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Annotauus. CuctemHusie 3a0oneBanus coenuautensHol Tkanu (C3CT) — yacTple MPUYMHBI TIOSBICHUS
JUCCEMUHUPOBAHHOIO  MEJIKOOYaroBoro mnopaxenuss J€rkux. Cnoxsocts auarHoctuku C3CT
3aKJII0YaeTCsl B TOM, YTO MHOTO CHUMITOMOB U CUHAPOMOB, Berpewaromuxcs npu C3CT, moryt
OTHOCUTBCA M K 3a00JIeBaHUSAM JPYrod pa3iuyHON 3THOJOTHU. BEBISIBUTH MaTOTHOMOHHYHBIA CHHIPOM
npu C3CT wyacto He ypmaercsi, Kak M YCTaHOBUTH TOYHBIH OUArHo3 IO MPOIIECTBUU IMTEIHHOIO
BpeMEHH. JTO 3aTpylaHseT nmoadop 3¢ (EKTUBHOIO JE€YCHUS!, HEBO3MOXKHO IIPOTHO3HPOBATh TEUECHUE U
pasButue 6one3nu. MHOTAA, B CHITy TIEpeKpécTa CUMITOMOB, IUarfo3 3ByduT kak «C3CT» (cmemranHbIe
3a00/IeBaHUsl COEMHMUTENIBHOM TKAHU) — PEIKOE CHUCTEMHOE 3a00JIeBaHUE COCIUHUTEIbHONW TKaHH,
XapakTepHU3YIOLIeecs] COYETaHHEM OTIENBbHBIX NPU3HAKOB CHCTEMHOM KPAacHOM BOJMYAaHKH, CHCTEMHOMN
CKJIEPOACPMHHY, PEBMATOMOHOIO apTpUTa, MONMMHO3UTa. B maHHOW myOnMKauuum NpeacTaBlieH
KIIMHUYECKUH cimydail amutensHoro TedyeHus cmemanHoro C3CT y manueHTKH, KoTopas Ha MPOTSHKeHUN
Oonee 10 nmer HaOmioganach B pa3iMYHBIX CTAllMOHApax W aMOyJIAaTOPHO, MPU STOM IPOBOJMIACH
obmmpHas nuddepeHnraIbHas TMarHOCTHKA ¢ MHPEKITMOHHBIMHA Tipotieccamu, Apyrumu C3CT, Brurrouas
peBMAaTU3M.

KirroueBble ¢j10Ba: CUCTEMHBIE OOJIE3HU COEIMHUTEIBLHON TKAHU, CMEILIaHHas 00JIe3Hb COEUHUTEIILHON
TKaHU, JUCCEMUHAIUS B JETKUX.
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Abstract. Connective tissue diseases (CTD) are common causes of disseminated small — focal lung
damage. The complexity of diagnostic approach in such cases occur due to intolerance of many
symptoms and syndromes, that can also relate to diseases of other different etiologies. It is often not
possible to identify the pathognomonic syndrome in CTD, as well as to establish an accurate diagnosis
after a long time. This complicates the selection of effective treatment and, accordingly, the inability to
predict the course and development of the disease. Sometimes, due to the intersection of symptoms, the
diagnosis sounds like «MCTD» (mixed connective tissue diseases) — a rare systemic connective tissue
disease, characterized by a combination of individual signs of systemic lupus erythematosus, systemic
scleroderma, rheumatoid arthritis, polymyositis. This publication presents a clinical case of a long-term
course of mixed MCTD in a patient who has been observed for more than 10 years in different hospitals,
and by outpatient observation, and within this years differential diagnosis with other CTD and infectious
diseases was held, including rheumatic fever.
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BBenenune

JuccemunupoBannbie 3aboneBanus yerkux ([3JI) — rereporennas rpymma Oose3Hel,
00beTMHEHHAs! PEHTTEHOJIOTUYECKIM CHHIPOMOM JIBYCTOPOHHEH muccemMuHanuu. Yacrora 00-
Hapyxenus J[3JI cocraBuser okono 67,2-80,9 na 100 Thicsiu HacedeHUS W JOCTUTAET OT 3 JO
20 % ot Bcex 3aboneBanuii jerkux [[lImenes, 2001]. OcHoBubie nposiBienus [[3J1 — oxpimka,
Kalllesib, KpOBOXapKaHue, MPU3HAKK BOBIICUECHHUS IJIEBPBI U BHEJIETOYHbIe cUMNITOMBL. Hanbomnee
yacto auddysHoe mopaxkeHue IETKUX OTMEYACTCS MPU CHCTEMHBIX 3a00JICBAaHHSX COEIUHU-
TEIbHOW TKAaHU, XPOHHUUYECKOM TEUEHUHU OOppenno3a, JIEKapCTBEHHBIX MOPAKEHUSAX JIETKUX, ac-
0ecTo3e M TaKUX PEAKUX NATOJOrMsX, Kak TMcTHOnMTOo3 X U JiedhomuoMaro3. KomruiekcHas
OIIEHKA KJIMHUYECKOW KapTHHBI, pacpOCTPaHEHHOCTh MOPAXKEHHUS JIETKUX, MPEUMYILIECTBEHHAs
JIOKaJIM3alus IOpakKeHNUH, N3MEHYMBOCTh UX, B TOM YHUCIIE MO BIMSHUEM Tepanuu, a Takxke co-
YeTaHUe C JPYrUMH, B TOM UYHUCJIE U BHEJIETOUYHBIMU CUMIITOMaMHU, BO MHOTOM OIPEAEISIOT MO-
CTaHOBKY auarHo3a. CaMbIMHM 4acTbIMH MPUYMHAMU TOSBICHUS JUCCEMHUHHPOBAHHOI'O MEJKO-
0YaroBOI'0 MOPAXKEHU JIETKUX SIBJISIOTCS TyOSpKyJI€3 U CUCTEMHBbIE 3a00JIeBaHUS COCIMHUTEINb-
Hoii Tkaru (C3CT). Berpewaemocts C3CT cocrasinsier B cpennem 1,9-3,8 Ha 100 ThHIC. Haceme-
Hug [[asxmeroBa, AnanbeBa, 2019]. Cnoxunocts quarHoctuku C3CT 3akitodaercs B TOM, YTO
MHOT'0 CUMIITOMOB U CUHAPOMOB, BeTpeyatomuxcst mpu C3CT, MoryT oTHOCUTBCS U K 3a00seBa-
HUSAM Jpyroi pasnmuuHod stuosiornu [IllasxmeroBa, AnanbeBa, 2019]. BeiiBUTH maTorHomo-
HuuHbIl cunapoM npu C3CT ne ypaercsa [[llasxmeroBa, AHanbeBa, 2019]. YcTaHOBUTH TOUHBIN
JIMarHo3 1Mo MPOIIECTBUM AJIUTEILHOTO BpeMEHU MHOrja Toxke He ynaérca [lllasxmeroBa, Ana-
HbeBa, 2019]. Oto 3arpynHser noadop 3PpGEeKTUBHOTO JIEUEHUS U, COOTBETCTBEHHO, HEBO3MOXK-
HO TIPOTHO3UPOBATh TeUueHUEe U pa3BuTue Oonesnu [lllasxmeroBa, AnanbeBa, 2019]. B ciyyasx,
KOT/Ia y MalMeHTa OTMEYAIOTCS KIIMHUYECKUE NMPU3HAKHU, TUnnuHble 1 pa3nuuuabix C3CT (Bo-
YaHKHM, cKiepojiepmu, PA, nepMaToMrno3uTa), CHMITOMOKOMIUIEKC O(OPMIISETCS B HO30JIOTHIO,
kKoTopas no nocneanen knaccuduxanun (MKB10) Hocut Ha3zBaHue «cmellaHHoe 3a0o0JieBaHUE
coeaunutTenbHoi TkaHm» («C3CTy»). Berpeuaercst oHO peke, 4eM Jpyrue cUCTeMHbIe 3a00JeBa-
HUSl COEIMHUTENIbHON TKAaHU, U TallMeHTaM OOBIYHO JUIUTEIbHOE BpeMsI KOHKPETHBIN AUAarHO3 He
CTaBUTCS, JUOO TPOUCXOAUT CMEHA JMar{Ho3oB B  mpormecce  IudepeHaabHo-
nuarHoctrdeckoro moucka [IllasxmeroBa, AranbeBa, 2019]. Hanbonee yacTbiM KIMHUYECKHM
nposineHussM C3CT otHocaT ¢eHomeH PeliHO, OTeK KHCTeH, MBIIIEUYHYIO cIaboCTh, apTpairuu
u/unu apTpuThl, runotonuo numieBoaa [lllasxmeroa, AnanpeBa, 2019]. O6pr94HO Mporpeccu-
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poBanue nopaxeHuid opranoB npu C3CT pa3BuBaeTcsi MEIJIECHHO U PAa3BUTHE TKEIBIX MOBpE-
KJICHUU B TEUEHUE JUTUTEIHHOTO BPEMEHHU HE MPOUCXOAMT, OJJHAKO UMEIOTCS CIIy4au OBICTPOTO
pa3BUTHA MOPaKEHUS JIETKUX, HedponaTuil, cepaa U HEpBHOW CUCTEMBI, KaK LIEHTPaJIbHOM, TaKk
u nepudepuueckoit [LllasxmeroBa, AnanbeBa, 2019]. OCHOBHBIM MapaMeTpoM HeOIArompHsIT-
Horo npornosa npu C3CT sBisieTcst pa3BUTHE JIETOYHOU apTepraibHOM rurneprensuu [[lasxme-
ToBa, AHaHnbeBa, 2019]. Paznuunblie rpynmbl yU€HBIX pa3padoTalid pa3inyHble MOAXO/bI K MPH-
MEHEHHIO IMarHOCTUYECKUX KpuTepues ais nocranoBku auarnoza C3CT, u Ha HacTosuuii Mo-
MEHT MPEANOYTUTEIBHBIX M OOMIETIPUHATHIX KPUTEPHEB HET, & OTCYTCTBHE MAaTOTHOMOHHYHBIX
MPOSIBIICHUH JTOMOJHUTENBHO 3aTPYIHSET IOCTAaHOBKY OKOHYATEeNbHOro nuarnosa [[lasxmerosa,
AmnanneBa, 2019]. Kpome Toro, He cymiecTByeT OOLICTIPUHATBHIX PEKOMEHAALUN MO JCUCHHIO
CM3CT [IIasxmetoBa, AHanbeBa, 2019]. MHoOrue nmamueHTbl, KOTOPbIM B MOCJIEAYIOIIEM CTa-
Butcs quarno3 C3CT, u3HavanbHO UMEIOT paboumii auarHo3 «HeauddepeHnupoBaHHoe 3a001e-
BaHHE coeauHuTeIbHON TKaHW» [CrpaBounuk MSD, 2018]. Kak nmpaBuiio, 1uarHo3 CTaBUTCSA
MPU pa3BOpauMBAHUU KIMHUYECKOW KapTHHBI CO BPEMEHEM, MPOrPEeCCUPOBAHUM OPTaHHBIX MO-
paxenuii [CnpaBounuk MSD, 2018]. Tunuuen ae6iotr C3CT ¢ nmosiBnenus oréka kucteit [Cropa-
BouHuk MSD, 2018]. AHanoruuHbIe TOPAKECHUS YaCTO BCTPEUAIOTCS [IPU BOJYAHKE WIIK JepMa-
tomuosure [CropaBounuk MSD, 2018]. [TopaxkeHust KOXH U MMOAKOKHOM KJIETYATKA MOTYT MPO-
SIBIIATHCS KaK AU QY3HBIA CUCTEMHBINA CKIIEPO3, a PU TPOMOOTHICCKUX OCIIOKHEHUSX KOXKHOTO
BaCKYJIMTa MOXET (JOPMHUPOBATHCS UIIEMUYECKHI HEKPO3, MOSBICHHS HEKPOTHUUECKUX 3B KOH-
ynkoB nanbleB [CnpaBounnk MSD, 2018]. IIpossienust aptpura THOUYHb 11 75 % nanueH-
TOB, MPU 3TOM XapaKTEPHO €ro JOOPOKaYeCTBEHHOE TeUEHUE U OTCYTCTBUE (POPMHUPOBAHUS Jie-
dbopMaruii, mpu 3TOM MPAKTUIESCKH Yy BCeX oTMedaroTcs moiumaprpanruu [CrnpaBounuk MSD,
2018]. Iopaxenue nérkux tunuaHo st C3CT — oHo otmeuaetcst y 75 % GonpHbix [CrpaBod-
nuk MSD, 2018]. Cpeau HUX NPEBATUPYIOT UHTEPCTULIMATBHBIC TTOPAKEHHUS, & OCHOBHOU TIPH-
YMHOM CMEPTH SIBJIsIeTCs Jierounas runeprensus [CrnpaBounnk MSD, 2018].

[TockonbKy KIMHUYECKUE CITydau CMEIIaHHBIX 3a00JI€BaHUI COEAMHUTEIBHOM TKaHU, MIPH
KOTOPBIX HaOIIOAAETCs JAUCCEMUHUPOBAHHOE TMOPAXKEHUE JIETKUX, OTHOCHTEILHO PEAKH, cOOp
Cepuu ciy4yaeB 3aTpydHEH, U 0c000e 3HAYCHHE MPUOOPETAIOT OMHMCAHUS OTACIBHBIX KIMHUYE-
CKUX HaOmoneHuil. B naHHOl cTraThe aBTOpaMu MpPEICTAaBJIEH Cllydyail MHOTOJIETHErO TEUEHMS Y
MalMEHTKHU MaTOJIOTMYECKOro MpoLecca, JUAUPYIOIUM KIMHUYECKUM CHHAPOMOM MPH KOTOPOM
OBLIT JUCCEMHUHUPOBAHHBIN MPOIIECC B JIETKUX B paMKax CMEIIAHHOTO 3a00JI€BaHUs COCAMHUTEIb-
HOi TkaHH. [loka3aTenbHO, YTO HA MPOTSHKEHUN MHOTOJIETHETO HAOMIOACHUS TaHHOM MallMeHTKU
B MPOQIIBHBIX PEBMATOJIOTHYECKUX CTAIMOHAPAX TMAarHO3 OCTABAJICS HEYTOYHEHHBIM.

Onucanne KJIHHHYECKOTO ciay4dast

JlaHHBIN KIMHUYECKUH cay4ail mpencTaBisieT co00il peTpOCIEKTUBHYIO OLIEHKY TEUEHUs
MaTOJIOTMYECKOr o Ipoliecca, KOTOPhI Ha MOMEHT OOpalleHts K BpauaM — aBTOpaM CTaThbH Tpak-
TOBaJICA KaK CMELIaHHOE 3a00JieBaHUE COEAMHUTENbHOW TKaHU. 3a 10-nmeTHuil mepuoja perpo-
CIIEKTUBHOM OIIEHKM TeueHHs 3a00JieBaHMs U aHAJIM3a JAHHBIX BBIMHUCOK Y MAlMEHTKH JUAarHo3
CMEILIaHHOTO 3a00JIeBaHUSl COEIMHUTENbHONM TKAHU HECKOJIBKO pa3 (UIypHpoBall, OAHAKO OH
NEPUOANYECKH «CHUMAJICS», MEHSJICS Ha JUArHO3 «PEBMAaTUYECKON JTMXOPATKI».

[TarmenTka K. oOpaTmiiack Ha KOHCYNIBTAIMIO K TEpaneBTy B Bo3pacTe 57 JeT, Ha OJuH-
Ha/ILATHIN TOJ1 HAMYHKS AaTOJIOTHYECKOT0 MPOLIECCa, CO CIEAYIOUIMMHU Kalo0aMHu:

1. Opplmika Tpy MUHUMAJIBHOM Harpys3ke U B IMOJIOKEHHUHU JIEXKA C HU3KUM H3TOJIOBBEM
(CTIMT ¢ IPUIMTOAHATHIM U3TOJIOBBEM).

2. CnabocTh, MOTIMBOCTD, CEpAIICONECHIE MTPY HE3HAYUTEILHON Harpy3Ke.

3. Cyxoi1 kamiens 1o yTpam, pu CMEHE MOJIOKEHUS TeJa, TAK)KE — IIPU HArpy3Ke.

4. TloBpllieHUE TeMMeEpaTypsl, nepuogamMud mo 3—7 aHel, ¢ Makcumymom g0 38,5 °C
(04eBHHO, HE CBSI3aHHOI ¢ BUPYCHOM MH(EKIHEH), ¢ «XBOCTOM» TMIIEPTEPMUHU 1O 2—3 JTHS Ha
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ypoBae 37,2-36,9 °C, ¢ moynoxuTenbHbIM 3G(HEKTOM OT MPUMEHEHHsI aHTHOAKTepUATbHBIX TIpe-
naparoB KOpoTKkuM KypcoM (Lledanocrnopunsl paHee Ha3HAYAIUCH BPAUYOM B ITOJTHKIHMHUKE).

5. «Jlomsiue» 601U B MBIIIIAX PYK, HOT, BO BCEM TeJe.

6. OmiymieHyst CKOBAaHHOCTH CyCTaBOB 110 YTPaM.

7. Yacteie rosioBHble Oonu (mudy3HBIC, MO BCEH TONOBE, MPOXOJANIUE OT MpHEMa
AQHAJIbI€THKOB).

8. Dnu30/pl BBICHINAHUN MO THUITY KOJBLEBUIHON 3pUTEMbl HA KMBOTE, KOHEUHOCTSIX,
MPOJOKUTEITLHOCTEI0O OT HECKOJIBKMX YacOB JI0 HECKOJBKUX JHEH, MPOXOISAIINE CaMOCTOS-
TEJBHO.

9. Dnu30/bI MIOTHOTO OTEKA JIUIA, TO00POIKA, pa3pelIAlOIIecs B TCHEHUE CYTOK.

10. Msarkue yrjoTHEHHS MOJ KOKE€ Ha KOHEUYHOCTSX JUaMETPOM OKOJIO 5 CM, Mepcu-
CTUPYIOIIHE [0 HECKOJIBKO JHEW — HEJIENb, TPOXOSAIINE HE3aMETHO CAMOCTOSATEIHHO.

11. Y3n0Bbie 00pa3oBaHus MO KOKEH HA KOHEUHOCTSAX U JIMIIE, JHAMETPOM OKOJIO 3 CM,
0e300J1e3HEHHbBIC, TOSIBIISIFOIIMECS CIIOHTAHHO, KaK MPaBuio, HA (JOHE MEPUOJIOB JTHXOPAIKU, U
pa3pemarolmecs B TeUeHUE HECKOJIbKUX YacoB.

12. Jlonroe nepcucTUpOBaHUE FIKXMMO30B, 10 2—3 MECSILIEB.

13. BeicbimaHus Ha KOXe M0 TUITY KPaUBHUIIBI, MOSBISIONINECS, KaK MPaBUIIO, B IIEPUO-
JIbI JTUXOPATOYHON PEAKIIUU U MPOXOISAIIUE CAMOCTOSATEIHHO.

14. VI3aMeHeHus KOXH JafoHel ¢ HeOOIbIoi aTpodueil KOHUMKOB MajbleB U U3MEHEHUE
HOTTEBBIX TUTACTUH TIO0 TUITY «KPBICUHBIX YKYCOBY.

15. Dnu3o01bl ajomnenuu, MpoI0JKaBIINeCs 110 HECKOJIbKY MecslleB B Ae0roTe 3a0oeBa-
Husa. Ha momenT obpamenus B 2019 rony BoJIOCSHON MOKPOB Ha TOJIOBE HOPMAJIbHBIN, KOPOTKast
CTPUXKKA.

AHnamHe3 3a0oiieBaHus npociexuBaeTcs ¢ jgeta 2008 roga, Korja BIEpPBbIC B )KU3HHU OT-
Mevana, Ha GoHe nuxopanku GeOpUIHLHOTO YPOBHSI, TIOSIBJICHUE KOJBIIEBUIHON SPUTEMBI Ha KO-
K€ TYJIOBUIIA, cI1a00CTH, MOTIUBOCTH, FTOJOBHBIX 0OJIEH, CyXOro Kamuis.

CocTosiHHE TPAKTOBAIOCH KaK OCTPOE PECHHPATOPHOE 3a00JIeBaHUE, OPOHXHT, W TIAIlH-
€HTKE B NOJUKIMHUKE ObUIM Ha3HaueHbl aHTUOMOTHKU. Ha (oHe Tepanmuu cocTosiHUE yIydIIn-
Jock, U 110 neta 2012 roga nanueHTka oTMevana Tolbko coxpanusiytocs ¢ 2008 rona ofsIky
npu Harpy3kax. [Ipu moBTOpHOM 3MU30/€ TUIIEPTEPMHUH, COMPOBOXKIABIIEMCS KaIlieM, MOTIH-
BOCTBIO U CJIa0OCTHIO, BO3HUKIIIEM B aBrycte 2012 rona, marueHTka CHOBa 00OpaTHiiach B TOJIH-
KIIMHUKY TI0 MECTY JKUTEIbCTBA, TJIe MPU OOCIEAOBAHUU 3XOKapAUOTpaduu BBISBICH MOPOK
cep/Ia B BUE JBYCTBOPUYATOTO aOPTAIBLHOTO KJlanaHa ¢ (OpMHUpPOBAHUEM aOPTATBHOTO CTEHO3a
¥ HEIOCTAaTOYHOCTH, YMEPEHHO BBIPRKEHHBIX, & TaKXkKe JIETOYHON TUMEPTEH3UU (YMEPEHHO BBI-
pakeHHON ).

B nonuknuHuKe MO MECTy KHUTENbCTBA MallMeHTKe ObLla Ha3HAUYeHA aHTHOAKTepHalbHas
Tepanus, Ha OHE KOTOPOH MOCTENEHHO OTMEYAJIOCh KIMHUYECKOE YIYUIICHHE, ¢ HOpMaJIh3a-
[uel TeMrepaTypbl, yMEHbIIEHUEM OBIIIKY.

BriepBeie marnueHTka ObUTa HampaBlieHa Ha OOCIIeIOBaHHE B YCJIOBHSAX CTallMOHapa
B (peBpasie 2013 roga. Torma ObUTO BBISIBICHO HapylIeHHE (YHKIIMHM BHEIIHETO JbIXaHUS IO
CMEIIAHHOMY THITy C Mpeo0JIalaHueM PECTPUKIIMHA 3HAYUTEILHON cTeneHu (OOCTPYKIUsS yMme-
PEHHOM cTerneHu, mpoda ¢ OPOHXOIUTHUKOM TMONIOKUTEIbHAs). [Ipu peHTreHomornyeckom ooce-
JIOBaHWH JITKUX — MIPH3HAKN HAPYIICHHUS KPOBOOOPAIIEHUS B MAJIOM Kpyre, 0€3 09aroBoi maTto-
JIOTHUH.

B utone 2013 roma ObUT MOCTaBIICH MArHO3 «OpOHXHUATBHAS acTMay (BIIOCIIEACTBUU OBLT
CHST), U MPOBOJIWINCH CKapU(PHUKAIIMOHHBIE MPOOBI C asiepreHaMu, JaBIIHe OTPHUIATEIbHBIN
pesynbTaT. YpoBeHb o0miero ummyHorinoOyimuaa E cocrasun 6omee 700 Ex. B cBsizu ¢ mosiBie-
HUEM B TOT MEPHUO]I aJUIONEINH NarreHTka B suBape 2014 Oblia BiepBble OCMOTPEHA PEBMATO-
JIOTOM, KOTOPBIA TPEIIONIOKMI JUarHo3 HeauddupeHmpoBaHHOTO KojutareHosa. Ilpu 3ToMm
TOCMIUTATHM3AIMS B PEBMATOJIOTHYECKOE OTAeNIEHHe MHOTONIPO(HIEHON OOTBHUIIBI 3aKOHYIIIACH
B stHBape 2014 roga BBIMMCKON C TMAarHO30M «T€HEPATIM30BAHHBIN OCTE0APTPO3», CUCTEMHOE 3a-
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0osieBaHNe COETUHUTENbHON TKaHU B BbIMHMCKe He (urypuposaio. K coxaneHuro, oTCyTcTBUE
pPEKOMEHJALUN 10 JOMOJHUTEIBHOMY OOCIEIOBaHHMIO, HAOIIOACHUIO M JICYCHUIO B BBIIHCKE
MIPUBEJIO K TOMY, YTO MAI[MEHTKa Ha MPOTsHKEHUU 1,5 J1eT He TOJIbKO He mojlydyana Tepanuu, HO U
He ObLTa MOCTaBIIeHA HA YYET.

B aBrycre 2014 roma oHa MoBTOpPHO OblIa ¢ yXYAIICHUEM COCTOSHHS (TeMIlepaTypHas
peaxuusi, ycyryojJeHue OJBIIIKH MIPU HArpy3Ke) roCUTaIu3UpOBaHa B PEBMATOIOIMUECKOE OT-
nenenue. Torna e BHepBble MPU PEHTICHOJIOTMYECKOM OOCJIEeI0BAaHUU BBISIBJICHO JUCCEMHUHHU-
POBaHHOE MOPAKEHUE JIETKUX HEYTOUYHEHHOH 3THOJIOTHH. Brimucana manueHTka Oblia ¢ peKo-
MEHJAIUSIMH HaOIIOCHUS Y PEBMATOJIOra, Teparuu IOCIe BHIIMCKU HE ToTyyYaa.

[ToBTOpHOE yXyAuIeHHE (Kallenb, TeMIIepaTypHas peakuus, aQTO3HBIA CTOMATHUT, JHC-
CEMHHHPOBAHHBIN MPOIIECC B JIETKUX C YBEIIMYCHHEM OYaroB B JUAMETPE U KOJIMYECTBE) HACTY-
o 3umoit 2015 rofa, B CBSI3M ¢ YeM MAIMeHTKA MPOXOauiia 00CIeIOBaHNE B OJTHOM U3 peBMa-
TOJIOTUYECKUX oThesieHui r. Mocksbl. [IpoBeaennoe oOcienoBaHue U MOCIEIOBABIINE 32 HUM
KOHCHJINYMBI Bpadyei-peBMaToJI0roB, HH()EKIIMOHUCTOB, (PTHU3HUATPOB HE TOATBEPAUIH TYOCPKY-
JIe3 WIM CapKOUJ103, MHPEKIMOHUCTHI OTBEPIiM Haanuue WHGEKIHOHHOW MaTOJOTHH, OJHAKO
BIIEPBBIC OBLJIO BBICKA3aHO MPEAIOI0KEHHE O BOZMOKHOM HAJIMYMU Y TTAIIMEHTKH PEBMATHU3MA.

K 2015 rony y manueHTKH MPUCYTCTBOBAIU CIEAYIONIME MAaTOJIOTHYECKUe HAaXOIKHU, KO-
TOpbIE MOTJIM TPAKTOBATHCA KaK MPOSBICHUS PEBMATHUECKOIO Mpoliecca: JIUX0paaKa, IPU3HAKU
MIEPEHECEHHOT0 KapAuTa (a0pTajibHbIA CTEHO3), apTPUTHI CYCTaBOB KHCTEH PYK, KOXKHBIA BacKy-
JIUT, CTOMATUT, OpOHXHUAbHAsE OOCTPYKIUS, JUCCEMUHUPOBAHHOE MMOPAKEHUE JETKUX U BBISAB-
nsumack COD go 20 mm/yac, s03uHOPuIbl — 6 %, C-peakTuBHBIN Oel0K Ha ypoBHE 10 29,4 enu-
Hull (peBmatouanblii daktop (PD) — orpunarensHblid, anTuHyKIyapHabele anturena (AHLIA) —
oTpunatensHeiif). [lpu cTumymnsiuonHoi snextponeiipomuorpadguu (GHMI') BepxHUX KOHEU-
HOCTel ObUIM BBIABIICHBI MPU3HAKU HAaYallbHOM aKCOHOMATHU MOTOPHBIX BOJIOKOH CPEIMHHOTO
HepBa. C mas 2016 roga Bo BpeMsl TOCHUTAIM3AMM B PEBMATOJIOIMYECKOE OT/AEIECHUE Havara
tepanus riaokokopTrkounamu (I'KC) B noze 60 mr B cyTku u ummapaom (200 Mr Ha HOYb), Te-
panus npoBoauiIack 2 Mecsaia, ganee po3a ['KC Obuia yBenudena n1o0 180 mMr B CyTKH, a UMMap/]
oTMeHeH. OTMeuanoch CHUKEHHE YPOBHS apTpaliruii, MOCTENEHHOE yaydllleHne, Ha (JOHE Yero
MalUEeHTKa MPeKpaTuia BUUTHI K BpauaM U MOCTENEHHO CaMOCTOSTEIbHO OTMEHMIIA TJIFOKOKOP-
tukouabl. B aBrycte 2016 roga y manveHTKd OTMEYaJICS 3MHU30/ AKTUBALMH MaTOJIOTUYECKOIrO
nporecca, ¢ runeprepmueii 10 39° C, MIOTHBIM OTEKOM JIMIIA U IIEH, HAPACTAHHEM OHEMEHHs B
00JacTH JUCTANBHBIX OTJEJIOB BEPXHUX KOHEYHOCTEH U KapIUaITHUsIMHU.

B sTot mepuon B cranmoHape el OblTM Ha3HAYEHbI MIFOKOKOPTUKOUABI 1 UMMapA (103Y
YTOYHHUTH HEINb3s1), Ha MPOTSHKEHUH TOJIYro/ia MalyueHTKa MpUHIMalia 9TU MpernapaTsl, a ¢ SHBa-
ps 2017 nauana nocreneHHoe cHmwkeHue 1036l [ KC 10 8 Mr B cyTku MeTurpesa, mpojaoKaia
npunumatb 200 mr ummapaa a0 ceHtsaops 2017 roga. C okts6ps 2017 rona peBMaTosor, MoA
Ha0JII0/IEHNEM KOTOPOT0 HaXOWJIach MAIIMEHTKA M0 MECTY KHUTEIbCTBA, OTMEHWI TEPAITUIO UM-
MapoM U PEKOMEHIOBAJ IOCTENEHHOE CHWKEHUE MpEeNHHU3070HA. CTOUT OTMETHUTH, 4YTO HA
MPOTSKEHUH BBIIICONMCAHHOTO Meproja O0JIE3HH MalMeHTKa MoJy4yala Tepanuio TOJBKO KO-
POTKMMH KypCaMH, W Tepanus NpOBOIMIACH €1 B OCHOBHOM B CTallHOHApE, U KaKOe-TO BPEMs —
nociyie BeIMUCKU. CUCTEeMAaTHYeCcKOro JIeYeHNs U HaOIo/leHns oHa He noinydana. Ha ¢one cHu-
KEHHS O3Bl TPETHU30JI0HA U €ro OTMEHbI Yy manueHTku ¢ 2017 roga He ObLIO BBIPAKEHHBIX
o0ocTpeHuil mpoliecca, OJHAKO HAOIIOAANOCh MPOrPECCUBHOE HapacTaHWE BBIPAKEHHOCTH
onbimiku. Jlo 2017 rona BBUIY AOMUHUPOBAHUS B KIMHUYECKON KapTUHE TUCCEMUHHPOBAHHOTO
rpolecca B JIETKUX MEPUOJUYECKH BCTaBajl BOIpoc nuddepeHuanbHOl TUarHOCTUKU C CapKo-
Ua030M, TyOepkysie3oM, HWHQPEKIMOHHBIMU mporeccamu. OHaKO KaxIbIH pa3 Bpadu-
CHEIMaMCThl OTBEprajiu 3T mpenanoioxkenus. [lpu oOcnenoBannu B aMOyIaTOPHBIX YCIOBHUSIX
B 2019 roay ObII0 BBISBICHO HapacTarollee Mopa)xxeHue KiamnaHos, u B anpesne 2019 rona naru-
eHTKe Oblla MpOBEIEeHa 3aMEHa aopTalbHOrO KJlallaHa Ha MCKYCCTBEHHBIN (TpaHCamMuKalbHAs
MMIUTAHTAIMS A0PTAIBHOTO KJIarnaHa).
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[IpuBoauM faHHBbIE 1a00PATOPHOIO U HHCTPYMEHTAJIBHOI0 00C/IeJ0BAHUS NAUMEHTKHU
B IMHAMHKE:

B obmem ananmse kpoBH, B3AThIM 3a niepro 2012 mo 2020 rox, goctynHo 18 pe3ynbra-
TOB, U3 HUX TPEXKPATHO OTMEYAJIaCh aHEMHUs U TPEXKPATHO — JIECMKOLIUTO3, IIPU OTCYTCTBUM OT-
KJIOHEHUW OT HOPMBI IO JAPYTUM IOKazaTessiM: remorsioomn — 98 r/m 17.05.2019 (mopma
120-140 /1), neiikommrer — 10,21*10%1 18.02.2019 (mopma 4,0-9,0%109/m), 9,47*10%/n
17.05.2019 1 17,7*10%1 01.09.2019.

buoxumus kposu, C-peaktuBHbIi Oenok onpexaersuics ¢ 2014 roma mo 2020 rox MHOTO-
KkpatHO. beutn BbIIBIEHBI yBenuwdeHue ypoBHs L[PBb mo 24,4 mr/a (mopma 0,0-5,0) B utome
2014 roma, nmo 17,9 mr/n — B pmekabpe 2014 roma, mo 14,0 mr/m — B ampene 2015 rona,
1o 14,0 mr/n — B aBrycte 2015 roaa, 1o 9,0 mr/n — B ssuBape 2016 roxa, no 13,5 mMr/n — B urone
2016 roma, mo 12,0 mr/n — B ampene 2017 roma, mo 15,0 mr/n — B HosiOpe 2017 rona,
10 10,8 mr/n — B peBpaine 2019 rona.

B OuoxumuueckoM aHaliu3e KPOBH OTMEUAIHCH CIEAYIOIIME OTKJIOHEHHUS 3a BpeMs
HaO0IeHus: UMMYHOTTI00ynuHBI Kitacca E onpenensituce ¢ 2013 mo 2019 roasl HECKOJIBKO pas,
¥ ObUTH BBISIBJIICHBI OTKJIOHCHHUS B aHAJIM3ax: yBenuwdeHue ypoBHs 1o 173,0 ME/Ma (ipu HOpMe
ot 0 mo 100,0) B 2013 roay, mo 695,0 ME/mn — B 2014 rony, no 403,0 ME/mn — B 2015 rony,
1o 261,3 ME/mi — B 2016 rony, mo 159,0 ME/mit — B 2017 roay, mo 79,5 ME/mn — B 2019 rony.

Karnonnplii mnporenH 303uHOuiIoB omnpenemsuics 03.03.2017 u  Obul  MOBBIIICH
10 29 ur/min (Hopma 0-24).

INamma-rnyramuauaTpancdepasa onpeaensiiach HECKOJIbKO pa3, 0TMEUanoch MOBBILIICHHUE
31.08.2015 roma no 119 Ex/n (Hopma 10-32).

Omnpenesienne BOJTYAHOYHOrO0 aHTHKoaryJsinta: 22.01.2014 — orpuuarte/bHbIi,
23.07.2014 — orpunarenbnsblii, 14.04.2017 — mo0:KuTEIbHBIIA.

Jliis uckimrodeHust XpoHUdeckoi Gopmer 6oppenrosa 04.05.2017 npoBoariiochk uccieno-
BaHUE KPOBH Ha aHTHUTENA K Ooppenusim MmetooM MDA — Obut 1osydeH oTpulaTeNIbHbIN aHaIu3.

KomnbrotepHass tomorpadusi n€rkux mnpoBoawiack B amHamuke ¢ 2013 roma
no 2020 rox, ornenpHbIe 3akmoueHus o KT npencraBieHbl HUKE:

10.04.2014 — B S4,5 cpemHeii 101 MPaBOTo JETKOTO 3 MATKOTKAaHHBIX Y3E€JIKOBBIX 00pa-
30BaHHUA, B T. Y. C BKIFOUEHUSIMH U3BecTU. B S6 HIDKHEN M0MU MpaBoro JIETKOTO CyOIUieBpaibHO
ouar pasMepamu JIo S MM, B S4 BepXHEH J0JIH JIEBOTO JIETKOTO CYOTUIEBPAIbHO-Y3EJIKOBBIE 00pa-
30BaHuA (3) pazMepamu 10 4 MM.

12.08.2018 — ouaru B JIETOYHOW TKaHU IO THUITY 0OYAaroBOTO MHEBMOGUOPO3a, IO CpaBHE-
HUIO C TIPEJBITYIIUMU TOMOTpaMMaMH — B CyOIIJIeBpalIbHBIX oTAenax 0e3 nuHamMuku. [losBunuce
Menkue oyard (2—-3 MM Ha pOoHE YIUTOTHEHHUS JIETOYHON TKaHU MO TUITY MaTOBOI'O CTEKJa) B BEp-
XYIIKE JIEBOTO JIETKOTO.

29.08.2019 (puc. 1). Ilpu oreHKe TUIEBPATBLHBIX MOJIOCTEH OMPENENIETCS BEICOKOE CTOS-
HUE Kyrnoia nuadparMel Ha r1yookoMm Broxe Ha ypoBHe T8 — T9 mo3zBonka. B neBoii miieBpaib-
HOM MOJIOCTH 1O 3aJHEH MOBEpXHOCTU OT 7 pedpa A0 Auadparmbl ONpeneisieTcsl yIIOTHEHUE U
YTOJIIEHNE KOCTAIBHOM TUIEBPHI, C MAKCUMAIIbHOM TOMIIMHOM 710 31.0 MM U C BBITYKJIBIM MOJIH-
[MUKIIMYECKIM KOHTYpOM Ha ypoBHe X peOpa, HEOTHOPOJHOH CTPYKTYpPHI 3a CUET HAIWYHUS B
[EHTPAJIbHBIX OTHENaX TMoKa3aTeNed XUAKOCTHOW mmoTHocTH a0 14-20HU nHa ¢one Oomee
MIOTHBIX (UOpo3HBIX Mokazatenei 10 30—45HU. B cTpykType ymimoTHEHHOW TUIEBPHI OMpeie-
JSeTCsl €MUHUYHBIN KalblMHAT. JIErKue MperMYyIIeCTBEHHO BO3IYIIHBI, MPHIIEKAT K TPYIHOU
CTEHKE MO0 BCEH MOBEPXHOCTU. B CTpyKType JIErOYHON MApEeHXUMBI JIEBOTO U IIPABOTO JETKOTO
0YaroB MaTOJIOTHYECKON MHDUIBTpallUU HE ompeneiseTrcs. B 3anHux otnenax S9 HMKHEN nonu
JIEBOTO JIETKOTO OMPEAEIISIOTCS TpyOble MIIEBPONYIbMOHAIBHBIC CHIAHKH, TOJIUHON 10 8.0 MM,
C HEPOBHBIMH TSDKHCTHIMH KOHTYpPaMH, Ie()OPMHPYIOIIHE JETOYHBIH PHUCYHOK, KOCTAJIBHYIO
mieBpy. llpu cpaBHeHnu ¢ npeacraBieHHbIM uccienoBanrem ot 12.02.2018. B mapenxume npa-
BOTO U JIGBOTO JIETKUX COXPAHSIIOTCS y3€JIKOBBIE 00pa30BaHUs B MPEKHEM KOJIMUYECTBE U PacIo-
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JIO’)KEHUU TIPEUMYILECTBEHHO CYOIJIEBpaJIbHO, a TAK)KE HEMOCPEACTBEHHO B CaMOM MapeHXuMe: B
S3 BepxHel J1oie mpaBoro Jerkoro — 1o 2.9 mm, S4, S5 cpenHeit qoae mpaBoro JIETKOTO pa3Me-
pamu 4,5%4,5 mm, 5,9x4,7 Mmm, 5,5%4,9 MM, B S9 nipaBoro JIerkoro.

KT OI'K 07.11.2019. O4aru B JIero4HOW TKaHU IO THUITy OYaroBOro MHEBMO(pUOpo3a
(6e3 muHamuku ot 26.10.2017 1.). ITocTBocmanuTensHble GUOPO3HBIC U3MEHEHHUS B JIEBOM JIET-
KOM. JIEBOCTOPOHHMI IJIEBPAJIBHBIN BBIINOT C IIPU3HAKaMu ocyMKoBaHUA. KT-kapTuHa npexHss
IIpU CpaBHEHUH C JaHHBIMU Ipeasiaymero KT-uccnenoanus.

Puc. 1. Komnbrorepnas tomorpadus nérkux ot 07.11.2019
Fig. 1. Computed tomography of the lungs dated 07.11.2019

[Ipu paccMoTpeHHH BCEro CHMNOTOMOKOMIUIEKCA Yy JAaHHOW MAalMeHTKH IPOBOJIMIIACH
maddepeHnmanpaas AuarnoctTuka Mexay pasnuaabiMi C3CT n MHPEKIMOHHBIME MTpoIieccaMi
C XpOHMYECKHM TEUCHHEM, OJIHAKO KOHCHJIMYMOM ObUIO MPHU3HAHO HanboJiee BEPOSTHBIM HaJH-
yne y mauueHtku C3CT.

Oobcyxnenne

Ha nacrostmuit momenT cymiectBoBanne C3CT kak caMOCTOSITETbHOM HO30J0TMYECKOM
SIUHMIIBI CTABUTCS TIOJ COMHEHHE HEKOTOpbIMK KinHunucTamu [Aringer et al., 2005; Swanton
et al., 2005], rorna kak apyrue yrBepxnaaroT, uTo C3CT — 3T0 0IMH U3 BApPHAHTOB TaK Ha3bIBae-
MOTO «IIE€PEKPECTHOr0 cuHipomay. OtaenbHble peBMaronoru cuutator C3CT paHHel craauei
KaKoTO-JIHO0 JIPyroro U3 M3BECTHBIX CUCTEMHBIX 3a00JIEBaHUIM COCTUHHUTENbHON TKaHU. OTHAKO
T€HETUYECKUE MCCIEAOBAHUS TMO3BOJISIIOT BBIACHUTH PsJ T€HOTUIIOB, ACCOLMHUPYIOLIUXCS C
cumnromokomiiekcoM «C3CTy», u Ha ITOM OCHOBaHHMH B MOCJIEIHEE BPEMsI OHA BBIJICJICHA B Ca-
MOCTOSITENIbHYI0 HO30JI0orHI0. K renernueckum mapképam, xapaktepHbiM ansg C3CT, oTHocsST
HLA-DR1, HLA-DR4 u B menbmieii crenienn HLA-DR2 [Gunnarsson et al., 2016; Ciang et al.,
2017]. ITpu C3CT yacto ormeuaercs Boicokuit TuTp Ul-PHII IgG-anTuTen. [lo nurepatypHbIM
JAHHBIM, B TIPOBOJIMMBIX HccaenoBanusaX y 94 % mamuenToB co CM3CT BBISBISIFOTCS aHTUTENA
k Ul-A-Genky [IllasxmeToBa, AHanbeBa, 2019]. OnHako manueHTKa, ONMCaHHAs B JaHHOW pa-
0oTe, HE TIOCIeTOBaIa PEKOMEHAAIMSAM O MPOBEICHUN JOTIOIHUTEIHLHOTO O0CIETOBAHUS, U Pe-
3yJNbTaThl TECTOB HE ObLIM MONyYeHbl HA MOMEHT OMHCAHMS JAHHOTO Cilydas. TUIUYHBIC IS
C3CT noGpokadecTBEHHOE TEUYCHHE M TPH ATOM aCCOILMAIMS C BBICOKOH CMEPTHOCTHIO BCIIE]-
cTBUE (HOpMHUPOBAHUS TKENOMN NETOUHON apTepHallbHON TUIEPTEH3UN TaKKe MO3BOJISIOT OTIH-
yuth C3CT ot apyrux peBmarmueckux [Hajas et al., 2013]. dus C3CT xapaktepHO OBICTpOE
pa3BUTHE yAyUIIEHUN TPU TPUMEHEHUH TIIFOKOKOPTHUKOH/IOB.
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[TockonbKy 1U1st JAHHOM MalMEHTKHU HE ObUIO BO3MOXKHOCTH IMOJIyUYEHUS pe3ylIbTaToB 00-
CJIEZIOBaHUSI HAa HAJMYME MMMYHOJIOTUYECKUX MapKEPOB, MUArHOCTHUKA OMHUpANIach Ha Cyle-
CTBYIOIIIHE PE3yJIbTaThl JOMOJIHUTEIHHOIO 00CIe1I0BaHUSI.

Ha ceronnsamnuil n1eHp npemayioxkeHo uyetslpe BapuanTa kpurepueB CM3CT: kputepun
G.C. Sharp, D. Alarcon-Segovia, M.F. Kahn u R. Kasukawa ¢ coaBropamu [Alarcon-Segovia,
Villareal, 1987; Kasukawa et al., 1987; Sharp, 1987; Kahn et al., 1991]. B uccienoBanuu
S. Cappelli u coaBropsr [Cappelli et al., 2011], rae Ha nporskenun 10-1eTHEr0 CpoKa HabFOAa-
m 161 nmanuenTa ¢ nepBoHavyanbHbIM aAuarHo3oM CM3CT, koTopblil HE OTBEYan KpUTEPUAM
Ipyrux 3a0oyeBaHUi COCAMHUTENbHOW TKaHHM, Hanbosee HaI&XKHBIMU ObUTM MPU3HAHBI KPUTE-
puu R. Kasukawa. ITo stum nannbeiM, kputepun R. Kasukawa okazanuce 6osee 4yBCTBUTEIb-
ueiMu (75 %) mo cpaBuenuio ¢ kpurepusmu D. Alarcon-Segovia (73 %) u G.C. Sharp (42 %)
[Ortega-Hernandez, Shoenfeld, 2012]. ITocne 8 ner Gone3nu 57,9 % manueHTOB MO-TIPEKHEMY
ynosnerBopsuti kpurepussim CM3CT R. Kasukawa, y 17,3 % namuenToB 3ab0jeBaHNUe 3BOJIIO-
MUOHHUPOBAIIO B cucTeMHyto ckiepoaepmuto (CCH), v 9,1 % — B cucTteMHyI0 KpacHYIO BOJTYAHKY
(CKB), y 2,5 % — B peBmarounnsiii aptput (PA), y 11,5 % ono 6bu10 KIaccupUIIMPOBaHO Kak
HenupdepenumopoBanHoe 3aboneBanne coenuauTenbHol Tkanu (H3CT) uy 1,7 % — kak nepe-
KpecTHbIH cuaapoM (cM. prcynok) [Cappelli et al., 2011].

JlaHHas ManyMeHTKa MMela Ha MOMEHT NMPOBEICHHUS KOHCHIIMYMa CIICAYIONINE KPUTCPUH
no G.C. Sharp (1987): 6onpuine (MHO3UT, MOpaKEHUE JIETKUX, CHHAPOM PeliHO, OTEK KUCTEH u
CKJICPOJAKTHIINS) U CIEIYIONINE MaJible — aJIoTeIys, JCHKOIECHUs, aHEMHs, apTPUT, CKYJIOBas
CBIIlb, JIETKUI MUO3UT, OTEK KUCTEH B aHAMHE3E.

[Manumentka umena cnenyromue kputepun CM3CT mo D. Alarcon-Segovia (1987): kiu-
HUYECKHE — OTEK KHCTEH, CKIepOJaKTUINs 0e3 MPOKCHUMAlIbHOM CKiIepoJepMuu, CuHApoM Peii-
HO, MUO3UT (OJHAKO TMCTOJIOTMYECKU HE TIOITBEPKICHHBIN ).

Cornacuo kputepusm CM3CT R. Kasukawa (1987), nauuentka umesna oOImIUil KpuTe-
puit Cunnpom PeitHo U pyrue CUMOTOMBI — OMUAPTPUT U CKYJIOBAas ChIllb, JIEHKONEHHUS, CKJIe-
ponakTuius, erounbiii Gpudpos, camxenne XXEJI < 80 % wu u3MeHeHHs 1O TaHHBIM DJIEKTPO-
Muorpadumu.

Cornacuo kputepusim CM3CT M.F. Kahn (1991), nanuenTka nmena KIMHHYECKHE KPH-
TepUH — CUHAPOM PeitHO U MUO3HT.

Takum 006pa3oM, KIMHHYECKH HMEETCsI HanOOJIbIIasi BEPOSITHOCTh HAIMYHS Y JTaHHOMU TTa-
etk C3CT, yto onpeenseT Moaxo/sl K peKOMEHJ0BAaHHOM eif Teparnuu.

ConocraBnenue aanHbix 0 C3CT ¢ mposiBIeHUSIMH 3a00JIEBaHKS Yy OTIMCHIBAEMOM TMaIlu-
€HTKH [TO3BOJISAIOT 3aKIIOUUTh CIIEYIOIIee.

Cocynucteie Hapymienusi, Takue kak @DenHomen PeitHO, TOSBISIOTCS MPUMEPHO
y 75-90 % 6ompubix ¢ C3CT, a y 70-93 % OonpHbIX pa3BuBaeTcs oTek kucteil [Ortega-
Hernandez, Shoenfeld, 2012]. V 4actu nmanueHToB HaOIFOAaETCS CKICPOIAKTHIINS, YIUIOTHEHUE
KOXH JIMIIA, IUTUTAIbHbIE HEKPO3bl, TEJICAHTUIKTA31H, TUIIO- ¥ THUIEPIUTMEHTAIUs, alomelus,
ceTyaToe JIMBEI0, CYXOCTh BO pTy | Tiasax [Sen et al., 2014]. V o0crnenoBaHHON MalHEHTKA
HaOroAamKch NposBieHUs GpeHoMeHa PeliHo B Buje 3MH30/10B MOXOJOJaHUS U OHEMEHHUs KH-
CTEeW pyK, YIUIOTHEHHE KOXKH JIMIA U IIeH, aTpo(uss KOHYMKOB IMaIbIEB, aJUIONEIUs, CETYaTOe
JUBEO Ha MIEKaX, CYXOCTh BO PTY M M3MEHEHHS HOI'TEBBIX (paslaHT.

[TopaxkeHre CycTaBOB M MBIIII] SBJIICTCS paHHUM U dacThiM cumrromom CM3CT, Hamu-
qrie apTpUTOB BKItoUeHO BO Bee kputepun CM3CT. TlonauapTpaaruu uin apTpuThl HAOIIOAAI0T-
cst mpubm3utensHo y 60—70 % nanuentos [Reiseter et al., 2017]. [TopakeHue cycTaBoB Bapbu-
pyeTrcss OT MUHUMAIIBHBIX apTpanruii a0 Tsokenoro aptputa. Y 40-90 % OGonbHBIX oTMeEdaeTcs
BoBiieuenue Mol [Carpintero et al., 2017]. Y o0cienoBaHHONW HAMH MAMEHTKH OTMEUYAINCH
apTpajJruu M OTCYTCTBOBAJIO CTOHWKOE MOpPAXKEHHE CYCTAaBOB, OJHAKO OTMEYAIIOCh BOBJICUCHHE
MBIIII C MTA30aMUA MHO3HUTOB.

ITopaxenue nerkux. B HeCKONbKHMX HCCIETOBAaHMUAX OBUIO TOKA3aHO, YTO JIETOYHBIE
HapyIICHUs SIBISIOTCS OJHUM U3 Haubonee cepbe3Hbix mnposiBieHnid CM3CT u BO3HHKAIOT
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y 85 % mnarmentoB [Niklas et al., 2018]. Beutx onucanbl pa3nuyHbie MPOsSBICHUS — (HUOPO3,
WII u JIAT, npu sTom Hanbosiee TunnyHbie — 310 JIAT, BeTpeuaromasics, Mo JaHHBIM HEKOTO-
pBIX uccienosareneit, y 75 % nauuentos. Ilpu penrreHorpaduu oOHapyKUBaIOT UHTEPCTHUIIH-
QJIbHBIE M3MEHEHHUSI, TUICBPAIbHBIA BBIMOT, JIETOYHbIE MH(DUIBTPATH U YTOJIICHUE IJICBPHL. B
OMKMCAaHHOM HaMU KJIMHUYECKOM Cllydae y MAallMeHTKH MPOsBIEHUS JErOYHON TMIepTEeH3UN Mpe-
BAJIMPOBAIM HAJT APYTUMHU MOPAKEHUSIMHU U OTIPEACIISIIN KaueCTBO €€ KU3HHU.

[Topaxenue cepaua. [lo JaHHBIM pa3NMYHBIX aBTOPOB, YACTOTA MOPAKEHUH ceplla y mna-
enToB co C3CT cocrasnsier ot 13 1o 65 % [Ungprasert et al., 2016]. [IposiBaeHusiME MOTYT
ObITh MEPUKAPAUT, MUOKAPAUT, MOPaKEHUE KIIANaHOB cepaua (mo Tumy sHAokapauta JluOma-
Ha — Cakca), 0JIOKaJbl ¥ quacToinveckas aucyHKIus JeBoro xemynouka [Burdt et al., 1999;
Arroyo-Avila, Vila, 2015]. ITo manubiM 06caemoBanus namueHTKd K., y HeE BBIABISLIOCH IPO-
IpeccUpyroliee MopakeHUe KIanaHoB B BUJE A0PTAJIbHOTO CTEHO3a U HEJJOCTaTOYHOCTH.

[Topaxxenue xenynouno-kumieuynoro tpakra (OKKT). ¥V mamuentoB co C3CT B 66—74 %
ciydaeB oTmeuaercs mopaxkenue oprano JXKKT, gamie Bcero — nucdynxkims numesozaa [Cappel-
li et al., 2011; Gunnarsson et al., 2016; Nica et al., 2016]. Taxxe omnucaHbl Me3CHTEPHAIbHBIH
BACKYJIUT, nepdoparis KUILIKH, YHTEPOINATUH, TAHKPEATUT, TEMOTIEPUTOHUT, JUAPEst U XpPOHUYE-
CKUI aKTUBHBIN renatuT. B ciydae ¢ manuentkoi K. Habmronanace auapesi, Ipu3HaKu XpOHUYE-
ckoro nmankrpearuta, npu OI'JIC He ObUTO BBISBICHO THUIMHYHBIX JJII CUCTEMHBIX 3a00JIeBaHUM
MOpaXEHHH MUIIEBO/IA.

[Topaxenue nouek y nanueHToB co C3CT BcTpeuaercs peIko U MPOTEKAET, KaK IPAaBUIIO,
oeccummromuo [Cappelli et al., 2011; Gunnarsson et al., 2016]. Y manHOl manueHTKH HE OBLIO
HU KJIMHAYECKUX TPU3HAKOB MOPAKCHUS TOYCK, HU JTAOOPATOPHBIX KPUTEPUEB, KOTOPHIC TI03BO-
munu Obl €ro 3arnofo3puTh — YPOBEHb MOUEBHHBI M KpEaTHHHHA ObLIM HOPMaJbHBIMU BO BCEX
OMOXMMHUYECKUX aHallu3ax KpoBHU, uaMeHeHuit B OAM He 0TMeUasoch.

[Topaxxenne nepBHo cuctembl pu C3CT Haubosee yacTo MPOSBISIOTCS KaK HEBpOIa-
THS TPOMHUYHOTO HEPBA, roJIoBHas 00k U nepudepruyeckas HeBponatus Apyrux HepBoB [Nas-
cimento et al., 2010]. YV naHHOW MalMEHTKH OTMEUYAIUCh NPU3HAKH Tepr(epuIecKoil HeBpoIa-
TUH, TOATBEPKAeHHBIE OMI.

N3meHenuns nabopaTopHbIX MokaszaTened. ['emMaronornyeckue MmposBIEHUS BKIIOYAIOT B
ce0s TeHKONEeHUI0, aHEMUIO XPOHHMYECKHUX 3a00JIeBaHUH, THIepraMMariooyirnHemuro. [laruenT-
Ka, ONMCAaHHAas HaMU, UMeJla CHU)KEHUE YPOBHSI FeMOrIo01Ha, runepramMmmatio0yInHEMHUIO.

TakuMm 00pa3zoM, JaHHBIN KIMHHYECKUN CITydail WILTIOCTPUPYET 3aKOHOMEPHOCTH, XapaK-
TEpHBIC ISl TEUCHUS PEBMATUUYECKHUX MPOIIECCOB MPHU MOI03pEHNU Ha HenudhepeHIIMPOBaHHOE
C3CT: orcyrcTBHE YETKOrO AMArHO3a ¢ MOMEHTA MEPBbIX KIMHUYECKUX MPOSIBICHUI U Ha MPO-
TSDKCHUH JITUTEIHHOTO TIEpUojia, OTCYTCTBUE CHCTEMATHUYECKOTO JICUEHHUsI TaKUX IMAIlMeHTOB Ha
HayaJlbHBIX 3Tanax MaTOJIOTMYECKOro MPOIECCa, COXpaHEHUE HEONPENeNIEHHOCTH AUarHo3a Ha
MPOTSHKEHUH TIEPBOTO JECATUIICTHSI HAOIIOJEHUSI U OTHOCUTEIBHYIO JOOPOKAYECTBEHHOCTh TE-
YeHHs mporiecca 0e3 JeueHus!, IpU TOM UTO MPOTHO3 AJII MHOTUX TaKUX MAIMEHTOB OMPEILsIeT-
Csl HAJIMYMEM U BBIPAKEHHOCTHIO JIETOYHOM TUTIEPTCH3UH.

Jluarnos, KOTOpbI ObLT onpenenéH KOHCHIMYMOM Bpaueil (aBTOpHI JaHHOW CTaTbu), HA
MOMEHT TOCJIEIHEr0 OOpallleHUs] MalueHTKNU B CTAllMOHAp peadMIMTAMOHHOTO MpoQuiIs ciie-
JYIOLLIHMN.

OcHoBHoe 3a601eBanue: CMmenanHoe 3a001eBaHle COSIMHUTEIBHON TKAHU C MOpake-
HUEM JIETKHX [0 TUIy MEIKOJUCCEMHUHUPOBAHHOTO Tpoiiecca, pudpo3a MmieBpsl, ¢ MOpakeHueM
KOXKH, MUOTIATHEH, CHHIIpOMOM PeliHO, CKIepoaakTHiInel, apTpairuei, aneMuen, nepudepude-
CKO#l HeBpomaTuen, XpOHUYECKUM MaHKPEATUTOM, XPOHUYECKUM HEAKTHUBHBIM TEMaTUTOM (Xpo-
HUYECKOE T€UEeHUE, aKTUBHOCTH ).

®oHoBoe 3a0osaeBanme: Ilepenecénnas B 2019 roay onepanus — ycTaHOBKa IpOTE3a
A0opTaJBHOTO KJIAllaHa o MOBOIY MPUOOPETEHHOTO MOPOKa cep/iia (CTEHO3 M HEAOCTAaTOYHOCTD ).

Ocnoxnenusi — JIérounasi aprepuanbHas TUNEPTEH3US THKENOM creneHu. CMelaHHas
cepaeunas u a€rounas HegoctarouHocth: JJH I, XCH HA cragun, 1 ¢. 1.
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K coxanenuto, eguHoro koHcencyca o tepanuu nainueHToB co C3CT He cyiiecTByeT u
10 HACTOSIIIIMIM MOMEHT, a IieJieHanpasiieHHoe JieueHue JIAI' 1y manueHToB ¢ peBMaTH4eCKUMU
IpoleccamMy 10 HeJaBHEr0 BpEMEHH TakkKe He ObLI0 4€TKO 0003HaueHo. CpaBHUTEIBHO HEJAB-
HO ObUTH pa3paboTaHbl MOIXOABI K Takoil Tepanuu [Bonkos, MapTtsiatok, 2013]. Kak npasuiio,
JUTst 0A3MCHOM Tepamnuu Takux ManueHToB ucnoib3yioTes ['KC u nuroctatuku, U moyioxuTesb-
HBI 3((EKT 0T UX MPUMEHEHHUS y HAIlleld MAIMeHTKH MOATBEPkKIAeT 3aKOHOMEPHOCTh TMOJTyUe-
HUS O3UTUBHOTO 3¢ ¢dekra Ha GoHe Takoi Tepanuu. [Ipenaparamu nepBoii TUHUU IS JICUCHHUS
JIAT', accouMHUpOBaHHON C CHCTEMHBIMH 3a00JICBAHHSIMH, SBISIOTCS OO3CHTaH, CHIIIEHA(PWI
(YpoBeHb J0Ka3aTeJIbHOCTH A) U MHTASIIIMOHHBINA UIIOMPOCT (YpOBEHb JoKazarenbHocTh A). [1o
JIAHHBIM BBIMKCOK, MAIMEHTKE HE Ha3HAYAJIMCh JaHHBIC Mpenaparhbl, BIUSIONINE HA MPOSBICHUS
JIAT', moaTomy HamMu el Oblila PEKOMEHJOBaHa TOCHHUTAIU3alus Ui MoA0opa 103kl AaHHBIX
npenapaToB MoJ BpaueOHBIM KOHTposieM. Bee mpenaparsl umetotr PY B PD, 60o3enTan u cuije-
Ha(UI UMEIOT HECKOJIbKO JPKEHEPUKOB U JOCTYIHBI 10 IIeHE, HHTAAIUOHHBINA HiIonpocT B PO
TaK)K€ 3apErUCTPUPOBAH U CTOMT HECKOJBKO JIOPOKE, OJHAKO OH TAKXKE JOCTYNEH. AHTUMAIIS-
puiiHble npenaparthl (TUAPOKCUXJIOPOXHMH) M MeTOTpekcar Takxke mnpumenstorces mnpu C3CT
[[IassxmeToBa, AnHanbeBa, 2019]. UmeroTcsi equHuyHbie pabOTHI, B KOTOPHIX MaIlMEHTaM CO
CM3CT na3zHavyanu UHTHOUTOPHI UMMYHHBIX KOHEYHBIX TOYEK C YMEPEHHBIM MOJOKUTEIbHBIM
s dekrom [[llassxmeroBa, AHanbeBa, 2019]. XoueTcs HaneAThCs, YTO HAKOTUICHHUE COOOMIECHUH O
TedeHuu 3aboneBanus U 3PPEKTUBHOCTU TEPANHU Y TAKUX MAIIMEHTOB, HAIPUMEP, CO3/IaHue pe-
TUCTPA, MO3BOJIUT B OyayIeM BeIOMpaTh nudepeHIIMpoBaHHbIA TTOX0/] U OMUPATHCS HA PEKO-
MEH/Iall{ BBICOKOTO YPOBHS J10OKa3aTEIbHOCTH.
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NHOOPMAIIAA Ob ABTOPE

ConoBbéBa DJumna HuxkonaeBHa, CTyJIeHTKa
6 kypca CapaToBCKOTo MEIULIMHCKOIO
yHuBepcuteta «Peasusy, r. Caparos, Poccus

Kamora Tatbana IOpbeBHa, noueHT Kadeaps
BHYTpEHHUX  OoJe3Hel, HadalbHUK HAyYHO-
uccienoBareabckoro oraena CapaToBCKOro MeEIH-
IIMHCKOrOo yHuBepcutera «PeaBm3», r. Caparos,
Poccus

Kaxexknn QOuaer AjekcaHApoOBHY, JOIICHT
Kadenpbl BHYTPEHHHX OOJIe3HEH, 3aMeCTUTEIhb
pykoBoamuTenss ~ CapaTOBCKOTO  MEIUIIMHCKOTO
yHHBepcUTeTa «PeaBu3» 1o KIMHHYECKOW padore,

r. Caparos, Poccus

I'nyxoBa Hapexna AJsiekCaHIpPOBHA, TJaBHBIN
Bpau canHaropus-ipoduiakropuss «OKTAOpBCKOE
Vmense» B 1. CapaTtoB, npoueHT Kadeapsl
BHYTPEHHUX Oone3Hei METUIINHCKOTO
yauBepcutera «PeaBus» B 1. CapaTos, Poccus

PoixoBa I'anmna BiaagumupoBHa, Bpau-TepaneBT
BBICIIICH KATETOPUU  CaHATOPHUS-TIPOPUIAKTOPHS
«OxTs0pecKoe Yiiense» B r. Caparos, Poccust

Bosoagpko Jlwamuiua @EpopoBHA,  JIOIECHT
Kadeapsl BHYTpEHHHX OoJe3HEeH METUIIMHCKOTO
yHuBepcuteTa «PeaBus» B . Capatos, Poccus
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