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PETPOCINEKTUBHOE
HABJIIOAEHUE NAUUNEHTKHA

C AEPMATOMUO3UTOM

U AHTUCUHTETA3HbIM
CUMHOAPOMOM: NOJIMMOP®U3M
KJIMHUYECKUX NPOSYBJIEHUN
NMNOUCK METO40B JIEHEHUN4A

lNpeacTtaBieHo onucaHne KIIMHUYECKOro Ci1yHasl TPEXIETHEr 0 HabIIo4EeHUS
TeYEeHUs1 aHTUCUHTETa3HOIro CUHAPOMA Y NnauneHTKy MOJI040ro Bo3pacrTa,
KOTOPbIVI NPOSIBUIICS AOMUHVPYIOLLMMY B KITAHNYECKOMV KaPTUHE TSXKEJIbIM
PpeHoOMEHOM PeriHO, pa3BUTNEM OKKITIO3MOHHOW BaCKy/10MaTumn, KpUTnde-
CKOWi ANrnTasibHOM niieMuei, UHTePCTULINAaIbHOV 601e3HbIo nerkux. 3a-
60s1eBaHme 4ebTNPOBAIIO KOXHbIM CUMITTOMOKOMIT/IEKCOM (resIMoTPOoNHasi
apuTemMa, 3pUTEMAaTO3HbIE BbIChINaHUS Ha KOXE) 1 JINXOPaaKOoN, BOCen-
CTBUW MPUCOEANHWIICS] CYCTaBHOM CUHAPOM, G0J/Ib B MbILULAX, ANarHOCTH-
pOBaHo riopaxeHuie nerkux (nysibMoHUT U UHGWIILTPaTs!). [1py UMMYHOJIO-
rM4eCcKoM TECTUPOBAHUU BbiSIBJIEHBI aHTUTENA K ructuana-TPHK-cuHTeTase
(aHTn-Jo-1). Ha ocHoBaHuv faHHOro CUMITOMOKOMII/IEKCA MNauneHTKe ycTa-
HOBJIEH AnarHo3 aHTUCUHTETa3HOro cuHapoma. Yepes 3 mec nocne rnosisne-
HUSI NepPBbIX KOXHbIX CUMITOMOB pPa3BuIach TsXKesasi BACKy/10MaTus C Kpu-
TUYECKOV ANrNTaibHOM MLLIEMUWEV NasbLEB PYK, MO3AHee — 061acTu 1IEBOV
natku. [NpumeHeHne KOMOUHUPOBAHHOM MyJ/1bC-Tepanun UnkiaogpochaHom
Y METWINPEAHN30/I0HOM, JIEHEHNE BHYTPUBEHHLIM UMMYHOII00YIMHOM M10-
3BOJINII0 CHU3UTb aKTUBHOCTb IEPMAaTOMMNO3NTA, KIIMHUYECKME 1 1abopa-
TOPHbIE MPOSIBIIEHNSI MUO3UTA, MOPaXEHWE JIerkux, OCTaHOBUTb MPOrpPeccu-
pOBaHWe BacKy10naTum U OCTUYb KIMHNYECKou pemuccun. OgHako rnocrie
rnpepbIBaHUSI HEMNIaHpPyemMor 6epemMeHHOCTU y NaUuneHTKN BHOBb OTMeYa-
J1acCb BCIbILLUKA aKTUBHOCTY 3200/1€BaHNS C aKLIEHTOM Ha MOPaXeHNE JIErKuX.
YunTbiBas otcyTcTBUE 3 PEKTa OT aHTNMOAKTEPUATILHOMN, KOMOWHVPOBaHHOM
nysnbc-Tepanuun, Tepanum BHyTPUBEHHbIM UMMYHOI100Y/IMHOM, Obl10 npu-
HSITO peLleHne O NPUMeEHEHUN puTykcumaba, Ha ¢ooHe KOTopOoro yaaaocCh
J0CTNYb CTAOUINZALINM COCTOSIHNS NAaLIMEHTKN.

AHTUCHHTETa3HbIN cuHapom (ACC) aBnseTca Han-
Bonee TaKeNbIM MOATUNOM TEHEHUS AEPMATOMNO3NTA/
nonummosuta (AM/TM), xapakTepmn3yowminca pas-
BUTUEM UHTEpCTUUManbHOM 6onesdnun nerkux (UBJ),
a UMEHHO cuHapomMa Grbpo3npyloLLEro anbBEONm-
Ta, PE3NCTEHTHOCTBLIO K TPAAVULIMOHHOW [IIOKOKOPTU-
kongHon (IK)-tepanuu n Hanninem cneunduyeckmx
aytoaHTuten npotms amuHoaumn-TPHK-cunHTeTas [1].
970 rpynna yuronaasmMatmyeckux GepmMeHTOB, yya-
CTBYIOLLMX B CMHTE3e 6enka B ¢pasde TpaHCnauuu, Ko-
TOopble KaTann3npylT ob6pa3oBaHMe aMUHOALWII-
TPHK-komnnekca n3 onpeneneHHom aMmMHOKUCOThI
n cooteeTtcTBytowen et TPHK. OgHnummn n3 Hambonee
M3YYEHHbIX U PAcNPOCTPaHEHHbIX aHTUTeN (0o 75%
BCEX CJlydaeB aHTUCUHTETa3HbIX aHTUTEN) ABNAIOTCSH
aHTN-Jo-1, aHTUreHOM AN KOTOPbIX CAY>KUT FTUCTUOWA-
TPHK-cuHTeTaza(1, 4]. x BbisiBneHmne y 60nbHbIX MANO-
naTn4eckMmm BocnanutenbHeiMu Mmuonatusamm (MV/
IM) paccmatpuBaloT Kak NpeamnkTop pasBuTUS MH-

TEPCTULMANBHOIO NOPaXKeHUs Nerkux 1 Hebnaronpu-
ATHOrO NPOrHo3a [2]. Ha cerogHAWHNA AeHb N3BECT-
Hbl N OPYyrve aHTUCUMHTETAa3HbIE aHTuTEena: aHTn-PL7,
aHTn-PL12, antn-KS, antn-0J, aHtn-EJ, aHtn-Zo, aH-
TuTena Kk Tmpo3un-TPHK-cuHtetase v ap. [18, 20]. Ux
BbISIBJIEHNE COMPSXXEHO C Pas3BUTMEM OrnpeneneHHoro
cumnTomokomniekca — ACC — BktoyatoLero, noMmn-
MO MNO3U1Ta, OCTPOE Hadvaso, nmxopagky (y 35% 60/1b-
HbIX), CUMMETPUYHbI PEBMATONA0NOO006HLIN HE3PO-
3UBHbIN apTpuT (y 75% naumeHToB), peHoMeH PeliHo
(y % nauneHToB), NOpaXKeHWE KOXN NaA0HEN 1 NasbLEB
KWCTEN NO TUMY «PYKN MEXAHWNKA» N UHTEPCTULMANBHOE
nopaxeHue nerkux [1, 10, 16].

B 2011 r.J. Solomon v coasTopamu [18] 6bnm npes-
NoxeHbl npegsaputensHble kputepun ACC, yuntbiBa-
Iowme Hannyme cneumdunyeckmx aHTUTeN B COHETAHNN
C ABYMS TN OOHMM BOBLUNM U ABYMS MaSTbIMU KPUTEPN-
amun. ACC otmeuvaeTcs y npubnunautensHo 30% naumeH-
TOB C BOCnanuTenbHbiMu Muonatusamm [20]. AnarHoctum-
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Ka 6a3npyeTcs Ha HANIMYMM @HTUTEN K aHTUaMMHOAUWI-
TPHK-cuHTEeTase n gByx CUMMNTOMOB M3 CReaylowmx:
apTpuT, ngmonartnyeckas BocnanutenbHas MmonaTus
(Mno3uT) u UBJ1. JInxopagka, «pyku MexaHuka» u sB-
neHns peHomeHa PeinHo Takke MOryT NpucyTCTBOBATb,
0[HaKO MeHee pacnpocTpaHeHbl [13]. Taknm obpasom,
ACC nmeeT onpeaeneHHble GeHoTUIMYECKE OCOBEHHO-
CTn, oTnnyatome ero ot rpynnel MM/OM B uenom [21].
Ecnmn knaccuyeckuii oebiot NMM/OM xapakTepmnayeTtcs
NPOrPECCUPYIOLLIIM HapaCTaHNEM MbILLEYHO CnabocTu
VNN KOXHbIM CUHAPOMOM, To npun ACC B aebiote MoryT
HabnoaaTLCA nuxopagka, apTpUT/apTpanrms N Ha-
pacTatoLLas ogbilka npu cnabo BblpaXeHHbIX CUMMTO-
Max mnoauta[1, 21]. CyecTByeT 3HaUNTENbHASA KITUHN-
yeckas reteporeHHocTb ACC [4]. Tak, naupeHTbl C aHTu-
Tenamm npotme PL-7 MOryT OEMOHCTPUPOBATL MArKUN
CYOKITMHNYECKMIA MUO3UT, KOTOPbIV XOPOLLO OTKIINKAET-
ce Ha Tepanunio. AHTU-PL-7, aHTn-Ku n aHtn-SSA-52kD
BCerjga co4yeTaloTcs ¢ TaxenbiM TedeHnem NBJ1. OgHo-
BPEMEHHOE HaNn4me aHT1-Ku NoBbILLIAET BO3SMOXHOCTb
nepekpecTHoro cnnapoma lNM/cknepogepmus ¢ GeHo-
MEHOM PENHO 1 TUNNYHBIM CKIIEPOAEPMUYECKNM NOopa-
XeHneMm koxu [16]. OcTpas gurntanbHas nwemms onm-
caHa y NaLMeHTOB C MoJIoXUTeNbHbIM aHTU-Jo-1[8, 12],
npw CONyTCTBYIOLLEM KPUOTIOBYNIMHEMUYECKOM BaCKy-
nute, a Takke npu aHtn-PL-7/anti-SSA 52kD ASS cnek-
Tpe aHTuten [7].

NHTtepec Kk ACC B pamkax JM/INMM obycnosneH oco-
OEHHOCTSIMU €ro TeHEHUS!, 3HAYNTENBbHON FreTEPOreHHO-
CTbIO NPOSIBIEHNI B 3aBUCUMOCTW OT CNEKTPA BbISIBNA-
€MbIX aHTUTEN, TPYAHOCTbIO ANArHOCTUKU U JallbHEN-
wen Tepanun. PaHee Hamu npoBedeHO coOCTBEHHOE
HabnogeHve guarHocTnkm ACC ¢ peaknmMun KnmHu4ye-
CKUMUW NPOSIBNEHNAMN — TAXKENbIM TEYEHNEM (DEHO-
MeHa PeliHo ¢ pa3BuTMEM OKKJTIO3MOHHOM Backynona-
TUX KU OCTPON MLLIEMMN NaNbLEB PyK B AebioTe 3abo-
nesaHusa [5]. B Ted4eHne nocnenylowmnx oByx feT Mbl
NPOoA0IXaNM Kypaumio 3TON NauMeHTKM 1 Habnoganm
BECb Pa3HOOOPA3HbLIN CNEKTP KINHUYECKUX NPOsBIe-
HU N ANHAMWKY PAa3BUTUSE CUMIMTOMOB AAHHOIO pea-
KOro cmHgpoma.

nepsoAMM AMHAMUWYECKOE
KJINHWYECKOE HABJIIOAEHUE
NAUUEHTKHU O.

BonbHas 0., 1984 r.p., HaxoaUTCH B AEKPETHOM OT-
nycke no yxony 3a pebeHkoM B BO3pacTe 4 net, obpa-
TUNACh Ha KOHCYNbTATUBHbLIN Nprem B KOMMyHanbHoe
yypexaeHne oxpaHbl 300poBbs «ObnacTHas KNnHmnye-
ckast 60sbHULA — LLeHTp 9KCTPEHHOW MeanLMHCKON
MOMOLLM 1 MEeAMUVHBI KaTacTpod» r. XapbkoBa, Nosm-
KNMHW4yeckoe otaenenue, B mae 2017 r. ¢ xanobamu
Ha U3bA3BNEHUS 1 60Nb B 06N1aCTM NanbLEB KUCTEN,
NoxoJsiofeHne nanbLUeB KUCTEN, OLLYLLIEHNE NX OHEME-
HWS1, U3BMEHEHNSI OKPACKM KOXU PyK, O0Sb B CyCTaBax Ku-
CTEW, CTOM, KOJIEHHbIX, FONEHOCTONMHbIX, JIOKTEBbLIX CY-
CTaBOB, YTPEHHIOIO CKOBAHHOCTb B Te4eHue Ao 14, no-
BblLLEHME TeMnepaTypbl Tena ao 37-37,3 °C, nnoxomn
COH, cNnabocTb B MblLLLAX KOHEYHOCTEN, MOBbILLEHHYIO
yToMAsieMocCTb. Ha puc. 1 npeacraeneHsl potorpadunn
PYK MauMeHTKM NMpu nepBuYHOM 00paLleHnUM Ha KOH-
CYNbTATUBHbIN MPUEM.

NNIKAPKO-NPAKTUKY
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Puc. 1. Pykn naupentkn O. ¢ ACC 1 0CTpOit AUrnTanbHoi uwemueii nanb-
LieB pyk Npyu nepsnyHoM obpaleHum (main 2017 T.)

M3 aHamMHe3a 13BeCTHO, 4To naumeHTka O. cumTa-
eT cebsa 6onbHOW ¢ aHBaps 2017 r., koraa 6e3 Buan-
MOW NPUYMHBI NOSIBUIACb OTEYHOCTb B 06/1aCTM 1EBOIO
rnasa, no noBoay Yero obcnegoBanacs y anieprosora.
Yepes 1 Mec NosaBUNCH CUMMETPUYHbIN OTEK NPaBoro
rnasa, nokpacHeHue BOKPYr rnas, 3puTteMaTto3Hble Bbl-
CbiNaHVsa Ha Tene, Takke oTMeyana nosieieHne 6onu
1 cnabocTu B MblLLL@aX, 6011 M OTEYHOCTUN CYCTaBOB KM-
cteinn. C mapTta 2017 r. 3adpmKcrpoBaHbl anmM3oabl cyb-
debpunnteTa, He3HauMTENbHAA oabiLKa. [Mpu peHTre-
Horpaduy OpraHoOB FPYAHOM KIETKW BbISIB/IEHbLI MPU3HA-
K1 ABYCTOPOHHEN MHEBMOHUN, MHPUABLTPATLI B IEMKMX.
PeHTreHonornyeckmne n3meHeHns bl pacLieHEeHb Kak
NHEBMOHWS, B CBA3W C 4EM NPOLLINA KYPC aHTMbOakTepu-
aNbHOM TEPAnumM C ya0BNETBOPUTENbHLIM KITMHUYECKNM
1 pagmosiorm4eckmm pegdynbtatomMm. Bo Bpems ctaumo-
HapPHOrO JIEYEHWNS MO MOBOAY MHEBMOHWNM Oblf1a KOHCYS1b-
TMPOBaHA PEBMATONONOM, 3aNn0403PEHO CUCTEMHOE 3a-
OoneBaHMe COeAMHUTENLHOM TKaHu. [Mpyn MMMyHOO-
rmyeckom obcnenoBaHNN BbiSIBIEHBI MOIOXUTESNbHBIE
aHTUHykneapHble aHTutTena (AHA), aHTn-RNP n aHtn-
Jo-1. C 04.04.2017 r. Ha3HaA4YeH METUINPEOHN30IOH
B 003e 32 mMr/cyT, Ha PpOHe KOTOPOro yMeHbLUMNACh
OTEYHOCTb N1LA 1 CYCTaBOB, HOPMAIN30BaNaCb TEM-
neparypa Tena, Ho YCUIUInCh LmaHo3 1 60sb B cycTa-
Bax KMCTEN PyK, OLLYLLEHME XONI04a B KOHEYHOCTSIX.

C 10.04.2017 r. no 12.05.2017 r. Haxoaunacb
Ha CTaUNOHAPHOM JIe4EHMM B PEBMATOSIOMMYECKOM OT-
neneHunn, roe 6bin yctaHoBMEH AnarHo3: CMmellaHHoe
3abosieBaHne COeaMHUTENBHON TKaHW, akTMBHa ¢asa,
aKTUBHOCTb Il CT., C NOpaxeHneM KOXmn 1 cocynoB (na-
paopbuTanbHbIil OTEK, apuTEMA, CUHAPOM PeiHo, an-
rMTanbHas ynbLepauus), MbiLL, BEPXHUX KOHEYHOCTEN,
cycTaBoB (nonvapTtput, @H Il cT.), nerknx (MysbMOHKUT),
noyek (XbIM I cT., Hedpponatusa, MKB).

Mpwn aHannse MeguUMHCKON JOKYMEHTaUUU OTMe-
YeHbl 3HAYNTESbHBIE N3MEHEHMWS B NaBOpaTOPHbIX NO-
Kasarenax Mmosutcneumdmnyecknx GepmMeHToB: Bbl-
Cokue konebaHusa 3HavyeHui kpeaTuHPochokmHa-
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3bl (KPK) — o1 1613 ea./n(11.04.2017r.) oo 854 en./n
(04.05.2017 r.) npn Hopme 26—192 ea./n. CnekTp nm-
MYHOJIOFMYECKUX MCCNEAOBAHNI, KDOME MOSIOXUTESb-
HbIXx AHA, BbiiBUN nNoBbilleHWe TMTPOB aHTuTen IgG
K Jo-1 (ANA-Screen) — 3 Al — nonoxmnTenbHbIe.

Bo Bpems npebbiBaHMSA B CTauMoOHape nauueHTka
nony4mna 23 BHYTPUBEHHbIE MHODY3UM annpocTaamna
(20 mkr/cyT) 6€3 KnnHnYeckoro ahdekTa; B KIIMHNYE-
CKOW KapTMHE NpeBanvpoBanm CUMNTOMbl HeHOMEHa
PeliHo, ycnnnnncbe gurntanbHble N3bSa3BEHNS BIJIOTb
00 GOpPMMPOBAHNSA CYXMX HEKPO3O0B MasbLEB PYK.
Mpuv 3TOM AMHaMKKa USMEHEHWI B Nerkmnx 6uina nono-
XuTenbHas: Npy NPoBeAEHNN NCXOOHOro obcnenosa-
HUS (MyAbTUCAMPabHAs KOMMNbIOTEPHAs TOMorpadms
opraHoB rpyaHoi knetku ot 31.03.2017 r.) BbiSIBNEHbI
npu3Hakn ABYCTOPOHHEN 04aroBo NHEBMOHUW, MHO-
XECTBEHHbIE MHOUNBLTPATLI; NPY MOBTOPHOM UCCNEA0-
BaHum oT 19.05.2017 r. onpenensnock o6paTtHoe pas-
BUTWNE O4AroB B JIEMKNX.

Kpome annpoctaguna, naumeHTka npogoskana
npyHUMaTb 32 Mr METUNNMPEAHN30/10Ha, 10 Mr/Hen me-
TOoTpekcaTa, GONMEeBYIO KUCNOTY S Mr/He, COCYaUCTYIO
Tepanuio (HUbegunuH, AMNMPUOAMOA, NEHTOKCUDWI-
JIVH, KCQHTMHOMA HUKOTUHAT), KNCNOTa aLeTUICannLm-
nosas 75 Mr/cyr.

Mpwn obpatueHnn B KYO3 «OKB LISMIMT n MK» B mae
2017 r. pnarHo3 cmellaHHoro 3aboneBaHus coeam-
HUTENIbHOM TKaHW BbI3BaNl COMHEHWUA. Hannune renmo-
TPOMHOMO OTeKa B Hauas1e 3a601eBaHIsA, MbILLEYHON cna-
60CTU, 9NN30[40B 3PUTEMATO3HbIX BbICLINAHMI Ha TY-
NOBULLE, TaxXMKapann 1 aycKynbTaTUBHbIX CUMMTOMOB
MMNOKapAanTa, a Takxke aHanm3a 1abopaTopHbIX U3MEHe-
HWi1 (noBbiweHre KDK B cepmm aHann3oBs, NONoXnUTESNb-
Hble aHTuTena IgG k Jo-1), y 60nbHo 6bin 3anoao3peH
M un ero ocobbiii peHoTUnm4eckmin Bapmnant — ACC.

OBBLEKTMBHO COCTOSIHME MALMEHTKM OLLEHMBANOCH
KaK cpegHen TakecTn. HeaHaumTenbHbI napaopbuTab-
Hbll 0Tek 6e3 3puUTeMbI, GOPMUPOBAHNE KYLUNHIONAHO-
ro TMna nmua. OpUTemMaTtosHble BbiCbinaHms B 061acTu
«[OeKonbTe», NATHA [OTTPOHA Ha pyKax, JIOKYCbl rMnep-
nurmeHTauumn Ha kuctax. Cetyatoe nmeeno B obnactu
npeannednin n 6eaep. KOHEYHOCTU XOIOAHBIE HA OLLYMb.
Cyxume Hekpo3bl |-V guctaneHbIx hanaHr npasor KUCTH,
Il v Il nanbues neBom KUCTU. CUHIOLIHOCTb NasbLEB PYK.
MATHMCTasa CUHIOLWHOCTL NIeBOM NATKM. CycTaBbl BHELL-
He He N3MEHEHbI, NPW Nanbnaumm 6e3601e3HEHHbI, ABUN-
XEeHWsI B NOSIHOM 06beMe. MblLLeYHbIX aTpodUin HeT, re-
HepannaoBaHHble nonMMuanrmn. Cruna Mbillu, B BEPXHUX
KOHEYHOCTSAX CHMXeHa — 3 6anna. CnabocTb wen v nne-
YyeBOro nosica. Fonosy yaepxmBaeT. [10BbILLEHHAA Mbl-
LeyHas ytomnsemocTb. Cnmancras 06004ka pOTOBOW
nonocTn 6e3 ocobeHHocTer. OTMeYaeT HaCTble HOCOBbIE
KPOBOTEYEHUS, CyXOCTb HOCA, CyXME KOPKM B HOCOBbIX XO-
nax. Mpu ocmoTtpe JIOP-cneupanncTa — JaHHbIX 0 Nep-
dopaLmm HOCOBOM NEPErOPOSKM HE MONYyYeHO. B nerkmx
BE3UKYIAPHOE AbIXxaHne, pOKYCbl XXECTKOro AbIXxaHns
B HWXKHUX OTAENax ¢ 06emx CTOPOH, XpUnbl HE BbICTYLLIN-
BaloTcs. Hactora abixaHnsa — 17/mMuH. FpaHuubl cepaua
pacLumpeHbl BneBo. CepaeyHble TOHbI Fyxme, CUCTONN-
YeCKWUI LyM Ha BEPXYLLKe, Touke BoTknHa. Taxukapans
90-100 ya./muH, AL 130/75 MM pT. CT. 6€3 CyLLECTBEH-
HbIX OT/IMYMIA HA 06enx pykax. XnBoT mMsrkuii, 6e360-

Ne3HeHHbIN. MNMeyveHb y kpas pebepHon ayrmn. CeneseHka
He nanenupyetcs. CTyn perynsapHbii. MoyencnyckaHve
cB0OOOAHOE, AN3YPUYECKNX SBNIEeHUI HeT. OTEKOB HeT.

YunTbiBas KMHUKO-N1260PaTOPHbIA CUMATOMOKOMI-
NleKc, naumeHTke Oblil YCTAHOBMIEH Cleayowni gma-
rHO3: [lepBUYHbIVI AEPMATOMUO3UT, AHTUCUHTETA3HbIN
CUHAPOM, NOAOCTPOE TEYEHNE, aKTUBHas pasa, akTvB-
HocTb Il ¢T., ¢ nopaxeHnem Koxu (napaopouTasbHbIi
OTEK, re/sIMOTPOMNHAas IpUTeEMA, S3PUTEMATO3HbLIE Bbli-
CbINaHusi — CUMITOM «AEKOJIbTE», CUMITOM «LLaJIn»,
sputema [0TTpOHa), MbilL (MUO3UT), CycTaBoB (He-
B5PO3UBHbIV apTPUT, noavapTpasnriv, @H 1), peHomeH
PeriHO TsXXesoro Te4eHust, OKK/II03MOHHAas! BACKYJ10-
natus (QUrnTasibHbIE 13Bbl, KDUTUYECKAas! ULLIEMUST KO-
HEYHOCTEV, Cyxve HEKPO3bl ANCTasIbHbIX hanaHr pyk),
Jerkux (MHTepCTUUMaIbHOE nopaxeHne — nysabMo-
HUT, HGubTPaTel, JIH 1), cepaua (mvokapant, CH 1),
C IMMYHOJIOrMYE€CKUMU pEHOMEHaMU (MO3UTUBHOCTb
rno AHA, aHtutenam k IgG Jo-1, JgG RNP).

B cBsi3M ¢ ycTtaHoBNEeHHbIM guarHosom M ¢ ACC
naumeHTka Oblia NepeBefeHa ¢ METUIINPEAHMN30/I0HA
Ha NPEOHM30JIOH C HAa3HAYEHNEM afEeKBATHOW [03bl;
y4nTbIBAs MOPaXeHUEe NErknx U onacasacb OOMNOSHN-
TEeNIbHO Pa3BUTUS METOTPEKCAT-NHAYLIMPOBAHHOI O NO-
paxXeHnsl, OTMEHUAN METOTPEKCAT; YUUTbIBasS Takxe
OKKJTIO3MOHHYIO BaCKyionatuio C pasBuUTUEM KpUTU-
YECKOW ULLIEMUM KOHEYHOCTEN N cTagumn GopmMmpoBa-
HWS1 HEKPO30B NaLMeHTKa bblsia NnepeBeaeHa Ha Kypco-
BYIO KOMOMHMPOBAHHYIO NYbC-TEPaNUIO LIMKNodoc-
daHom (1000 mr) n metunnpeaHusonoHom (1000 mr
3 oHa nogpsan). Bmecto annpocTtagmna 6bin HasHadveH
6onee pekoMeHAYEMBbIN B TaKMX Clydasx Mnonpocr [3,
9]. CocyamucTaa Tepanus Obina OMNOJSIHEHA NPa303u-
HOM/A0KCa3031MHOM 2 Mr 2 pasa B CYTKU ASIUTENIbHO
u cungeHadunom no 25 Mr 2 pasa B CyTKu, C yBennye-
Hrem Jo3bl 0o 25 Mr 3 pasa B CyTkM Yepes 2 Hef; Le-
JieBasg MakcumarsnbHas 4o3a (npm otcyTcTBum addexta
Ha npegplaywmx nosax) — 150 mr/cyt (50 mr 3 pasa
B cyTkn). CTaTmHOTEpPanus BKJIlOYana Ha3HaYeHne po-
3yBacTtatmHa 10 Mr 1 pas B CyTKM; aHTUKOArynsHTHasa Te-
panusa — knonuaorpen 75 mr/cyT. B cBA3U ¢ npyMeHe-
Hrem K B BbICOKMX f03ax Obll Ha3HAYeH KOMBUHMPO-
BaHHbIN Npenapar Kanbuusa n sutammiHa D.

K coxaneHnuio, nosbilleHne nepopanbHomn o3bl 'K
0o 60 mr/cyT (13 pacyeta 1 Mr/kr maccol Tena), nepe-
X0, Ha KOMOMHMPOBaHHY!O Nynbc-Tepanumio K ¢ umkno-
dochaHOM, NPUMEHEHNE TPOMHOM BAa30aKTUBHOM Te-
panumn He NPUHECN XENaeMbIX Pe3yNbTaToB: y naum-
E€HTKN CPOPMUPOBANNCH CYXUE HEKPO3bl AUCTaNbHbIX
OTAENoB NanbLUEB PYK (puc. 2a, 6, B), Habnoaannck 3Ha-
YUTEnNbHbIE COCYANCTbIE HAPYLLEHUS B 0ONACTU NATKU
(puc. 3), nporpeccupyloLLme B UHaAMMKE.

Mpn 3TOM cyxme HeKpo3bl OblNN YETKO OTrpaHmye-
Hbl OT 340POBbLIX YY4AaCTKOB KOXW; PaCrnpOCTPaHEHne
HEKPO30B, NOSAB/IEHNE HOBbIX Y4aCTKOB U3bS3BAEHUI
He OoTMeveHo. C y4yeTOM NporpeccnpoBaHns COCyaum-
CTbIX HApYyLLEHWIA B 0BNaCTN NEBOM NATKM MPUHSATO pe-
LLEHVE O HEMPEPLIBHOM BBEAEHNV BA30AKTMBHbIX MPEe-
napartoB (M0MNpPOCT) Ha HOHE NMPOAOIIKEHNS KYPCOB
KOMOMHMPOBAHHOW NynbC-Tepanum 1 nepopasibHoro
npuema K. Co CTOPOHbI IErknx, CyCTaBOB, MbILLILL Ha-
6noaanacbk NONOXUTENbHAsA KAKMHMYeckas 1 nabopa-
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Puc. 2. Pykn naumentkn O. ¢ ACC, 0CTpOI AurvTanbHoi Memmei nanbLes
PYK, C pa3BUTUEM CYXMX HEKPO30B KOHYMKOB NabLEB (a, 6, B) (Monb 2017T.)

Puc. 3. CocyamucTble HapyweHus B 06nactv NaTku naumeHTku O.

TopHas auHamuka. OTMmedeHa Hu3kasa nabopaTopHas
aKTUBHOCTb Mmo3uTa: KPK 152 n 30 ea./n.

YuuTbiBasi NporpeccupyloLLme cCocyancTble HapyLue-
HUS, ONTUTANBbHYIO NWEeMMio, GOpPMUPOBAHNE HEKPO-
30B NasbLEB, 4TO ObINO pacLEHEHO Kak HeA0CTaTou-
Haa 3P DEKTVMBHOCTL NPOBOANMON Tepanuu, NPUHATO
peLleHne o ctapTe Tepanum BHYTPUBEHHBIM UMMYHO-
rnobynmHom B cymmapHon gose 90 r B TedyeHue 3 no-
cnepoBaTtenbHbiX gHen 1 pa3 B mecsu. Ha ¢oHe gaH-

NNIKAPKO-NPAKTUKY

HOM Tepannn oTMeYanach NOCTENeHHas NoNOXUTENb-
Hasl AMHaMmKa B OTHOLLIEHMW COCYAMCTbIX HAPYLUEHNI
B BUAE YMEHbLLEHUS BbIPAXEHHOCTU SABNEHWIA ANrn-
TaNbHOM ULLIEMUN, 3aMELLLEHNS 30HbI HEKPO3O0B Y4acT-
KamMmn pereHepmpoOBaHHOMN KOXN.

B ceHTA6pe 2017 r. y naumeHTKM nossnsieTcs 605b
B CMNUWHE, Mo Xoay NO3BOHOYHMKA B FPYAHOM U NOSIC-
Hu4yHOM oTpenax. 08.10.2017 r. npoBegeHO KOMIMbIO-
TepHyto Tomorpaduio (KT) rpyaHOro v nosICHUYHOIO
OTAENOB NO3BOHOYHUKA. BbISIBNEHBI MHOXECTBEHHbIE
KOMIMPECCMOHHble nepenoMbl Thy, Thy,, L, L,. K coxa-
JIEHVIO, HA3HAYEeHHas Tepanusi CoNnpPoBOXAEHUSA KOMOU-
HMUPOBaHHLIMW NpenapaTammn Kanbums n BuTammiHom D
He cMmorna npodunakTMpoBartb passuTune Tsxenoro MNK-
VHOYLMPOBAHHOIO OCTEONOPO03a U €ro OCNIOXHEHWNA.
Ha oCHOBaHMM 3TKX AaHHbIX 1 MOCHIE NONMYyYeHNs pe3ysib-
TaToOB PEHTIEHOBCKOM OCTEOAEHCUTOMETPUMN, MOATBEP-
avBLlen Hannume octeoneHuu (total Z-score=-1,8SD),
Oblna npoBeAeHa KOPPEKLMS aHTUOCTEONOPOTUHECKOI
Tepanuu, nodaBneHa 301e4pOHOBas KUCNOTa 5 Mr BHY-
TPUBEHHO KanesnbHO 1 pa3 B rof.

Yepea 8 mec Tepanum BHYTPUBEHHBIM MMMYHOTJ10-
OYNIMHOM Mbl OOCTUMN CTOMKOW MOJIOXUTESNbHOW An-
HaMVKM B TedeHun 3abonesaHus (puc. 4a, 6), 4To no-
3BOMWIIO B AaIbHENLLIEM MOCTENEHHO MUHUMU3MPOBATb
[o3y nepopasnbHbix K oo 5 Mr npegHmM3onoHa B CyT-
kn. B nione 2018 r. — npekpalleHne ceaHcoB MysbC-
Tepanun U CHXeHne A03bl BHYTPUBEHHOIO UMMYHO-
rnobynmHa oo MUHMUManbHoW nopaepxmeatowlen 10 r
B MecsL, (C y4eTOM MaTepurasibHbIX BO3MOXHOCTEN Na-
umeHTkKn). Taknm o6pa3om, K koHuy 2018 r. naumeHT-
Ka NnpvHMMana 5 Mr npegHn30s0Ha eXeaHEBHO, UNO-
NMPOCT €XEMECSYHO, AOKCAa303MH 2 Mr 2 pasa B CYTKM,
cungeHadwnn no 25 Mr 2 pasa B CyTKM, pO3yBacTaTuH
10 Mr 1 pa3 B CyTKW; KNONUAorpen 75 Mr/cyT, KOMOUHU-
POBaHHbLIN Npenapar kanbLms v ButamnHa D, 3onegpo-
HOBYIO KMCNOTY 5 I 1 pa3 B roa. B 06bekTMBHOM cTaTyce
He 0TMeYanoch Kaknx-nnmbo NaToIorMyecknx oTKIIoOHe-
HUI CO CTOPOHbI CYCTaBOB, JIEMKMX, CEPAEHYHO-COCYaM-
CTOW CUCTEMBI, XEeNYA04HHO-KULLEYHOr O TpakTa, Habno-
Janacb OTYETANBASA NONOXMTENbHAA ANHAMMKA B BUAE
BOCCTAHOBNEHWNS yHACTKOB 3[J0POBbIX TKaHen B obna-
CTW KUCTEeWM 1 NAToYHOM obnactn. Mmnoantcneundu-
yeckne hepMeHTbI CTOMKO YAEPXMBANIMCH B Npeaenax
nabopaTtopHOM HOPMBI, KIIMHUYEcKas 1 nabopaTtopHas
aKTUBHOCTb He oTMeyanack. CocTosiHMeE BbINo pacue-
HEHO Kak peMmnccus.

OpHako B Hosibpe 2018 r., npu o4yepeaHon amby-
JNIaTOPHOW KOHCYfbTauuu nauyeHTku, oHa coobLliuna
0 cBoen BbepeMeHHoCcTU B cpoke 4-5 Hen,. C 6onbHOM
ObinanpoBefeHa 6ecena 0 BO3MOXHbIX CEPbE3HbIX PU-
CKax 1 OCNOXHEHUSAX, BO3MOXHOM OTpULIATENBHOM BN-
SIHAW FOPMOHAJTbHbIX U3MEHEHUIA HA TEYEHWE OCHOBHO-
ro 3abonesaHunsl. KOHCMASPHO BblN0 MPUHSTO PELLEHNE
0 NpepbIBaHNM 6ePEMEHHOCTM MO MEONLMHCKUM NMoka-
3aHUSM, Y4UTbIBAS HeJaBHUI NPUEM LIUTOCTATMYECKMX
npenapartoB (MepPepbIB MOCIE 3aBEPLUEHNS TEPann Ln-
knogpochaHOM 0KOJI0 3 Mec), KOMNPECCUOHHbIE Nepe-
JIOMbI MO3BOHKOB Ha POHE OCTEONOPO03a, 3HAYNTESIBHBIE
CocyaucCTble HapyLLeHus, a Takke dakT aediota 3abo-
JNieBaHuUs B nocneponoBown nepuon,. B nekabpe 2018 .
6epeMeHHOCTL Oblia NpepBaHa.
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Puc. 4. NMonoxutenbHble U3MEHEHNS B AMHAMUKE TEYEHMUSI OKKINKO3MOHHOI
BacKynonartum, Taxenoro deHomeHa PeiiHo n aurutanbHbix HEKPO30B Ha GOHE
ACC y naumenTkm O. (a, 6) (nekabpb 2018 r.)

B aHnBape 2019 r. cocTosiHME NAUNEHTKN 3HAYUTEb-
HO YXyALLWNOCh: MOSABUIACh HapacTaloLLasa OabILLKa, CY-
XOWi KaLlenb, OLLLLIEHNE HEXBATKM BO34yXa, BbIPaXKEHHAs
cnabocTb, apTpanrus, nosbileHne KOK go 567 ea./n.
Mpwn KT opraHos rpyaHon knetkn 31.01.2019r. B na-
pPEeHxMMe Nerkmx ¢ 06enx CTOPOH, NPENMYLLECTBEHHO
B CPedHEN N HUXXHEN J0N5X CrpaBa, B A3bI4KOBOM Cer-
MEHTax U HWXHEN Jone creBa, onpenensioTcs MHOXe-
CTBEHHbIE, MECTaMI CIMBAIOLLIMECS OHarn U GOKYCbl UH-
dunbTPauUMmn Nero4HoOM TkaHm ot 3 0o 45 mm B guameTpe
6e3 4eTKMX KOHTYPOB. B cybrnneBpanbHbIX oTAenax ner-
KWX eAMHWNYHbIE 04ary NOCTBOCMHANMTENLHOrO Gprbposa
o1 3 oo 5 MM B anameTpe. JIeroyHom puCyHOK YCUNEH,
oboraueH. CybcermeHTapHble 6pOHXM yNoTHEHBI. Co-
XpaHsieTcs AP PY3HbIA OCTEONOPO3 CO CHMKEHWEM Bbl-
COTbl B NepeaHux otaenax Ha v tena Thy, Ha Y2Tten Thy,,
L., #o % Ten Thy, Thy,, L, L. KOCTHbIX AECTPYKTMBHBIX
M3MEHEHMI Ha NCCNeNOBaHHbIX YPOBHAX HE BbISIBIIEHO.
B cpasHeHuu ¢ KT o1 05.10.2018 r. oTmMeyaeTcs nosie-
JNleHe NHPUNBTPATUBHBIX USMEHEHWIN B NAPEHXUME Ner-
KnX. \3MeHeHMs B rpyAHOM 1 MOSICHMYHBIX OTAEeNax no-
3BOHOYHMKA 63 anHaMuKkun. 3aknodeHne: KT-npmusHaku
OBYCTOPOHHEWN MHEBMOHUN, XPOHNYECKOE OOCTPYKTUB-
Hoe 3a60neBaHme Nerkmx, CNoHAnNoNaTum (AMCropmo-
HanbHOWN) C KoMMnpeccuen Tena Thy nepBon cTeneHn,

Ten Thy,, L, BTopon cteneHn, Ten Thy, Thy,, L, L, Tpe-
TbeWn CTeneHu.

MauveHTka OblNa rocnUTanM3npoBaHa B CTaumo-
Hap, rae nocne NpoBeaeHns Kypca aHTnbakrepuarib-
HOW Tepanum CUHTETUHECKUMU NEHNLMIIIMHAMU, PeC-
NUPaTOPHbIMN HTOPXMHOMOHAMU, LLedanoCnoOpPUHOM
Il nokoneHus, a Takke Ha GOHe NpoaosKaroLenca
Tepanun BHYTPUBEHHLIM MMMYHOMN06YIMHOM He OT-
MeYanocb MOSIOXUTENBHOM AUHAMUKN HU B KIIMHUYE-
CKMX, HN B PEHTFEHOIONMYECKNX NMPosiBNeHnaX. Ha-
060pOT, KIIMHMYECKNE U PEHTTEHONIOTMYECKME CUMIT-
TOMbl CO CTOPOHbI NIEFKNX ycunmBanucb. Tak, Ha KT
opraHoB rpygHon knetkm ot 11.02.2019 r. otmeva-
JIOCb yCUNeHne NIero4Horo pucyHka n nHoubTpaTmne-
HbIX U3MEHeHUn B nerkmx. B mapTte 60nbHOM BO306-
HOBJISIIOTCS €XEMECSYHbIE KYPCbl KOMOUHMPOBAHHOM
nynbC-Tepanun MetTunnpegHn3onoHom 500 mr n um-
knogocdaHom 750 Mr, noBbllLEHa A03a Nepopasb-
HOro nNpegHn3onaoHa Ao 40 Mr/cyT ¢ HebOMbLLIOW No-
noxutenbHo guHamukon. OgHako B mae 2019 r. co-
CTOsIHME GOJNIbHOM yXyAUlaeTcsl, HapacTaeT oAapblllka
B MOKOE, Nnpu pasrosope. bonbHas NOBTOPHO KOHCU-
JIIPHO ocmaTpuBaeTcd. Ha ocHOBaHUM OaHHbIX KNu-
HWKM, aHAMHE3a, NHCTPYMEHTaSIbHbIX U3MEHEHWIA, OT-
CYTCTBUS ANHAMUKN Ha POHEe aHTMBaKTepuanbHOM,
KOMOVHMPOBAHHOWM NyNibC-TEpanun, Tepanum BHYTPU-
BEHHBIM UMMYHO100YIMHOM MPUHATO PEeLLIEHNE O Ha-
yane Tepanuun putykcumabom B ose 1000 mr BHYyTpU-
BEHHO KanesibHO B TeyeHne 1 Mec aBaxabl C npomMe-
XYTKOM B 2 He,. C y4eTOM MaTepuabHbIX TPYOHOCTEN
NauMEHTKM N HEOOXOAUMOCTM CaMOCTOATENBHOMO NPU-
obpeTeHna NpenaparToB AaHHad Tepanus 6bina Havata
B MioHe 2019 r. Putykcrnmab aokasan cBoo adpdekTus-
HocTb Npu AHUA-accoumMmpoBaHHbIX CUCTEMHbBIX Bac-
kynutax [19] n BonyaHo4yHom HedpuTe [6]. OBocHoBa-
HVeM Ons npuMeHeHns putykcumabda npy M n ACC
ABUINCb A@HHbIE NNTEPaTypPbl, ONUCAHNE KITMHUYECKUX
Clly4aeB, KOrOPTHbIE, PETPOCMNEKTUBHBIE M PAHOOMU3N-
poBaHHbie nccnegoBanunsa [11, 14, 15, 17], atake ped-
paKTepHOCTb NaUMEHTKM K NpeablayLimnM BapuaHTam
JleYeHus, B TOM Y1Che K BbICOKOA030BOM [K-Tepanun.
B KNMHMYecknx nccnenoBaHmsx Obiiv OTMEY€EHbI BbICO-
KNI ypOBEHBb OTBETA HA PUTYKCMMA0, KOTOPbI COCTaBWUI
75-82%, 1 yBennyeHne cpegHero BpeMeHn 6e3 cumn-
TomoB 8o 19 mec [17]. Putykcnmab oBbIMHO XOPOLLO
nepeHocusca BCeMm naumeHTamm, 6e3 cepbes3HbIX Mo-
©04HbIX 3 DeEKTOB. BONLLUMHCTBO 3aperncTpMpPoOBaH-
HbIX MOB60YHBIX 3P PEKTOB ObINN B OCHOBHOM MHDEKLIM-
SIMW, B YACTHOCTU MHDEKLMAMN AblXaTesbHbIX MyTEen.

o Havana tepanum 25.06.2019 r. 6onbHON BbiNa
npoBefeHa PeHTreHorpamMmmMa OpraHoB FPyAHON KneT-
kn. OTMeyvaeTcs Ha poHe 0BoraLeHNst NErO4YHOro pu-
CYHKA B CPEOHUX, HUXKHUX JIEFOYHBIX NMOJISIX C 00ENX CTO-
POH HanMyne y4acTkoB UHPUILTPALMN IEFO4HONM TKa-
HW CNIMBHOIO XapakTepa.

01.07.2019r. 6bina NpoBeaeHa nepeas UHPY3NS
1000 Mr puTykcrMmaba BHYTPUBEHHO KanesibHO, Yepe3
1 cyT nocne BBeAeHWS OTMEYeHa OTHETIMBAs NONIOXKM-
TeNbHas AMHaMKKa B BUAE 3HAYUTENIbHOMO YMEHbLLEHUS
OAbILWKN, YMEHBLUEHNST MPAMOPHOCTU KOXMW, Yiy4Lle-
Hue 06LLEro CaMOYyBCTBUS M HAMEYAIOLLLASICS MOJIOXM-
TeNbHas PeHTreHonorndeckas auHamuka (puc. 5a, 6).
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Puc. 5. PeHTreHorpamMmbl OpraHoB rpyfHOMN KneTku nocne nepeoro ce-
aHca Tepanum putykcumabom (a, 6) (mons 2019 r.)

Yepea 2 Hef, NnpoBefeHa cneayowas MHQy3ns pu-
Tykcumaba. B nabopaTopHbIX NokasaTensix 0TMeYaioT-
canonoxuvresneHble capurn: CO3 — 15 Mm/4, He3Haun-
TenbHa aHeMus (remorno6uH 115 r/n), C-peakTnBHbIN
6enok — 0,74 mr/n, KK — 164 en./n (Hopma 26—
192 en./n). KnnHnyeckn: 3Ha4nTENIbHOE YMEHbLLUEHWE
OJbILLKN, OTCYTCTBME OJbILLIKM B MOKOE U Npu cpen-
Hel GU3NYecKon Harpyske, yMeHbLUIEHNE MblLLEYHON
1 obLLer cnabocTu, 00LEe yNyyLLIEHNE CAMOYYBCTBUS.

AHanunanpysa AaHHbIA KIIMHUYECKUIA crly4yait, He-
00X0AMMO aKLLeHTUpPOBaTb BHUMaHUE Ha crieaylo-
LLIMX acneKTax.

Bo-nepBbix, Mbl BNepBbIE B CBOEN KITMHNHYECKOM Npak-
TVKE CTOJKHY/IMCh C O4EeHb PeakmM nNposienieHemM ACC —
OKK/IIO3MOHHOW BaCKyNONaTuen C pa3BuTUEM KpUTUYE-
CKOW ANMMTanbHOM NLLIEMUA C ObICTPBLIM GOPMUPOBAHN-
€M HEKPO30B KOHYMKOB NAJbLIEB, @ TAKXKE MOPAKEHNEM
naTkn B eboTe 3abonesaHns. B noctynHo meguumH-
CKOW IUTEpaTypE HaM yaaNioCb HANTV ONMUCaHNE TOJIbKO
NBYX MNOAOOHbLIX KNNMHNYeckux cny4daes [8, 9]. OHn cBu-
[EeTeNbCTBYIOT O KpalHe peakoM NogobHOM MPOSBNEHNN
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ACC. OgHako MIMeHHO Hannymne aHTn-Jo1 obycnoenmea-
eTaccouuaumio NM ¢ BackynUTOM, YTO BbI3bIBAET Bblpa-
>KEHHYIO COCYANCTYIO HEAOCTAaTOYHOCTL [9].

Bo-BTOpbLIX, OTCYTCTBME KNacCU4YECKOM MaHudec-
Taumn B BUAE MbILLIEYHOr0 CUHAPOMA NPUBESIO K TOMY,
41O AMarHo3 M u ero ocobblii GeHOTUNNYECKUIA Bapn-
aHT — ACC He OblI1 3aN0003PpeHbl HA HaYaNIlbHOM 3Ta-
ne. 9BNeHVs reMoTPOrHOro OTeka N 3PUTEMATO3HbIX
BbICbINAHWIA Ha TYNOBULLE OblIM pacuUEeHeHbI Kak Npo-
ABNEHNS anneprmm, n 60nbHasa 4aMTenbHOe BpeMS ne-
yunack y annepronora. [JebioT 3abonesaHusa coveTan
KOXHbIA CUHAPOM, NMOPAXEHNE NIErKUX, HESHAYUTESb-
HO BbIP@XEHHbIA MbILLEYHbI N 0BLLLEMHTOKCUKALMOH-
HbI CUHAPOMBI. AABNEHMS BacKynonatnm NnpucoeanHm-
JINCb NO3Xe, OAHAKO BMOCNEACTBMM CTann JOMUHNPO-
BaTb B KNIMHNYECKOM kapTnHe. MaHndecTaums 6onesHn
B BUAE MHEBMOHWM B AAHHOW CUTyaLMn SBUIaCk Npu3Ha-
koM MBJ1, 4To Takke NOATBEPXKAAETCS AAHHLIMW NUTEe-
paTypbl 0 BbICOKOW codeTtaemocTn MIBJT ¢ Hanmymem aH-
TUCUHTETa3HbIX aHTUTEN [4].

B-TpeTbKx, Ha AaHHOM NpUMepe Mbl yOeamnuce B Lie-
necoobpas3HocTn 1 3PEPHEKTUBHOCTU NMPUMEHEHUS BHY-
TPUBEHHOIO MMMYHOI100YIHA NPY TAXXENOM OKKITIO3U-
OHHOV BackynonaTtum. Ham yaanocb OCTNYbL 06paTHOro
pPasBUTUS CYXMX HEKPO30B, BOCCTAHOBJIEHNS XU3HE-
CMNOCOOHbIX TKAHEN U KYNMPOBaHWS ABEHNIA AUrNTalb-
HOM ULLEMMI.

B-uyeTBepTbIX, Mbl YOeonancb B HeOO6X0ANMOCTU
pPaHHEro arpeccmMBHOr0 aHTMOCTEONOPOTUYECKOIO Ne-
YeHuns aaxe y naumMeHToB MOIOAO0Ir0 BO3pacTa C U3Ha-
YanbHO HOPMaJbHBIMM NOKa3aTeNaMnN MUHEPASTbHOMN
MAOTHOCTM KOCTW Npu Tepanuun K B BbICOKMX O03ax.
B Hawem cnyydae y naumeHTK1 Monogoro Bo3pacrta npu-
MEHEHWE NyNbC-Tepanun n NepopasbHOro NpeaHn3o-
JIOHa B BbICOKMX [03aX, HECMOTPS HA PErYNSIPHbIA Npu-
€M KOMBVHNPOBAaHHbIX NPenapaToB KanbLMs 1 BUTaMKN-
Ha D, Bce xe NpuBeno K pa3BnTuio KOMNPECCMOHHbIX
nepesioMoB NO3BOHOYHMKA M BbI3BaI0 HEOOXOANMMOCTb
[OMONHUTENBHOIrO NPUMeHeHnst BucdocdoHaToB.

B-natbix, pusnonornyeckne n3mMeHeHns, CBA3aH-
HblE€ C XXEHCKVMMU MOSIOBLIMY FOPMOHaMM, MOIYT OTpU-
LaTenbHO BIMATbL HA OCHOBHOE CUCTEMHOE 3abosieBa-
HMe coeauHUTENbHOM TkaHW. Bonpoc o 6epeMeHHo-
CTV NPV AAHHOW NMaTON0rvm AOJKEH PeLlaTbCa CTPOro
VHOMBUAYANbHO M TOJIbKO NOCAE OOCTUXEHWS CTOMKOMN
KIIMHNKO-1abopaToOPHON N MHCTPYMEHTaNbHOM PEMUC-
cun. OHa fomkHa ObITb NIAHMPYEMO, a MOAX0A K ee Co-
XPaHEHMIO B3BELLEHHBLIM 1 ONMPaBAaHHbLIM MOCJIE OLLEHKMN
BCEX BO3MOXHbIX PYCKOB AJ19 300Pp0Bbs. B Hawem cny-
Yyae MMEHHO rOPMOHaJIbHbIE N3MEHEHUS!, CBA3aHHbIE
Cc 6epeMEeHHOCTLIO U ee NPepPbIBAHNEM, CTaIN NMYCKO-
BbIM MEXaHM3MOM peakTuBauum arpecCUBHOIO ayTo-
VIMMYHHOIO NPOLLECCAa C TOYKOM MPUIOXKEHUS Ha NTETKNE.

B-wwecTbiX, Mbl IOAY4UIN NONOXUTENBLHBIV PE3YIb-
TaT NPMMEHEHUs puTykcumaba Kak «Ttepanun otyas-
HUS» B CUTyaLMK, KOrga BCe BO3MOXHbIE METOAbI Ne-
YyeHuns He nokasanu ceoen adpdekTneHocT. Cornac-
HO CYLLECTBYIOLLMM PEKOMEHOALMSM N NPOBELAEHHbBIM
nccnenoBaHuaM puTykcnumab crnegyeT Bcerga paccma-
TpuBaTtb Npu pedpakTepHbix popmax A1/MM.

Taknm 06pa3oM, AaHHbIA KIIMHNYECKWUIA ciyYain npen-
CTaBNsIeT MHTEPEC CBOMM PETPOCMEKTMBHbLIM Habnoae-
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HVEeM B TeveHue Tpex neT nonmmopduama ACC kak Han-
6onee Tskenoro nogruna lMM/AM, n npencraBnsert Ham-
B60NbLLUNIA IHTEPEC HE TOJLKO /19 PEBMATOSIONOB, HO U NSt
Bpayen CMeXHbIX CreumanbHOCTEN (MyIbMOHOJIOroB, a-
JIEProsioroB, COCYAUCTbIX XMPYProB). OTO CBA3AHO Kak
C TPYAHOCTSAIMW PaHHEN AnarHOCTKM B0Ne3HN, Tak 1 pe-
3UCTEHTHOCTLIO (UM HEAOCTATOYHON 3D PEKTUBHOCTHIO)
K Tepanum 'K ¢ utMMyHOCYNpeCcCUBHOM Tepanmei, B AaH-
HOM CJly4ae C METOTPEKCATOM, LMKII0HOCHaHOM, BHYTPU-
BEHHbIM VIMMYHOT100Y/IMHOM, MO3BOJISIBLLEN HA KAKOM-TO
aTane KynMpoBaTb NATONOMMYECKNIA MPOLECC NV 3aMef -
JITb €ero NPorpeccnpoBaHne, 0OHako B NOCNEOYIOLWEM
okaszasLuencs abcontoTHO HeaPEKTUBHOM NpU cme-
LLEHNWN aKLLEHTOB 1 TOYEK NPUIIOXKEHNST ayTOMMMYHHOIO
npouecca. ObcyxaeHne NoaoOHbIX PeaKMX KIIMHUYECKNX
cny4aeB HeobXoaMMO O/ moucka nyTer NpPeoaoneHms
TPYAHOCTEN KypaLmm Taknx 60IbHbIX, YHaCTO PE3NCTEHT-
HbIX K 06LLenpuHaTon Tepanuu NMVI/OM.

ABTOpbI BbICKa3bIBaIOT CJ/10Ba 671aroAapHOCTY 3a-
BeayrLLen OTAE/IOM KOMITJIEKCHOIO CHUXEHUSI pycka
XPOHUNYECKNX HEMHPEKLIMOHHBIX 3a6oneBaHnii 'Y «Ha-
LUNOHAsbHbBIVI MHCTUTYT Tepan umeHn J1. T. Manoi Ha-
LNOHAJIbHOV akaaeMum MeanLIMHCKNX HayK YKpauHbl»
LOKTOpY MeanumHckux Hayk A.C. VicaeBori 3a npego-
cTaBJ/IeHVe AaHHbIX O NnaumeHTke BO BPeMS npoBeae-
HUSI Tepannmy PUTyKCUMaboM.
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PETPOCNEKTUBHE CNNOCTEPEXXEHHSA
NAUIEHTKU 3 AEPMATOMIO3UTOM

TA AHTUCUHTETASHUM CUHOPOMOM:
NOJIIMOP®I3M KJNIHIYHUX MPOYBIB

| NOWYK METO/AIB JIIKYBAHHA

C.A. Tpuninka, I.FO. Nonosay4

Pesiome. lpeacraBieHo onuc KiHiYHOro Bunaa-
Ky TPUPIYHOro CriocTepexeHHs: aHTUCUHTETa3HO-
ro CUHAPOMY y NALIEHTKM MOJIOAO0IO BiKY, LLO KJi-
HIYHO POSIBUBCS AOMIHYIOYMU Y KITIHIYHIV KaPTUHI
TSOKKUM (pEHOMEHOM PeriHO, pO3BUTKOM OKJTHO3IV-
HOI BacKyonarii, KPUTUYHOI ANriTasbHOI iLuemii, iH-
TepcTULIiabHOI XBOPOOOIO JiereHb. 3axBoptoBaH-
Hs1 1e60TyBasio LLKIPHUM CUMITOMOKOMITIEKCOM
(resnioTpornHa epuTema, epuTeEMaToO3Hi BUCUMNAH-
HS Ha LLKIPI) Ta JIMXOMAaHKOIO, 3rojoM rnpueaHaBCs
cyrii0608uvi cuHapoMm, 6iib y M’93ax, AiarHoCcTo-
BaHO YPAaXEHHS siereHb (MysAbMOHIT i iIHQibTpaTn).
lpy iMyHOJIOrYHOMY TECTYBaHHI BUSIBJIEHO aHTU-
Tina go ricruann-tPHK-cuHTeTasu (aHTn-Jo-1).
Ha nigcrasi 4bOro cMNTOMOKOMIT/IEKCY MALEHT-
ui 6ys10 BCTAHOBJ/IEHO AiarHO3 «aHTUCUHTETa3HWI
cuHgpom». Yepea 3 mic nicsisi nosiBv nepLUMX LLKIp-
HUX CUMITOMIB PO3BUHY/IACsl TsXXKKa BackyJsionaris
3 PO3BUTKOM KPUTUYHOI ANriTasibHOI iLueMii nasib-
LiB pyK, ni3Hile OinsHKW J1iBOI rn’atn. 3acTocyBaH-
Hs1 KOMBIHOBaHOI nysbc-Tepanii umkinopocpaHom
i MeTnINPeaHi30/10HOM, JTIKyBaHHS BHYTPILLHbOBEH-
HUM iMYHOIr100Y/1IHOM 03BOJIN/I0 3HU3NUTU aKTUB-
HICTb 1EPMaTOMIO3UTY, KNiHI4YHI Ta 1abopaTopHi no-
SIBU MIO3UTY, YPaXEHHS IereHb, 3yrnHUTU Mporpe-
CYyBaHHSs1 BaCKyJ10narii 1a 4OCSITv KJTIHIYHOI PEMICII.
OgHak nicsis nepepuBaHHS HENJ1iaHOBaHOI BaritrHoC-
Ti y naLieHTKy 3HOBY Bii3Ha4YaBCsl criasiax akTMBHOC-
Ti 3aXBOPIOBAHHS 3 aKLIEHTOM Ha YPaXeHHS JIereHb.
3 ornisay Ha BincyTHICTb eOeKTy Bifi aHTMOAKTEPIa b-
HOI, KOMBIHOBaHOI nysibC-Teparnii, Tepanii BHyTpiLL-
HbOBEHHWM iMYHOr/100y/1iHOM OYJ10 MPUIAHSTO pi-
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LLIEHHSI [P0 3aCTOCYBaHHS PUTYKCUMaOby, Ha TJ1i IKO-
ro BAanocs Aocsrtv ctabinisadii ctaHy nayieHTKu.

Knio4ogi cnoBa: gepmatomiosuT,
aHTUCUHTETa3HUI CUHOPOM, aHTU-JOo-1-aHTuTINa,
KpUTWYHA guriTanbHa ilemis, Backynonaris,
NYJbMOHIT, NiKyBaHHSA, PUTYKCMMA0, KNiHIYHNI
BMMNAOoOK.

RETROSPECTIVE OBSERVATION

OF A PATIENT WITH DERMATOMOSITIS
AND ANTISYNTHETASE SYNDROME:
POLYMORPHISM OF CLINICAL
MANIFESTATIONS AND SEARCH

OF TREATMENT METHODS

S.A. Trypilka, I.Yu. Golovach

Summary. A description of the clinical case of
a three-year observation of the antisynthetase syn-
drome in a young patient is presented, which was
clinically manifested by Raynaud’s phenomenon
dominant clinical picture, the development of oc-
clusive vasculopathy, critical digital ischemia, and
interstitial lung disease. The disease debuted with
a skin lesion ( heliotrope erythema, erythema rash on
the skin) and fever, later joined the joint syndrome,
muscles pain, diagnosed lung damage (pulmoni-
tis and pulmonary infiltrates). Immunological test-
ing revealed antibodies to histidyl-tRNA synthetase
(anti-Jo-1). The patient was exposed to an antisyn-
thetase syndrome based on this symptom complex.

NNIKAPKO-NPAKTUKY

Three months after the appearance of the first skin
symptoms, severe vasculopathy developed with
the development of critical digital ischemia of the
fingers, later the area of the left heel. The use of
combined pulse therapy with cyclophosphamide
and methylprednisolone, treatment with intrave-
nous immunoglobulin allowed to reduce the activity
of dermatomyositis, clinical and laboratory appear-
ance of myositis, lung damage, stop the progression
ofvasculopathy and achieve clinical remission. How-
ever, after the termination of an unplanned pregnan-
cy, the patient again had an outbreak of disease ac-
tivity with an emphasis on lung damage. Given the
lack of effect of antibacterial, combined pulse thera-
py, therapy with intravenous immunoglobulin, it was
decided to use rituximab, against which it was possi-
ble to achieve stabilization of the patient’s condition.

Key words: dermatomyositis, antisynthetase

syndrome, anti-Jo-1 antibodies, critical digital
ischemia, vasculopathy, pulmonitis, treatment,
rituximab, clinical case.
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PEGEPATUBHA IHOOPMALIA

Kak coGnioaeHue pacTutenbHOW AueTbl MOXeT
nomMoub NI0ASM C PE€BMaTOUOHbIM apTPUTOM?

o marepuanam www.medicalnewstoday.com

MHorue nocnegHme nccnenoBaHms NoayYepPKMBatoT
Nnosnb3y, KOTOPYI MOXET NMPUHECTU pacTUTeNbHas An-
eTa ans 300poebs Yenoseka. Ocoboro BHUMaHMS 3a-
CNY>XMBAET HOBbIN 0630p, KOTOPLIN 0OBACHSAET, NoYe-
My pacTuTenbHas aueTa nonesHa ans alogen ¢ peesma-
TONOHbLIM apPTPUTOM.

Mo paHHbIM BCcemumpHom opraHusaumm 30paBooXx-
paHeHus (BO3), peBMaTongHbli apTpUT — 3TO XPO-
HUYeCKoe ayTOMMMYHHOe 3ab0sieBaHME, KOTOPOE Bbl-
3biBaeT 60J1b 1 TYronoaBMXXKHOCTb CYyCTaBOB. Pacnpo-
CTPaHEHHOCTb JAHHOWM NaTo/IorMmM Cpeamn HaceneHns
mupa coctasnseT 0,3-1%.

CocTo9HMEe Npu peEBMATOMOHOM apTPUTE MOXET
OblTb HACTOJIbKO NU3HYPSIOLWMM, YTO JIIOAN TEPSIOT
CNocoBHOCTb paboTaTb NOJHbIA pabounini aeHb. YTo-
Obl NOMOYb TakUM BOSIbHBIM U CHU3UTbL BEPOSITHOCTb
VHBaNMAM3auMnKn, Bpaym Ha3HAYaoT NaLMeHTam psag,
NIEKapCTBEHHbIX CPEACTB 1 NpeafiiaraloT CKOPPUrnpo-
BaTb 06pa3 Xun3Hu. O6bIYHO peyb MAET O NOBbILLIEHNN
bUN3nyYeckor akTMBHOCTU U YMEHbLLEHWM MacChl Tena.

B 0630pe, npoBeaeHHOM cneuyanuctamm Komute-
Ta Bpa4yen No oTBETCTBEHHON MeanumHe (Physicians
Committee for Responsible Medicine), CLUA, paccma-
TpuBaeTcsa HegaBHee UccneaoBaHne O BUSHUN pac-
TUTENIbHOW AMEThl Ha BMONOrMYeckne MexaHm3msl, KO-

TOpbI€ NUrPaloT 3HAYNTENBbHYIO POJib B PA3BUTUN PEB-
MaToMOHOro apTpuTa. Y4eHble NpuLLIK K BbIBOAY, HYTO
cobnoaeHne pacTUTeNbHOM ANETbl NOMOraeT YyMeHb-
LWNTb BIP2XXEHHOCTb CUMNTOMOB PEBMATOMOHOIO ap-
TpuTa.

OpHUM 13 KNtoYeBbIX 3D EKTOB PaCTUTENLHON ON-
€Thl ABNIIETCS CHUXEHME YPOBHS BocnaneHusa. lneta
C BbICOKMM COAEPXaHMEM MPOAYKTOB XXMBOTHOIO NPO-
NCXOXOEHUS 1 Xnpa, HaobopOT, NOBLILLIAET YPOBEHb
BocnaneHuns. PactutenbHas gueTta Takke MOXET MNo-
MOYb JIIOASIM C PEBMATOUAHbBIM apTPUTOM YMEHbLLUNTb
mMaccy Tena. ABTopbl 0630pa yTBEPXAAI0T, 4TO Bereta-
PUaHCKME 1 BEraHCKWE AVeTbl NOMOoratoT aloasam bonee
apPEKTUBHO XyaAeTb, YEM NtOObLIE Apyrue.

HakoHeu, nccnenosatenn coobLuUatoT, 4To pacTu-
TesbHbIN paunMoH 6narogapsi BBICOKOMY COAEPXKaHMIO
KJleT4aTKM cnocobCTBYET NOAAEPXKAHUIO 340POBON K-
Lue4Hol cpenpl. Miccneposatenu cumtaloT Heob6xoam-
MbIM B JalbHENLLEM U3YYeHME NPENMYLLECTB pacTu-
TenbHOW AMeTbl ANg Ntoael ¢ BOCnanuTesbHbIMU ayTo-
VMMYHHbIMUW 3200/1EBaAHUSAMMU.

«PactutenbHasa gmeta, cocrtosawas n3 GpykTos,
OBoOLLEN, 3ePHOBbLIX 1 6OOOBbLIX, MOXET ObITb YPE3BbI-
YamHO Noie3Ha s Nioaen ¢ PEBMaTONAHbBIM apTpu-
TOoM. [NpOCTOE NBMEHEHNE MEHIO CMOCOBHO YMEHb-
LWNTb NPOSIBEHNE MHOIMX B0MIE3HEHHbLIX CUMMTOMOB
[aHHOW naTofnornn», — oTMe4yaeT CoaBTOp Uccneano-
BaHus nokTOp XaHa Kaneosa (Hana Kahleova).

YKPATHCbKUWM PEBMATOJ/OTIYHNUWA XYPHA o Ne 3 (77) » 2019



