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ITancknepomuueckas cknepoOepmust A67gemcsi 00HOU U3 Haubosee peOKUX U MAKENbIX POPM JIOKANUS08AHHOLL
cK7IepOOepMUL, XAPAKMEPUIYIOU4ELICS 2eHEPANTU08AHHBIM NOPANCEHUEM KON U NOOTIEHAULUX MKAHE, 4o
NpUBOOUM K BbIPANEHHVIM PYHKUUOHATILHBIM 02PAHUMEHUAM U CHUNEHUIO KAYeCMEa HUSHU NAYUEHIMO08.
AxmyanvHocmv npedcmasneHuss KIUHU1eCKO20 CLy4ast 00ycno6neHa HedoCmamouHot U3y4eHHOCHbI0
namozeHeMu4ecKUX MeXaHusmos, mpueeepHolx axkmopos debroma 3a601e8aHUS U OMCYMCMEUEM
C02TIACOBAHHBIX CHPAeUti mepanuu y 83pocivix NayUeHmMos.
B pabome npedcmasnen cryuaii nauckiepomu4eckoti cknepooepmuu y myxcuurvl 37 nem, 0e6romuposasuieti
nocze MAnenoli mpasmol ¢ MHOMecmeeHHuIMU nepenomamu. Knunuueckas kapmuna exnwouana oouupHole
UHOYpAmueHbvle ouazu HA Koxce Myno6Uuu4d, KOHeuHoCmell U IUYa ¢ 60CKOBUOHBIM O71eckom, Oedpopmaniueti
cycmasos u passumuem Konmpaxmyp. Juaznocmuueckue Uccne008aHus 8biA6UNU BbICOKULL Mump
AHMUHYKIEAPHO20 PAKMOPA U OMCYMCmeue cneyuduueckux aumumesn K CUCeMHOTL CKIepoOepMULL.

B 6uonmame xosxcu o0HapysiceHvl ymonueHue KomLazeH08bIX 60/I0KOH U NIIOMHble 80CNAUMeTNbHbLE
ungunompamol ¢ npeobnadaruem numpoyumos. CucmemHas mepanus O6vi1a HA4AMA NO30HO, K020a 60LULAS
4acmo 04az06 cHOPMUPOBANACH, YO He NO3607UI0 00CHU1L CTAOUNUIAUUL NAMONI02UHECK020 NPOUEeCCa.
Oco60 noduepkusaemcs Kpumu4eckas HeoOXo00UMOCMb paHHezo HAZHAUEHUS OA3UCHOT UMMYHOCYNPecCUBHOTLE
mepanuu u KOMNeKCHO OUAZHOCMUKY OIS UCKIIOHeHUS CUCteMHo20 npoyecca. IIpedcmasnennuviii cny4ati
OeMOHCMPUPYem CTIONHOCMU 8e0eHUST NAUUEHNO06 C NAHCKIEPOMU1ecKOll ckaepodepmueii U 8aiHOCHb
UHOUBUOYATIUSUPOBAHHO20 N00X00A OJIST ONMUMUSAUUL JIeHeHUS U NPO2HO3A.

Kniouesvie cnosa: nancknepomuueckas cknepooepmusi, 10KATU306AHHAST CKAEPOOepMUsL, mopea,
UMMYHOCYNPeCCUBHA Mepanus, KAUHUu4eckuti cny4ati, pubpos, nonumpasma
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BBepeHne

ITaHCKIEpOTHYECKAsA CKIEpOAiepPMUA, UM MaHCKIEepO-
Tdeckas Mopdea, (PSM) sBnsAeTCS pefKOil U TKETON
¢dbopMoit TOKaTM30BaHHON CKIEPOfEePMUN, XapaKTe-
pusylolleiicsa reHepann30BaHHbIM ITIOpaKeHMEM KOXU
U TOf/IeKAINX TKaHeil U He6GIarompusTHBIM [O/Iro-
CPOYHBIM IIPOTHO30M 13-3a NPOTPECCUPYIOIIET0 XapaK-
Tepa 3aboneBaHys. JleyeHNe TaKUX MAlMeHTOB JODKHO
OBITh CBOEBPEMEHHbIM, CUCTEMHBIM ¥ JUIUTENbHBIM [1].
OnupeMnoIorndecKue JaHHbIE 110 9TOMY 3a00/IeBaHIUIO
OTPaHMYEHHBI U3-3a €0 PENKOCTHU, OJHAKO OHM CBUJIE-
TENIbCTBYIOT O TOM, 4TO CPEIM BCEX CITy4YaeB JI0KAIU30-
BaHHOJ CK/IepOfiepMUM ITAHCKIEpOTHYecKas GopmMa co-
cTaBIsieT He 6oree 5%. 3abomeBaHMe Yallje BCTPeYaeTcst
y JieTell ¥ MOAPOCTKOB, XOTS ONVMCAHbI CTy4ay U Y B3pO-
C/IBIX TIALVMEHTOB C IpeobIagaHmeM NIy XXEHCKOTO 1071
B COOTHOLIEHNM NpUMepHO 2,4 : 1. [laHHas dpopMa vaie
OIlVCaHa y IIpefcTaBuUTeNell eBpOIIeOUIHOI pack! [1, 2].
ITHNONOrM AHCKIEPOTUYECKOI CK/IEpOTEePMUN [0 CUX
IIOP OCTAeTCA B 3HAYMTENbHOM CTENEH) HEM3BECTHOI,
HO COBPEMEHHbIE VICCTIeN0BaHNA MPEAIONaraoT CI0X-
HOE B3aMIMOJIeiCTBYE T€HeTUYECKOI IpefpaclonoKeH-

HOCTH, (PaKTOPOB OKPYXKAIOIIell Cpefibl M HAPYIICHNA
UMMYHHOII perynaunu [3, 4]. Tenetnueckue ¢axropsr,
BEPOATHO, UTPAIOT OIpefie/IeHHYI0O PO/b, MOCKOIbKY
y HaI[MeHTOB ¢ Mopdea Hab0faeTcs1 60mee BBICOKAs Ya-
CTOTa CeMeITHOrO aHaMHe3a ayTOMMMYHHBIX 3a60eBa-
Huit, BKmoyass PSM. HekoTopsle ncciefoBaHusa moxasa-
JIV TIOBBIIIEHHYIO YaCTOTY OIpefe/IeHHbIX ay TOAHTHUTETL,
TaKMX KaK aHTUTeNa K TMCTOHaM U Tonousomepase Ila,
y IALVEeHTOB ¢ Mopdea. DKOOTMYecKie TPUTTePhI TAKKe
MOTYT CII0cOOCTBOBaTh passutiio PSM. OTueTs! 0 ciry-
Yagx CBA3BIBAIOT Mop¢ea ¢ pasIMYHBIMU PaKTOpaMmu,
BK/IIOYasA MHpeKuM, B yacTHOCTU Borrelia burgdorferi,
TPaBMBbI, XMPYPIUdIecKlie oIepaIi, Ty4eByIo TepaIluio,
BakuuHanuio BIDK [3, 5, 6].

[Tarorenes PSM BK/I04aeT C10XKHbIE UMMYHHbIE MeXa-
Hu3Mbl. HefaBHMe MCCIeNOBaHNA C MCIIO/NIb30BaHMEM
OJHOK/IETOYHOTO U IIPOCTPAaHCTBEHHOTO CEeKBEHMPOBa-
uusa PHK BbissBUAN BhIpaXKeHHbII OTBeT MHTepdepoHa
II tuna (VI®H) B PSM, xapaktepusymoomuiics nHQUIb-
Tpalueil MUETOUTHBIX K/IeTOK, B-knetok un T-xmeTok,
npudyeM T-KIeTKM ABNAIOTCA OCHOBHBIM MCTOYHMKOM
NOH-y [7].
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B 3TOM MccnenoBaHUM OBIIV BBIABICHBI YHUKAJIbHBIC
¢dubpobmacter CXCL9* B PSM, KoTOpBIE ITOKa3amn 1o-
BBIILIEHHYIO 9KCIIPECCUI0 XeMOKIHOB, Takux kak CXCL9,
CXCL10 u CCL2 [7]. Bonee toro, B3aumopeicTsue
MEXJy pa3JIMYHBIMU LUTOKMHAMMY, IO-BULUMOMY,
UMeeT pelrawlee 3HadYeHMe B pa3putun PSM. boito mo-
Ka3aHo, 4TO TpaHcHOopMuUpyIomuit GpakTop pocra Hera
u VIOH-y cuHepruyecky yBeNMYMBAIOT 3KCIPECCUIO
CXCL9 1 CXCL10, ctoco6CcTBYsI COXpaHEHMI0 OTBETOB
V®H-y. Opyrue npo¢pubpoTuiecKe TUTOKUHBI, BKIIIO-
vas uHTepneiiknHbl (V1J1) 4 u 6, TaxKe UTPAlOT BaXKHYIO
ponb B naroreHese. AyTouMMyHHas npupopa PSM nop-
TBEPXK/JAeTCA COCYILIeCTBOBAHMEM €€ C IPYTUMMM ayTo-
MMMYHHBIMI 3200/IeBaHVAMY, TAKUMM KaK ITePBUIHBII
OMIMapHBI HUPPO3, BUTWINTO ¥ B HEKOTOPBIX CTydasax
CHUCTeMHasi KpacHasi Bolm4yaHka [5].

Lenv — onycaHue peaKoit GOPMbI CKIePOTepMUN — TTaH-
CKJIEpOTMYECKOI — Ha KOHKPETHOM K/IMHIYECKOM IIpu-
Mepe, aHa/lu3 NMPUMEHABIINXCA K HallMeHTY MeTOJOB
JledeH st IIPY JAHHOI GopMe 3a60/1eBaHMsL.
ViccnemoBanne IpoOBeeHO IO JaHHBIM MEJVIIVHCKOI
IOKYMeHTalluy, BKIIYas MHCTPYMEHTanbHOe ¥ PpU3N-
KaJIbHOe 00C/IeoBaHMsI ALJeHTa.

Knunnueckuin cnyyait

Ha paccMoTpenyn cmy4ai MaHCKIepOTMIECKON CKIepo-
[EepMUM Y MY>KYMHBI 37 JIET.

B ¢espane 2025 . B O6/1acTHOI KOXKHO-BeHepOIorude-
cKuit gucnancep I. fIpocnapna nocrynun nauueHt C.,
37 ner, ¢ )kanmob6aMu Ha OOMIMPHBIE BBICBIIAHNS B 00-
JIACTY TY/IOBUIIA ¥ KOHEYHOCTET, YYBCTBO CTATMBAHMA
KO)XM, OTpaHIYeHe IOfIBVDKHOCTY CYCTaBOB, 60MIb B 00-
JIaCTY CYCTABOB IIPAaBOJl HIKHEN KOHEYHOCTH.

V3 anamHe3a 3ab0/1eBaHMs U3BECTHO, YTO 3abojIeBaHIe
Hadasoch B 2012 1. mocne JOpOXXHO-TPaHCIOPTHOTO IPO-
ucurectsus (JTII), B pesynbraTe KOTOPOTO MY>K4MHA
HOTYy4YM/T MHOYKECTBEHHDBIE OTKDBIThIE IIEPENIOMBI ITPABOA
HOTY U JINILIEBOTO OT/eNIa Yeperia, pBaHble PaHbI JINIIA, KO-
HeyHocTel1. I1o laHHOMY IOBOAY OBIIO IIPOBENEHO XMPYP-
TMYeCKoe JIe9eHNe METOJOM OCTEOCHHTe3a. Uepe3 MecAL
CTaJI OTMEYaTb IOSIBJICHYIE BBICBINIAHMIA B 0OIACTV TPYIHOI
KJI€TKM, BEPXHIX I HIDKHJIX KOHEYHOCTEN, KOTOpbIE COIpO-
BOXXZIA/INCh YYBCTBOM CTsArmBaHust. C JaHHBIMY Xa/I06aMu
HaIVeHT ObUI HallpaB/ieH K IepMaTOBEHePOJIOTY B IIOJIN-
KIMHVKY II0 MECTY XXUTEIbCTBA, IJje eMy ObII BLICTaB/IeH
BIIEpBbIE A1arHO3 cKknepofepmun. C TedeHreM BpeMeHN
IUIOIA/b TTIOPAKEHNs YBEMINBaIach, 3aTparuBas HOBbIE
AHATOMMYECKME 30HBIL.

ITanueHT MHOTOKpATHO JiedwIcss aMOylTaTOpHO (Ha3Ha-
YaIiCh MeHTOKCUWIIVH, BBEfieHIe B O4Yaryl IOPaKeHUs
Y BHYTPUMBILIEYHO PAacTBOPA TMalTypOHNAa3hl B KOMOM-
HaLlMy C pacTBOPOM HOBOKaMHa 1%, Tommdeckue ITII0KO-
koptukoctepouzst (IKC). C 2012 mo 2020 r. saboneBanue
HEYK/JIOHHO ITPOTPeCcCHPOBaIO, MOAB/IS/IICH HOBbIE OYary
Ha KOXKe, CKOBAaHHOCTDb B IBJDKEHMUAX M3-3a HapyIIEHMA
9MACTUYHOCTY KO, hopMa CKIIEpOfiepMIY U3 OILALIETHON
¢dopmbl TpaHCHOPMIPOBAIOCH B ITAHCKIEPOTHUYECKYIO.
JInb B 2020 I. MalMeHTy Oblla BIepBble HA3HAYEHA CUCTEM-
Has Tepars leKcaMeTa30HOM B CYTOYHOM 103e 2,5 MT (ILATh
Tab/IeTOK) IO IOIHOM OTMEHBI B TE€YEHUE OHOIO MECAIIA,

[lepMaToBeHeponorua u 1epMaTokoCMeTonorus
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TaKOKe BHYTPMOYAaroBOe ¥ BHYTPUMBbILIEYHOE BBEMIEHNE Pac-
TBOpa IrManyponyaassl (64 Ex) B koMOMHAIMY ¢ pacTBOpPOM
HoBOKayHa 1%. Kypc cicTeMHBIX CTEPOUTIOB B TO e 03K-
poBKe noBTOpWIN B 2023 I. B CBA3Y C YXY/IIEHNEM U [JA/Ib-
HEJIIM IPOrPeCCHPOBAHMEM IIPOLIECCA HA KOXKE. YTydlle-
HUJ OT IIPOBOAVMOI TEPAIMY IIALIMEHT HE OTMEYaL, IIPUEM
cucremubix ['KC conpoBoxxancs mo6ounsivm addexra-
MU B BUJE NOJBEMOB apTepUANbHOTO JIAB/IEHNA U YPOB-
Hsl TTIFOKO3bI KPOBU, YBEIM4eHMsA Macchl Tema. Bo Bpemsa
moCIen el rocnutanmusanuu, B 2023 1., 6bUT IPOU3BeeH
PA VICCTIENIOBAHMIA: aHA/IM3 KPOBM Ha aHTUTENA K aHTUTEHY
Scl-70 - oTpuraTenpHbI, aHamM3 KpoBy Ha B. burgdorferi
metopoM VIDA (IgM, IgG) - oTpuuaTenbHBbIIL

Y manuenTa, HOMIMMO OCHOBHOTO K/IMHIMYECKOTO /IaTHO3a,
VIMETICA PAJ, CONMYTCTBYIOIVX MaTOIOTMIA: TUIIEPTOHMYE-
cKas 6071e3Hb BTOPOJT CTafIuM, PYUCK 3, JOCTUTHYTHI Lie/IeBble
THOKa3aTe/ apTepUalbHOTO JaB/ICHN; CaXapHBI TrabeT
2-ro tuma (HbA1C neneBoit ypoBeHs < 7,5); OXXMpeHMe
TpeTbell CTENEeHN; OCTe0apTPO3, XPOHNYECKUIT CMHOBUT
KOJIEHHBIX CYyCTaBOB; aHKIIO3 ITPABOTO IOIEHOCTOITHOIO
cycraBa, (PyHKIMOHA/IbHAS HETOCTATOYHOCTD CyCTaBa BTO-
poii crenenn. 7 KOppeKLyy MepedrcIeHHbIX aTONOIN-
YeCKMX COCTOSIHUIL IALMEHT MOMy4asl Tepammio: MeThop-
MuH 110 1000 Mr Ba pasa B CyTKM, BUIAI/IUIITYH 110 50 Mr
OVH pa3 B CYyTKU, METOIIPO/IOJ 110 50 MI OfVH Pa3 B CYTKI,
npenapat Ko-Ilepunesa 8 Mr + 2,5 MI B CyTKI.

Ha MoMeHT mocTymnnenusa B CTalMOHAP: COCTOAHME Ia-
LIMIEHTA Y[IOB/IETBOPUTENIbHOE, CO3HAHNE sACHOE. [lalmenT
TiepeaBUTaeTCsl Py IIOMOLIM KOCTbI/Ie. Bunymble 1 CKpbI-
ThI€ OTEKM He ONPENENATCA. BUMMble CIM3UCTDIE YNCThIE,
BIIAKHbIE, APKO-P0O30BOro 1sera. IlogKoXHO-X1poBasd
KyTeT4aTKa pasBura n3bsrrouHo. Poct - 170 cM, Bec — 120 k1,
MHJEKC Macchl Tena — 41,52 (oKupeHme TpeTbeil CTereHNn).
JIumdaTnyeckne y3ibpl He NaMbIMPYIOTCA. VI3MeHeHuUA
B KOCTHO-MBILIEYHOI! cycTeMe: fedpopManyis IpaBoro ro-
TIEHOCTOITHOT'O CYCTaBa, KOHTPAKTypa IPaBOro TO/IEHOCTOII-
HOTO cycTaBa. ATpo¢¥s MBIIIIT IPaBOJl HOTY, YKOpOYeHIe
mpaBoit Horu. [1py aycKy/ibTaly IerKuX: JbIXaHye BE3UKY-
TIAApPHOE, ITPOBOAIMTCSA BO BCE OTAENbI, XPUIIOB HeT. YacTora
JIbIXaTEeNbHBIX BVOKeHMI — 20 B MunyTY, SpO, — 97%. IIpn
ayCKy/IbTal[y CepALia: TOHBI CepAlja IPUITYIIEHbI, PUT-
MIYHBIE, TATO/IOTMYECKIe IITyMbl He onpefernsatoTcs. Yacro-
Ta CEpPIEYHbIX COKpaleHuii — 80 B MUHYTY, apTepuaibHOe
mas/eHye — 140/90 MM PT. CT. Ha obenx pykax. ITambranms
OpraHOB OPIOLIHON NONOCTY 6e300/1e3HEHHAS], YKUBOT MSIT-
KIJi, IIeYeHb He YBEINYEHa, Kpail MATKUI, 31aCTUYHbII.
Cenesenka He nanpnyupyercsa. CUMIOTOMBI pasfapaskeHNs
OpIOLIVHBI OTCY TCTBYIOT.

KoxxHBIII Tpomecc HOCUT pacIpOCTPAaHEHHBIN XapaKTep
(puc. 1). Ha xo>xe rpypu, CIIVHBI, NOSCHUIIBI KOXKa LIBETa C/I0-
HOBOJT KOCTH, C BOCKOBU/IHBIM 0716CKOM, B COCTOSHIY UHTY-
pawyy; B 0671aCTH 111y HATOMMHAIOIAs TTAHIMPb; TPaHMLIBI
HOPaKEHNsST YEeTKME; KOKA B CK/TAKY He COOMPAeTCs; MYIIKO-
Bbl€ BOJIOCHI OTCYTCTBYIOT; B IIOPaXKeHHDIX y4acTKax (po/Umm-
KYJIAPHBIIA alIiapaT Ipy AepMaTOCKOINI TAKXKe He BbIABILA-
€TCsA; MPOCTIEXMBAIOTCA MHOXKECTBEHHDIE TeI€aHIMSKTa3UN
U IpeBOBUIHO-BETBAIIMEC MENTKIe KarmApsl. Ha koske
BEPXHIX U HIDKHIX KOHEYHOCTeil (pyC. 2) IPUCYTCTBYIOT
MHOYKECTBEHHbIE KPYIIHbIE OYary OKPYIVION U OBa/IbHOM
¢dopmbl, B iameTpe 10 12 cM, LiBeTa CIOHOBOI KOCTH, IIOT-
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HWYECKAA NPAKTIKA

Puc. 1. Ilaucknepomuueckas cknepodepmus. Ilopaxncenue
KOXU MYyNo6U4A 6 6U0e «NAHUUPA»

Hble, MaJIOIIOf{BVDKHBIE I10 OTHOLICHMIO K IOJIeXKAIIVM TKa-
HsiM. Ha ko>ke BepXHVIX KOHEYHOCTeT 1 )KMBOTA OYari IIpefi-
CTaBJIEHBI CYHIOLIHO-PO30BBIMIL IISITHAMI C YIUIOTHEHVIEM
B LICHTPAJIBHOJ YacTH, B OOACTY IUIeY — IMHENHbIe CTPUN
6ernoro u ¢uoneToBoro 1BeTa LINHOM 3-5 MM (puc. 3, 4).
Ha xoxe nmuija MHOXXeCTBEHHbBIE PYOLIbI HETPaBU/IbHOI
¢dopmsl TeMHO-ceporo u Genoro usera (puc. 5). Ha koxe
BHEIIIHel! IIOBEPXHOCTH Oeniep, GOKOBBIX IIOBEPXHOCTEN Ty-
JIOBMIIA, HA YKMBOTE — MHO)KECTBEHHbIE KpacHble 11 Oerible
cTpyy JyHon 1-10 cm, nmpyHoit 5-10 M.

B mepuon HaxoXJeHUs B CTAlMOHApe MAlMeHTY IpoBe-
IeHBI C/IefyIole AUATHOCTUIECKIE UCCIeOBAHIIS:

— 0o6wuit aHamu3 KpoBy (IIATOJIOTMYECKUX M3MEHEHMIT
TOKas3aTeseil He BBIABIIEHO);

— obmmit aHanu3 Mouy (IaTONMOrMYeCKUX M3MEHEHMI
HOKas3arTesell He BbIAB/ICHO);

— 6MOXMMUYECKUIT aHa/INM3 KPOBU (IIOBbILIEH YPOBEHD
menovynoi ¢ocdorassl — 369 En/m, amaHMHAMUHO-

tpancdepaser — 59,5 Exn/n, acmapratamuHoTpancdepa-
3pl — 48,3 En/n, 6unnpy6nHa obmero — 42,0 MKMOB/TI,
MO4Y€eBOI KUCTIOTBI — 473 MKMOJIb/TI; BbISABJIEHBI Hapylle-
HUS B 0€MIKOBBIX (paKUMsAX KPOBU: MOBBIIIEH YPOBEHb
ampbymuua — 49,1 /1, anbda-1-rnobymmua - 3,6 1/71, Oe-
ta-1-rmobynuua - 5,5 r/n, ramma-rno6ymmaa —17,6 r/1,
obmero 6enka - 86,6 r/n, uMMyHornobyansa G -
1781 mr/pm; TMI0KO3a KpOBU: 3a IepUoJ, HaXOXIeHUA
B CTallMOHape MaKCUMa/lbHOe 3Ha4eHUe COCTABMIIO
7,9 MMOJIb/JI, MUHMMa/bHOE — 6,12 MMO/Ib/1);

— QHA/IM3BI KPOBM Ha CUPWIINC, BUPYC MIMMYHOAebUITA
JeroBeKa, rematutsl B u C, mapasuTos (TOKcokapa, omu-
CTOPX, TPUXMHEIIA, aCKapyJa, SXMHOKOKK, TAMOINM a/T
CYMMapHble, KTOHOPXIC) — OTPULIATE/IbHbIE;

- aHa/M3 KpOBU Ha FOPMOHBI: BCe IIOKa3aTelu Haxo-
IATCA B IpefieniaXx pedepeHCHBIX 3HadeHUN (Tupeo-
TPONHBI TOpMOH — 1,6890 MKME/Mn, nponaktun —
234,92 MME/n, sctpagyon — 82,0 mMO/b/JI, TECTOCTEPOH
061mmit — 14,356 HMOb/IT;

— Koaryyorpamma (IOBBIIIEH ypOBeHb anTuTpoMbuHa 11T —
132,0%, BOIYaHOYHBIIT AHTMKOATY/IAHT He OOHAPY>KeH);

- Ha cepoJIorMyYecKue MapKepbl MHpeKInit (aHTUTeNa
K B. burgdorferi, IgM, 1gG) - He 06Hapy>KeHbI;

- Ha AaHTUHYK/IeapHble aHTUTEIa METOOM UMMYHOO/IO-
Ta — He 0OHAPYIKEHbI;

— Ha (aKTOp HeKpo3a OIyXomu anbda — MeHee 1,00 mr/mm;
— aHanIM3 KPOBY Ha aHTMHYK/IeapHbI GaKTop Ha Kile-
touHot muHny HEp-2 — 1280 (sepHBIil TpaHY/IsAPHBIA
tun ceevenust (AC-2,4));

- ynbrpasByKoBoe nccinenosanue (Y31) opranos 6promr-
HOJI MOJIOCTM U IIOYeK: yBenudeHue u nuddysHole us-
MeHeHNs nedeHy (Y3-IpU3HAKM >KMPOBOTO remarosa);
audysHbIe M3MeHeH Vs TOMKeTyAOYHOII JKeTle3bl; CIIIe-
HOMETaJIVisI; YTONIIeHNe TOIKOXKHO-XKIPOBOII K/IeTyar-
KI B 00/IaCTI BEPXHIUX OT/IE/IOB IPYAHON KIETKH;

Puc. 2. Ilancxknepomuueckas Puc. 3. Ilancxknepomuuecxkas Puc. 4. Ilancknepomuueckas Puc. 5. Ilancknepomuueckas

cknepodepmus. Ilopaxcenue kowwu  cknepodepmust. Kpynnoie ouazu cknepodepmus. Kpynuoie cknepodepmus. TomanvHas
KOHeuHOCMell: HA NPABOTI 207IeHU —  UHOYPALUY HA MYTI08ULLe, o4azu UHOYPAUUY HA NileYax, UHOYPAUUS KOKU MYTI06ULLA
¢ uHOypauueii noOKOXHO- MHOJCeCIBeHHble CIPUl, MHOJMeCIBeHHble CPUL,

HUPosoll Knemuamxku u pacuyuy,  ywacmxu ampoduu Koxcu ampodus koxu

UCmMoH4eHuem KOHeuHOCmu;
Ha 71e601i 20/1eHU — 8 6uUde
KPYnHouiX 044208 HA KOx}ce
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- Y3/ mmToBUIHON XKele3bl: Y3/Ibl 00eMX Jo/Ielt IUTO-
Bupnoin xenespl (TTRADS-5);

— PEHTTEH Ta3a: COCTOSIHME II0C/IE OCTEOCHHTE3A Iepe-
JIOMa ILEVIKY TIPaBoil GeIPEeHHON KOCTHU; PEHTTEHOMOI M-
YyecKue IIPU3HaKy IByCTOPOHHEr0 KOKCapTpo3a IepBoil
CTENeHN; PEHTTEHOIOTMYeCK) e IPU3HAKY He MCK/II0Ya-
I0T aceNTUYeCKMIT HEKPO3 TOJIOBKY JI€BOI OefpeHHO
KOCTH IIEPBOJI/BTOPOII CTENIEHN U IPABOCTOPOHHMII ca-
KPOMJIEUT BTOPOI1 CTENIEH;

- 9XO-KC: gunararnus n1eBoro npencepausi; Gppaxuus
BBIOpOCa JIeBOTO >Kemyfouka o CuMmiicony — 55%;

— PEHTreHOCKONMNSA NUIEBOJA: PEHTIeHONOTUYECKIe
HpU3HaKM (QYHKIVMOHAIbHON HETOCTATOYHOCTM Kap-
Iuu, racTpossodareaabHblil pedIOKC, IPU3HAKU XPO-
HIYECKOTO IaCTPOAYOIEHUTA;

— KOMIIBIOTE€PHAsA TOMOTPaMMa OPraHOB IPYHON KIIeT-
KI: THeBMOGUOPO3;

— OpMKM3HEHHOE IAaTOTOr0AHATOMMIYECKOE MCCTIEeN0-
BaHNe OMOICHUITHOTO MaTepuana KOXM: B Guomnrare
KOXI OIpEeMeNAITCA YTONIEeHNe KONIareHOBbIX ITy4d-
KOB BHYTPM PETUKY/ISIPHON JAepMbl, MAYIINX Hapaj-
JIENbHO TIOBEPXHOCTY KOXM, Ha/lW4Me IJIOTHBIX BOC-
HaJIUTeNbHBIX MHPUIBTPATOB MEX/Y KOITareHOBbIMIU
Iy4YKaMy, BOKPYT KPOBEHOCHBIX COCY/IOB M IOTOBBIX
JKeJles; B BOCIIAJIUTE/NbHBIX NHUIbTPATax mpeobia-
RaloT MMMQOLUTHI, I/Ia3MaTUYecKye KJIeTKM, TUCTU-
OLIMTBI; BBHILIENIEKAIMIL SNMUEPMUC TOHKUIL U aTPO-
¢buuHbLL; 0oTMedaeTcsa aTpodusa SKKPUHHBIX XKejes,
OKpY>Kalolljasd UX )XMPOBas TKaHb OTCYTCTBYET, IIOTO-
BbIe >KeJIe3bl MMeIOT 00Jlee MOBEPXHOCTHOE PaCIIONo-
JKeHMe; BOMOCSHbIe POIIMKYIbI aTpoduyIHbI, Habmo-
JlaeTcs pesKasd TMAPONNYEcKas NUCTPOodUs MBIIIL,
MOJHMMAIOIMX BOTIOCHI.

IMpoxopun obcenoBanme U Ie4eHne B PeBMATOIOTMYe-
CKOM CTaloHape. JJaHHBIX O CCTEMHOJ CKIePORepMUN
y HalyieHTa HerT.

JInarHos OCHOBHOII: «reHepann3oBaHHasA (IMaHCKIepo-
TUYeCKas) CKIepPOfiepMus, CTafysl OTeKa, YIVIOTHEHMs,
arpodum».

OcnoxxHeHus: «(PyHKIMOHA/IbHAS HEZOCTATOYHOCTD
KPYIHBIX CYCTaBOB HIDKHIMX KOHEYHOCTEN BTOPOII CTe-
nexn. Hapymenue QpyHKIMY OMOPBI 1 XOABOBI».
ComyTcTByIOI[Me NMATHO3BL: «CaxapHBI Auaber
2-ro tuna (HbA1C nenesoit yposeHb < 7,5); y3710BOI
300, 3y THpeO0s; TUIIePTOHNYEeCKas O0/Ie3Hb TPeThell CTe-
IeHN, PUCK 4; OXMPEHNUE TPETbel CTeNeHN; aHKIIO3
IOCTTPaBMaTUYECKMII MPABOrO TOMIEHOCTONHOIO CY-
CTaBa; CMHOBUT KOJIEHHOTO CyCTaBa; COCTOAHME IIOCTIe
OCTeOCHHTe3a IepeoMa LIENKY IpaBoil GegpeHHOIt
kocty (TpaBMa B pesynbrare [ TII); AByCTOpOHHMIT KOK-
CapTpPO3 NEPBOIl CTETEHN; ACENTUIECKIIT HEKPO3 TOTI0B-
KI J1eBOJI OeIPEeHHOI KOCTH; IPaBOCTOPOHHMIT CAKpOu-
JIEUT BTOPOII CTEIIEHN».

IIpu BBIMMCKE M3 CTallMOHAapa MALMEHTY JAaHbI CIIERYIO-
1I1ie peKOMEHALII:

- caxapocHIDKawoas Tepanys (Mergopmut o 1000 mMr
JiBa pasa B CYyTKN);

- TMIIOTeH3VBHas Tepamnus (JIo3apTaH Io 25 MT [iBa pa3a
B CYTKM, OVCOIIPOION 5 MT OfVH pas B CYTKIU B yTPEHHEE
BpeMmsi);
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- yparcHIDKatomas repanus (a/uronypuHon 150 Mr ogyH
pas B CyTKn);

- Tpu ycuneHuu 60mM B CycTaBax IpUeM HeCTepOous-
HBIX IIPOTMBOBOCIATINTENbHBIX CpefcTB (Aspran 100 mr
IBa pasa B cyTky, win Llene6pexc 100-200 mr gBa pasa
cyTku, win nbympoden 400 Mr Tpu pasa B CyTKN).

C y4eToM HanmMuusA MOMUMOPOUTHOTO COCTOSHMA Ia-
IIMEHTY ObIIIO PEKOMEHIO0BAHO PETy/LIpHOe HabTIofieHIe
J€pPMaTosIOra, KapAoJIora, XMPYpra-opTolesa, peBMaTo-
7I0Ta, 3HIOKPMHOJIOTA B IIOIMK/IVHMKE II0 MECTY XKUTE/Ib-
CTBa, a TAaK)Ke KOHCY/IbTallMA B LIEHTPE OCTEONOPO3a.
ITpencraBneHHbll KTMHNYECKUI CIy4Yail TAaHCK/IEPOTH-
4eCKOi CKIepOfePMUN NEMOHCTPUPYET CTIOKHOCTD [y~
arHOCTVIKI U JIE9eHVsI JAHHOV PeIKOIt U TSDKeTolt GOopMbl
3aboneBanmst. [TaHCKIepOTIYECKasi CKIEPOLEPMUsL CO-
cTaBnAeT He 6oree 5% BceX CTydyaeB IOKaNMM30BaHHOM
CKJIEpOJEpPMUM VI XapaKTEPU3YETCs FeHePaT30BaHHbIM
Hopa)keHMeM KOXU U TOJIeXXaluX TKaHell. B manHOM
cnydae 3aboneBaHume Je60TUPOBAIIO MIOC/IE TPABMBL, [0~
nydenHolt B pesynbrare JTII, uro cormacyerca c nure-
PaTypHBIMU IaHHBIMY O BO3MOYXHOJ POJIM TPAaBMBI KaK
TpuUrrepHoro ¢akrTopa B pasBuTuy cknepopepmun. Ox-
HAaKO CTOUT OTMETUTD, YTO 3TUOIOTMA INAHCKIEPOTHYe-
CKOJVI CKJIEPOIEPMMM OCTAETCA He [0 KOHIA M3YIEHHOMN
U IpeJIosaraeT CI0KHOe B3aMMOJIeliCTBIE TeHeThYe-
CKOJI IIpefpacIoNoKeHHOCTY, (PaKTOPOB OKpY>Karoleil
cpenbl ¥ HapyIIeHMiT MUMMYHHO PeTy/IALMMA.

[Tatorenes sabomeBaHMs BKIIOYAeT CIOKHbIE IMMYHHbIE
MexaHu3Mbl. HeaBHuMe MiccienoBaHMA BBLABIIN BBIPJKEH-
Hbli otBeT VIOH tuna II npyu nmanckmepoTndeckon cKie-
ponepMumyL, XapaKTepy3yIoLleiicss MHpUIbTpaLyelt Myeno-
UJHBIX KIeTOK, B-knetok u T-knetok, npudem T-xmeTkn
ABJIAIOTCA OCHOBHBIM McTOYHMKOM VIOH-y. 911 fanHbIe
MIOATBEPKIAIOTCSA pe3y/IbTaTaMy TMCTOTIOTMYECKOTO JIC-
CTIeOBaHNS B IIPEICTABIEHHOM CITydae, Ifie HaO/IoNavich
IJIOTHBIE BOCHIa/TUTENbHbIe MH(UIBTPATHI € IpeobnagaHm-
€M TMMQOLVITOB, I/Ta3MaTHIeCKMX KJIeTOK U IUCTUOLIUITOB.
Oco60ro BHMMAaHN 3aCTY>KUBAET [IMTE/IbHBII IEPUOT,
(OKOJIO BOCBMM JI€T) OT Hadasa 3a0oneBaHus 10 Ha3Ha-
YeHUA CUCTEeMHOII Tepamuu. DTO NOfYepKuBaeT HeoO-
XOJVIMOCTb PaHHEro paclo3HaBaHMSA TXKeNbIX GopM
CKJIEpPOJiePMUM 1 CBOEBPEMEHHOTO Hayajia aZleKBaTHOTO
neyeHus. B JaHHOM clydae IO3[Hee HasHaueHNe CHC-
TE€MHBIX TTIOKOKOPTUKOCTEPONIOB He NPUBENO K 3Ha-
YUTENbHOMY YIYYLIEHNIO COCTOAHMA MallIeHTa B CBA3U
¢ popMMpoBaHueM HeOOPATVMBIX M3MEHEHUIT KOXIL.
Hannyme y naniyeHTa MHOXXECTBEHHBIX COITY TCTBYIOLINX
[IaTO/IOTHIL, BK/IIOYasi CaXapHblil AuabeT 2-To THUIIA, IU-
IIepPTOHNYECKYI0 00JIe3HD U OXKMPEHIIe TPEThell CTeIIeH N,
CYILLIECTBEHHO OC/IOKHAET BBIOOP TepaneBTUYeCcKOil TaK-
THMKM U TIOBBIIIAET PYUCK Pa3BUTUA MOOOYHBIX 3¢ (eKTOB
npu nedeHun. JlabopaTopHble UCCIETOBAHNS BBIABUIN
[OBBIIIEHHBIN TUTP AHTUHYK/I€ApHOro $akTopa, OfHa-
KO CTOUT ITOMYEPKHYTh, YTO JAXKe IIPU TAKON TSXKETIO
¢dbopMe OrpaHMYEHHOII CKJIEPOJePMUM OTCYTCTBOBATIN
crenyduyuecKye aHTUTeNa, XapaKTePHbIe [/ CUCTEMHOI
cknepopepmun (auntu-Scl-70).

IlaHHBIN KIMHUYECKMIT CTydall ofuepKuBaeT HeobXo-
OVIMOCTb MYIbTUAVMCLMUIUIMHAPHOTO IOAXOMa K Befe-
HMIO MALIVIEHTOB C NAHCK/IEPOTNYECKOV CKIIEPOJEPMUEIL.
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C y4eToM IpOrpeccupymolero xapakrepa sabomnesa-
HUA U pUCKa pasBUTKA QYHKIMOHATBHBIX HapyLIeHW
KpajiHe BaXHO paHHee Ha3HaueHMe CUCTEMHON UMMY-
HOCYIIpecCUBHOM Tepanuu. B coBpeMeHHOI muTeparype
ONMCAHDI PA3NTMIHbIE CXEMBI JIEYEHUs TSDKEMBIX GOpM
CKJIepojiepMun, BKIw4as Mukodenomara moderns,
KOMOMHALIMIO METOTPEKCATa C CUCTEMHBIMM TTIIOKOKOP-
TUKOCTepOMAaMM U Guomornyeckye mpenaparst. Boibop
OITUMA/IbHOM TepaleBTUYECKON CTPATETUM JIO/KEH
OCHOBBIBATHCSI HA MH/VBUYA/IbHBIX OCOOEHHOCTAX Ma-
IIVIEHTAa, TSHKECTH 3a00JIeBaHNA U HAIMYMUU COITY TCTBYIO-
IIVX ITaTOIOTUIA.

BbiBoabl

1. IIpogeMoHCTpUpOBaHa HEOOXOAMMOCTD PAHHETO Ha-
3Ha4YeHNs1 0A3VICHOI Tepalmyu TsDKENbIX, PACIpOCTpa-
HEHHBIX ¥ IpOrpeccUpynIux GopM cKaeposepMnu,
TaKMX KaK [TAHCK/IEPOTINYECKasL.

2. HeobxonyuMpl MOTHOLIEHHBIE KIMHUKO-Taboparop-
HOe U MHCTPYMeHTa/IbHOe 00C/IeNOBaHMsA MALNeHTOB I

Nureparypa

VICK/TIOYeHVIsI CUCTEMHOTO TedeHns 3abomeBanms. K coxa-
JICHUIO, TIO-TIPeXXHEMY B OOJIBIIMHCTBE C/Ty4YaeB Bpadu-fiep-
MaToJIOTM HEfIOOLIEHMBAIOT BO3MOYKHYIO IIPOTPECCHIO 1 T10-
TEHI[MA/IbHYIO MHBATUAMN3ALNIO GOMTBHBIX, TIPEAIIOYNTAIOT
ycTapeBIIie METOAbI TedeHy (Takye KaK NeHNIVIUIMHOTe-
pamea, pepMeHTHBIe IIpelapars! Ay BHYTPUMBILIEYHOTO
BBeJIeHN ), He HasHayas CUCTEMHYI0 IMMYHOCYIIPECCHB-
HYI0 Teparyio. [IpoMenieH e B TAKOM CITy4ae MOYKeT Iaryo-
HO CKa3aTbCsl Ha KayecTBe SKM3HM HAlVIeHTa, ero Ja/IbHeil-
1reit paboToCIIocOGHOCTI.

3. Hasnauenne xypcos cucremubix IKC He Bcerga pa-
L[MIOHA/IbHO, KaK Yy ITal[IeHTa B IPefICTaB/IeHHOM K/IMHU-
YeCKOM C/Iy4ae, BBUAY HAMN4Ms KOMOPOUTHOCTH U BBI-
COKUX PUCKOB YXYAIIEHNA COITy TCTBYIOLINX ITaTOTIOTHIL.
Takum 06pasoM, B IpefCTABIEHHOM KIMHUYECKOM
ciry4yae IMPOAEMOHCTPUPOBAHA CJIOKHOCTD BefIeHM Ia-
LIMIEHTOB C MAaHCKIEPOTUYECKON CKIepojiepMMeit, 4To
06ycnoBnMBaeT HEOOXOOMMOCTD JaIbHENIINX MCCIeH0-
BaHMUIl /11 pa3paboTky 3P PeKTUBHBIX METOLOB JIede-
HUS 9TOI PERKON U TSHKENMON GOpMbI 3a007IEBaHIISL.
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Pansclerotic morphea is one of the rarest and most severe forms of localized scleroderma, characterized by generalized
involvement of the skin and underlying tissues, resulting in significant functional limitations and reduced quality of life.
The relevance of presenting this clinical case lies in the insufficient understanding of pathogenetic mechanisms, triggering
factors of disease onset, and the lack of established therapeutic strategies in adult patients.

This report presents a case of pansclerotic morphea in a 37-year-old man, with disease onset following severe trauma
with multiple fractures. The clinical picture included extensive indurated areas on the trunk, limbs, and face with typical

waxy shine, joint deformities, and contracture development.

Diagnostic tests revealed a high titer of antinuclear factor and absence of specific antibodies to systemic scleroderma. Skin
biopsy showed thickened collagen fibers and dense inflammatory infiltrates predominantly composed of lymphocytes.
Systemic therapy was initiated late, when most lesions were already formed, and failed to achieve stabilization

of the pathological process.

The conclusions emphasize the critical need for early initiation of basic immunosuppressive therapy and comprehensive
diagnostics to exclude systemic involvement. This case demonstrates the complexities of managing patients
with pansclerotic morphea and the importance of an individualized approach to optimize treatment and prognosis.

Keywords: pansclerotic morphea, localized scleroderma, morphea, immunosuppressive therapy, clinical case, fibrosis,

polytrauma
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