npeanaeymi.

Mpwn o6cnepoBaHnu:

OKI ot 22.05.2017 r. — CnHycoBas Taxukapaus,
YCC 100 ya./MunH. YMEpEHHbIe N3MEHEHNS MMOKapaa.

MCKT HocoBbIx nasyx Hoca o1 23.05.2017 r. —
6€e3 NaToNorMYecknx OTKIIOHEHUI.

LynnekcHoe CKaHNPOBaHWE apTePUI U BEH BEPXHNX
KOHeyHocTel o1 24.05.2017 r. — MNpur3HaKu BbipaXeH-
HOM aHrmonaTum apTepuin CO CHMXEHHbIM KPOBEHAMOJ1-
HEeHWeM Mo apTepusaM NanbLEB HA 0OENX KOHEYHOCTSX,
6onbLue cnpaea. KomneHcaTopHOe HavyanbHOe pacLun-
peHmne BEHO3HbIX BETBEN C 06erx CTOpoH. Komnpeccus
BEH noJsHas, 6e36one3HeHHasi ¢ 06enx CTOPOH.

B o6uwiem aHanuse kposu ot 23.05.2017 r. — apu-
TpounTbl 4,1-10'2/n, remorno6uH 130 r/n, nerikoumn-
Tbl 7,7-10%/n, TpombounThl 204-10°/N, neikountapHas
dopmyna 6e3 nameHeHnii, CO3 19 mm/4. Koaryno-
rpamma ot 23.05.2017 r. — NpoTPOMOUHOBBIN MHAOEKC
92%, TpOMBUHOBOE Bpems 21 ¢, 3TAHONOBbLIN TECT HE-
raTuBHbIN, B-HapTONOBLIN TeCT (+), pmMbpuH 2,66 r/n.
Broxmnmunyeckunin aHanns kposwm ot 23.05.2017 r. — 06-
wnn 6enok 61 r/n, moyeBuHa 3,9 MMonb/n, KpeaTu-
HUH 59 MKMoOnb/n, Mo4deBas kucnota 209 MkMonb/n,
xonecTtepuH obwuin 3,9 Mmonb/n, Tpurnmuepuabl
1,88 MMoOnb/n, XONecTepuH MMNONPOTENHOB BbICOKOWA
nAoTHOCTU 1,76 MMONb/N, XONECTEPVH INMONPOTENHOB
HU3KOM NnoTHocTM 2,09 MMOb/N, XONecTepuH N1no-
NMPOTENHOB O4eHb HM3KoM NNoTHocTK 0,85 MMonb/n, Gu-
MPY6UH 06Lwmii 10,0 MKMOSb/ 1, BUNMPYOUH HEMPSIMOIA
10,0 mkmonb/n, anaHnHamuHoTpaHcdepasa 25 en./n,
acnapTtatamuHoTpaHcdepasa 20 en./n, ramma-rnoTa-
MunTpaHcnentupasa 17 en./n, nakratoernaporeHasa
249 en./n, KOK 152 en./n, MB-KPK 19%, xeneso B Cbl-
BOPOTKE KPOBW 23,6 MKMOJIb/N, roKo3a 5,1 MMosb/n.

BonbHas NPOKOHCYIbTUPOBaHA OTOIAPUHIOSI0rOM
0T 24.05.2017 r. — XpOHU4ecKkunin aTpodU4eckmin (cy-
XOWN) BQ3OMOTOPHbIV NepegHnin pUHAUT.

YuntbiBas KNIMHUKO-1abopaToOpPHbIN CUMMTOMOKOM-
nnekc, naumeHTke Obln yCTaHOBMIEH Cnenylowmii ana-
rHoa: lNepsuyHbiti M, ACC, nogoctpoe Te4eHne, ak-
TMBHas asa, aktMBHOCTb Il CT., ¢ nopaxeHnem Koxu
(napaopbuTasnbHbIi OTEK, reIMOTPOINHas 3pUTemMa,
BPUTEMATO3HBIE BbIChINaHWsST — CUMITOM «J€KOJIbTE>,
CUMITOM «LLUan», aputema oTTpoHa), mMbiLL (Muo-
3UT), CyCTaBOB( HE3PO3VBHBIN aPTPUT, NOSINAPTPAIT NN,
®H 1), peHomeH PeliHO TSXenoro Te4eHusl, OKK/II03u-
OHHasi BacKys1onatusi ( AnrntasbHble 13Bbl, KDUTUHECKAST
NLLIEMUSI KOHEYHOCTEM, CyXMe HEKPO3bI ANCTa IbHbIX a-
JIaHI PYK), erkux (MHTepCcTuumMaabHOe nopaxeHme —
nysIbMOHUT, HGUALTPAaTsI, JIH 1), cepaua (MvuokapaurT,
CH 1), HepBHo cucTeMsl (nepugepuydeckasl Hemporna-
TVs1), C UMMYHOJI0MM4ECKUMY GeHOMEHaMU (M03UTHUB-
HocTb o AHA, aHtutenam k IgG Jo-1, JgG RNP).

B cBsasn ¢ yctaHoBneHmem gmarHosa M ¢ ACC
nauveHTka Oblna nepeBefeHa ¢ MeTUINPeaHU30J10Ha
Ha NPenHM30J10H C Ha3Ha4YeHMEM afekBaTHOW [03bl;
Yy4MTbIBast MOPAXEHWEe Nerknx 1 onacasiCb A0MNOAHU-
TesIbHO Pa3BUTUSA MeToTPeKCcaT-UHAYLIMPOBAHHOI O MNOo-
paxxeHus1, Obl1 OTMEHEH METOTPEKCAT; Y4NTbIBAs TAKKE
OKKJTIO3WMOHHYIO BACKy10MaTUIO C Pa3BUTUEM KpUTUYE-

CKOW MLLIEMUN KOHEYHOCTEN 1 cTaann GopMUPOBaHUS
HEKPO30B NauMeHTka Obina nepeBefeHa Ha KypCoBYHO
KOMOVHMPOBAHHYIO MynbC-Tepanuio LmknodpochaHoMm
(1000 mr) n metunnpegHusonoHom (1000 mr Tpu oHA
noapsa). BmecTto BazonpoctaHa (anenpoctaani) 6bin
Ha3HayeH 6onee apPEKTUBHBIN B TaKUX Clyvasx Uio-
MeavH (nnonpocT) [6]. CocyamcTas Tepanus 6bina ao-
MoJIHEHA NPa3031UHOM (A0KCa303U1H) 2 Mr 2 pa3a B CyT-
KW BINTENBHO 1 cungeHadunom (noteHumane) no 25 mr
2 pasa B CYTKM, C NOBbILLEHMEM A03bl A0 25 Mr 3 pa3a
B CYTKM 4epes 2 Hepf,; ueneBasi MakcmmManbHasa osa
(npw oTtcyTcTBUM addekTa Ha NpeaplayLLmMx 003ax) —
150 mr/cyT (50 mr 3 paza B cyTkn). CTatnHoTepanuns
BKJllOYana Ha3HayeHne polyBactatuHa 10 mr 1 pas
B CYTKWN; aHTUTpOMOOLMTapHas Tepanus — Kionuao-
rpenb 75 Mr/cyT. B CBA3M C NPUMEHEHNEM FTIOKOKOP-
TUKOWNO0B B BbICOKMX 032X Obl/1 HA3HAYEH KOMOUHMPO-
BaHHbIN Npenapar Kanbumsa n sutammnHa D.

B nioHe 2017 r. npoBeaeH NOBTOPHbIN KYPC MyJbC-
Tepanuu, MHGY3MnM NNoNpPoCTa, NPOAOCKAETCS NpUMe-
HEHMe NpenapaToB COrfnacHoO peKkoOMeHaaLNAM.

K coxaneHuto, NnoBbiLLEHNE NEPOPANIbHON A03bl
rnKokopTrkonaos Ao 60 mr/cyT (U3 pacyeta 1 mr/kr
Macchbl Tena), nepexof Ha KOMOMHUPOBAHHYIO MyJbC-
Tepanuio raiKoKopTukongamm ¢ uyknodocdaHom,
NPUMEHEHME TPOMHOM Ba30aKTUBHOM Tepannu He Npu-
HECIO XeNaeMbIX Pe3yNbTATOB: y NAUNEHTKM CHOPMU-
POBaNCb CyXmMe HEKPO3bl ANCTalIbHbIX OTAENIOB Masib-
LeB pyk (puc. 3a-B), HabnoJaOTCA 3HAYUTESNbHbIE
COCYAMCTbIE HAapyLUEHNS B 061acTu NATKK (puc. 4), Ko-
Topble nporpeccmpytoT. OQHaKO CyXre HEKPO3bl HETKO
OTrpaHNYEHbl OT 300POBbIX YH4ACTKOB KOXW, pacnpo-
CTpPaHEHNS 30Hbl HEKPO30B, NOSAB/IEHNS HOBbIX y4acCT-
KOB ULLEMUM N N3BAIBIIEHNI HE OTMEYEHO. YunTbiBas
NPOrpeccrpoBaHme COCYANCTbIX HapYLLEHWI B 061acTun
NIEBOM MATKU, MPUHSATO PELLEHVE O HEMPEPLIBHOM BBE-
LEHNM Ba30aKTUBHbIX NPenapaToB (M1onpocT) Ha doHe
NPOAOMKEHNS KYPCOB NYNbC-TEPAnnn 1 NepopasibHOro
NPUMEHEHNS MTIOKOKOPTUKOWAOB.

B OaHHbIN MOMEHT CO CTOPOHbI JIErKMX, CYCTaBOB,
MbiLUL, HA0MI0AaEeTCs MO3UTUBHAS KIMHUYeckas 1 na-
6opatopHasa amHamuka. OTmedeHa Hu3kas nabopa-
TOpHas akTMBHOCTb Mnoauta: KOK — 30 epn./n. Xano-
Obl CO CTOPOHbI KOCTHO-MbILLIEYHOMN CUCTEMBI Y NaLp-
€HTKN OTCYTCTBYIOT.

AHaNM3npys AaHHbIA KIMHWYECKUI cyyai, Heob-
XOANMO aKUEHTUPOBATb BHUMAHME Ha CNeayloLmnx
acrekTax.

Bo-nepBbix, Mbl BNEPBLIE B CBOEN KITMHNYECKOM NpaK-
TUKE CTOJNKHY/NCb C O4eHb peakmm nposieneHnem ACC —
OKK/IIO3MIOHHOW BaCKynonaTuen ¢ pa3ButrueM Kputnde-
CKOV AUrnTanbHOM MiemMmnm ¢ ObICTPbIM GOPMUPOBAHN-
€M HEKPO30B KOHYMKOB MaSbLEB, @ TAKXKE NOPaAKEHNEM
naTkY B gebtoTe 3aboneBaHnd. TeM LeHHee Hall OnbIT,
NPUOBPETEHHbIV B NEPNOA, ANarHOCTUKN M MPOAOKat0-
LLLeCs Kypaumm naumeHTkn. B oCcTynHom MeanumMHCKOn
mMTepaTtype Ham yaanocb HANTV ONMMCaHWE TONBbKO ABYX
NoaobHbIX KNMHUYECKUX cnyyaes [5, 8]. OHu cBnaeTenb-
CTBYIOT O KpawHe peakom nogobHom nposisneHnn ACC.
OnHako UMeHHO Hannyne aHTn-Jo-1 obycnoBnvBaeT ac-
coupaumio MM ¢ BaCKyNMTOM, YTO BbI3bIBAET BbIPAXKEH-
HYIO COCYAMNCTYO HEOOCTaTOYHOCTh [8].
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Puc. 3. Pyku naumentku O. ¢ ACC, 0CTpOil AMruTanbHoi Mwemuneii nanbLes
PYK, Pa3BUTMEM CYXIX HEKPO30B KOHYMKOB nanbLes (a—8) (monb 2017 T.)

Puc. 4. MporpeccupoBaHne MIWEMIUN 1 NWIEMUYECKUX U3MEHEHUIN TKa-
Heil B obnacTu natku naumentkn O. ¢ ACC B anHamuke (nionb 2017 1.)

K coxaneHuto, pa3sutme OCTPOM AUrnTaibHOM nLle-
Mum B pamkax ACC Ha dpoHe Taxenoro ¢peHomeHa Peii-
HO OblJ10 MO3AHO OLEHEHO C KIIMHUKO-HO30/I0MMYEeCKNX
nos3vumin (Ha atane GopMMPOBaHNSA HEKPO3OB), NO3-
TOMY MPUMEHEHNE aKTMBHOW Ba30TPOMHOM Tepanun

NNIKAPKO-NPAKTUKY

He NPMBENO K 3HA4YMMbIM pe3ynbTaTam, O4HaKO NO3BO-
JINNO NPUOCTAHOBUTb AaJIbHENLLIEE NPOrPECCMPOBaHME
1 pacnpoCTPaHEHME ULLIEMUN.

Bo-BTOpbLIX, OTCYTCTBUE KJIACCUYECKON MaHude-
cTauum B BUAE MblLLEYHOro CUHAPOMA MPUBENO K TOMY,
yTo AnarHo3 M v ero ocobbli GeHOTUNUYECKU Ba-
puaHT — ACC He 6bli1 YCTaHOBIEHbl CBOEBPEMEHHO.
FBNEHNS renMoTPONHOro OTeEKA U APUTEMATO3HbIX Bbl-
CbINaHWI Ha TynoBuLLE OblN pacLLEHEHbI Kak MposiBe-
HUS anneprun, n 6onbHas ANNMTENbLHOE BPeMs NIeunnach
y annepronora. [JebtoT 3aboeBaHns codeTan KOXHbIN
CUHOPOM, NOPaXeHne Nerknx, He3Ha4YNTENbHO Bbipa-
>XEHHbIM MbILLIEYHbIM N 0OLLENHTOKCUKALMOHHbINA CUH-
OpOMBbI. AABNeHMs BackynonaTuy NpucoeanHnInNCk nos-
€, 0AHaKO BNOCNeACTBUM CTaIM AOMUHNPOBATL B KJN-
Huyeckol kapTuHe. MaHudecTauua 60ne3Hn B BUOE
NMHEBMOHUM B JAHHOW CUTyaLmMun SIBUACb NPU3HAKOM
WBJ1, 4To Takke noaTBepXOaeTcs OaHHbIMU nuTepa-
Typbl O BbICOKOM coyeTaemMocTn VIBJT ¢ Hannyvem aH-
TUCUHTETa3HbIX aHTuTen [3].

Y 60nbHOW NepeoLeHeHa 3Ha4MMOoCTb nabopaTtop-
HbIX MapkepoB (Hannyne aHTn-RNP) 1 ounb0o4HO Obin
YCTaHOBJIEH AMarHo3 cMeLliaHHOro 3aboneBaHns coe-
OVHUTENBbHOM TKaHW. XOoTa Oe0oT O0Ne3HU C aB/IeHnI
renuoTponHoro oteka, NBJ1, cyctaBHOro cuHapoma,
Hann4na aHTN-Jo-1-aHTUTEN n3Ha4YanbHO CBUOETE b-
cTtBoBan B nonb3dy M c ACC.

BonbHOIM cTapTOBO Obl1 HA3HaYeH METUNPEaHN-
30/10H, OQHAKO B Clly4ae ycTaHoBNeHns anarHosa M
npeanoyTuTeNbHee Ha3HavyeHve npegHr3onoHa. Jjosa
npenapara He COOTBETCTBOBASIA TXKECTU KIIMHUYECKNX
NPOSIBAIEHUIA, COMNACHO PEKOMEHAALMSAM NPEAHU30JI0H
Ha3HavalT ncxoas u3 1 Mr/kr (C y4eToMm Macchbl Tenana-
LMEeHTKM anekBaTHasa 103a 60 mr/cyT). Beibop 6a3ncHo-
ro npenapara (MeToTpekcaT) nposeaeH 6e3 yyeta no-
paxeHus nerkux. He npoBogunack naTtoreHeTn4eckas
Tepanusi, HanpaeneHHas Ha peHoMeH PeliHo, 4To npu-
BEJI0 K TSXKENbIM MNPOSIBAIEHNAM C SBIIEHUSIMU KPUTUYE-
CKOW MLLIEMUUN 1N JUIrNTaNbHOM ynblLepaunn. He nutep-
NPeTMPOBaHbI KIIMHMKO-1abopaTopHble npuaHakn ACC
Kak MapKkepa TSXXenoro Te4eHns, PESUCTEHTHOCTU N He-
L0CTaTOYHOM 9P PEKTUBHOCTN MIOKOKOPTUKONAOOB.

Takum obpasom, ACC, aBnssicb Hanbonee TaKesbIM
deHoTnnmnyeckum sapuaHTom NM/OM, npencrasnser
HaMbOsbLLWI MHTEPEC Kak [J1s1 PEBMATOJIOrOB, TaK 1 AJ1s
Bpa4yen CMeXHbIX cneumanbHOCTeln (NysbMOHONOIoB,
anneprosoroB, COCYAUCTbIX XMPYProB). 3TO CBA3aHO,
C O[IHOW CTOPOHBbI, C TPYOHOCTAMM PaHHEN ANArHOCTUKN
6ones3Hu, korga npu MaHudecTaummn ¢ reIMoTPONHoOro
oTeka, IMXOPaakn, N3SMEHEHWNN CO CTOPOHbI IENKMX N OT-
CYTCTBMM MNOMNATUM, NALMEHTbI 00PaLLAIOTCS K annepro-
Jioram, nysibMOHoJs1I0ram, HabtaAasCb 0ObIYHO C MHEBMO-
HUen, NoayyaloT HEAMDEKTUBHYIO NN ManoadphekTVB-
HY!0, KaK B JaHHOM CJly4ae, aHTMbaKTepuasibHyIO Tepanmio.
Mpwn neboTe NopaXkeHsi CyCTaBOB, ONEPEXatoLLEr0 MMNO-
naTM4YeCKn CUHAPOM, NAUMEHTAM ONArHOCTUPYIOT PEB-
MaTOVHbIA U PEAKTUBHbI apTPUT, YTO Takke OTK/a-
[ObIBAET CBOEBPEMEHHOE HAaYas10 afeKBATHOIO JIEHEHNS.
C opyrovi CTOpOHbI, U3BECTHAs PE3UCTEHTHOCTb (MW He-
JocTaToyHas 9OPEKTUBHOCTL) MIIOKOKOPTUKOUOHON Te-
panum ¢ UMMYHOCYMPECCUBHOW Tepanvei, B AaHHOM CI1y-
Yyae C METOTPEKCATOM, HE BCEraa no3BOSIAET KynMpoBaTb
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NNIKAPKO-NPAKTUKY

NaToNorMYeCcK1n NPOLLECC B JIETKUX U 3aMELINTb €ro
nporpeccrpoBaHne. Tsxesble MPOSBAEHNS KPUTUHECKON
WLLEMUM KOHEYHOCTEM, YNbLiepaums NasibLEB N NATOYHBIX
obnacrel MensieHHo 1 cnabo pearmpyroLmx Ha COCy-
OVICTYIO Tepanuio, HECMOTPS Ha KyNMPOBaHWNE JIErO4HbIX
N3MEHEHWI N NPU3HAKOB NOPaXKEHNS MbILLILL, 3HAYNTESb-
HO YXyALLIAKOT Ka4eCTBO XM3HW NaumeHTkn. ObcyaeHne
NoJoO6HbIX PeaAKNX KIIMHUYECKUX Clyd4aeB HEOOXOAMMO
OJ15 Movcka NyTen NpeononeHns TpYAHOCTEN Kypaumm
TakMx 6OJIbHBIX, YACTO PE3UCTEHTHbIX K OBLLLENPUHATON
Tepanuuv NM/OM.
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PO3BUTOK KPUTUYHOI

AVIITASIbHOI ILLIEMIT Y MALIEHTKMN

3 JEPMATOMIO3UTOM

TA AHTUCUHTETA3HUM CUHOPOMOM:
KAIHIYHUA BUNALOK

C.A. Tpuninka, I.FO. lonosa4

Pestome. lpeacraBsieHo Orn1c KiHIMHOro BUNaaKky
AiarHOCTVIKV aHTUCUHTETA3HOrO CYHAPOMY Y NaLiEHT-
KV MOJI0A0rO BIKY, LLIO [POSIBUBCS AOMIHYIOYUMU Y KJTi-
HIHHIVI KPTVIHI TSXKKVUM (PEHOMEHOM PeviHO, PO3BUTKOM
OKJTIO3IVMIHOI BaCKy/10MaTii, KDUTUYHOI ANriTasIbHOI iLLe-
Mii. BaxBOprOBaHHS AEOIOTYBAJIO LLIKDHVIM CUMITOMO-
KOMIUIEKCOM (resnioTporiHa eputema, epuTeMaTo3Hi
BUICUIMAHHST Ha LLIKIPI) Ta IMXOMaHKOIO, 3rofl0OM NMpueS-
HaBcs1 cyri1060BuK CUMHAPOM, Oirlb y M’s3ax, AiarHOC-

TOBAHO YpPaXKeHHs siereHb (MyJIbMOHIT Ta iHYIIbTpaTH).
[pu iIMyHOJIOMYHOMY TECTYBaHHI BUSIBJIEHO aHTUTINIA
Ao ricruann-TPHK-cuHTeTasmn(aHtn-Jo-1). Hanigcra-
Bi LIbOrO CUMITOMOKOMIT/IEKCY MaLlieHTLi Oys10 BCTa-
HOBJIEHO aHTUCUHTETAa3HWV CUHAPOM. Yepe3 3 mic ric-
J151 [0SIBU MEPLLIVX LLIKIPHUX CUMITOMIB PO3BYVIHYJ/1acs
TSDKKa BacKys1onarisi 3 KpUTUYHOK ANTiTaslbHOM iLLe-
Mi€to nasbLiB PyK, Mi3HilLe — ainsiHkm aiBoi n’atm. 3a-
CcTOCYyBaHHs KOMBIHOBaHOI rnyibCc-Tepanii Likiogoc-
paHoM i METUINPEAHI30/I0OHOM [A03BOJINII0 3HU3UTU
aKTUBHICTb AEPMAaTOMIO3UTY, KIiHIYHI Vi 1abopatop-
Hi POSIBY MIO3UTY, YPaxXeHHs ereHb. OaHak LuBu-
Ke rporpecyBaHHs BACKYJ/10MNarTii 3 PO3BUTKOM rOCTPOI
AUNriTasnbHOI iLuemii npmr3Besio 4o PO3BUTKY CyXOi raH-
rPpeHV Ta BTPaTV M ’SIKUX TKaHVIH.

Kniouosi cnoBa: nepmaromiosnT,
aHTUCUHTETA3HUI CUHOPOM, aHTU-JO- 1-aHTuTINg,
KPUTUYHa auritasibHa iLemis, BackynonarTisi,
KJTIHIYHNA BUNAAOK.

DEVELOPMENT OF CRITICAL DIGITAL
ISCHEMIA IN A PATIENT WITH
DERMATOMYOSITIS AND ANTISYNTHETASE
SYNDROME: CLINICAL CASE

S.A. Trypilka, I.Yu. Golovach

Summary. Description of a clinical case of diagnosis
of antisynthetic syndrome in a young patient is pre-
sented; the above-mentioned syndrome manifested
itselfin the severe Raynaud’s phenomenon, the devel-
opment of occlusive vasculopathy, and critical digital
ischemia that dominated the clinical picture. The dis-
ease debuted with skin lesion ( heliotrope erythema, er-
ythema rash on the skin) and fever, later joined by joint
syndrome, muscles pain; lung damage was diagnosed
(pulmonitis and pulmonary infiltrates). Immunological
testing revealed antibodies to histidyl-tRNA synthe-
tase (anti-Jo-1). The patient was diagnosed with an-
tisynthetase syndrome based on this symptom com-
plex. Three months after the appearance of the first
skin symptoms, severe vasculopathy developed with
the development of critical digital ischemia of the fin-
gers, later the area of the left heel. The use of com-
bined pulse therapy with cyclophosphamide and meth-
ylprednisolone made it possible to reduce the activity
ofdermatomyositis, clinical and laboratory manifesta-
tions of myositis, and lung damage. However, the rap-
id progression of vasculopathy with the development
of acute digital ischemia led to the development of dry
gangrene and the loss of soft tissues.

Key words: dermatomyositis, antisynthetase
syndrome, anti-Jo-1-antibodies, critical digital
ischemia, vasculopathy, clinical case.
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