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IOBeHUJbHBI J€PMATOMHUO3UT: TPYAHOCTH JHATHOCTHKH

'®rs50Y BO BIMY um. H.H. Bypoenxo Munzopasa Poccuu, >5Y3 BO BOJKE Ne 1, 2. Boponeaic
Pe3tome. HOBeHWIBHBIN JEpMaTOMHO3UT — 3TO pEIKOe CHCTEMHOE 3aboieBaHHE
ayTOMMMYHHON 3THOJIOTHH, XapaKTepU3yIolleecs MOpaKeHHeM MENKHX COCYJIOB KOXH,
CKEJIEeTHOM MYCKYyJaTypbl M BHYTPEHHHX OPTaHOB, OTJIMYUTEIbHBIMHM MpPHU3HAKAMU
KOTOpPOTO SIBIISIIOTCS CUMMETpPHYHAs claboCTh MPOKCHMAJBHBIX MBI W XapaKTepHas
Chlllb. B cTatbe mnpuBOmUTCS oOmucaHHe 9-JIeTHEro MajbuyMka C KIMHUYECKHUMHU
NpU3HaKaMH  [OBEHUJIBHOTO  JI€PMAaTOMMO3WTAa M  HOPMAJbHBIMH  IOKa3aTENsIMHU
KpeaTuH(POCPOKNHAZBI (K®DK), JIaKTaTIeruApOoreHas3bl (JIAT),
acnapratamunorpancdepasbl (ACT) u anannHamuHorpancdepasbl (AJIT). [1o maHHBIM
anekrpoueiipomuorpapun (OHMI') oTmeyanoch CHUXKEHHE aMILTUTYAbl M-OTBETOB.
Uepes 1 Heneno 0T Havama MMMYHOCYIPECCHBHOM TepaIuy HaO0AaI0Ch 3HAUUTEIBHOE
KIMHUYECKOe yiydiieHue. lIpeacraBieHHbI KIMHUYECKUH Cily4yald IOKa3bIBAaeT, YTO
IOBEHIIIBHBIN JIEPMATOMHO3UT SIBJSIETCS CJIOXKHBIM JUIS TUArHOCTUKH 3a00JNEeBaHUEM U
MOXET POTEKaTh ¢ HOPMaIbHBIMHU TTOKa3aTeIsIMUA ()EPMEHTOB MBILIIEYHOT O paclaia.
Kaiouesrble cjaoBa: IOBEHWIBHBI  J€PMAaTOMHO3HUT; KpeaTHHPOCPOKNHA3A;
acraprataMHHOTpaHc(epasa; alaHnHAMUHOTpaHchepas3a

Axmyansnocme. OBenunbvHbi nepmatomMuo3ut (FOJIM) mnpexacraBisier coboit
CHCTEMHOE ayTOMMMYHHOE 3a0ojieBaHHE, OOYCIIOBIEHHOE HMMYHOOIOCPEIOBAHHOM
BACKyJIONaTUEW M XapaKTEPU3YIOUIEeCs CUMMETPUYHOM NPOKCUMAIBHOM MBIIIEYHON
cJ1a00CThIO B COUETAHMU C TUIMMYHBIMU BBICHITAaHUSIMH Ha KOX€, BO3MOXKHBIM BOBJICUEHUEM
CYCTaBOB, JIETKUX, XenynouHo-kumeynoro tpakta (JKKT) u apyrux opranos [1]. CornacHo
JTaHHbIM HalmoHaabHOTO MHCTUTYTA apTpUTa, O0JIe3HEN ONOPHO-IBUTaTEIbHOTO amnmapara u
koxu CIIA (NIAMS), IO[IM Bctpeuaercs y 4 u3 100 Teic. nereir B Bo3pacte 1o 17 ner,
pacrpoCTpaHEHHOCTh 3a00JIeBaHUSI MOXET Pa3NU4yaTbcs B 3aBHCHUMOCTH OT STHHYECKOU
MPUHAIEKHOCTH. B pocCHICKMX HAaydHBIX MCTOYHUKAX HE MPEJCTaBJIECHbI J1OCTOBEPHBIE
nanHbele 0 pacnpoctpanénnoctu FOM cpeau gereid. Iluk 3a0omeBaeMOCTH MPUXOAUTCS HA
nepuon ¢ 4 no 10 ner, cpeauuii Bo3pact Havana 6ose3nu — 7 net [2].

B 2017 romy ObuiM oOmyOJMKOBaHbI KPUTEPUM IS B3POCIBIX U FOHOIIECKUX
WIUOTNATUYECKUX  MMMYHOBOcnanuTenbHbix  muomatuiit  (MMUBM),  pazpaboranHbie
skcniepramu  EULAR/ACR. uarnoctuueckue kputepun EULAR/ACR Bxmrouaror 4
KJIMHUYECKUX MapaMeTpa, CBSI3aHHbBIX C MBILIEYHON ClIa00CThIO; 3 mapaMeTpa, CBA3aHHbBIX C
KOXKHOW CBIIBIO; MapaMeTphbl, CBSI3aHHBIE C J1a00PAaTOPHBIMU IOKA3aTeasIMU (IIOBBILLIEHUE B
CBIBOPOTKE KpoBU YypoBHel kpeaTtuHpocpokuHaszpl (KDK), mnm nakrataeruaporeHasbl
(JIAT), mnu acnapraramunotpancdepasbl (ACT) unu ananuHamuHotpaHcdepassl (AJIT).
Hanuuue aHTtuten K ructuawia-TPHK cunteraze) u  Mopdoriormueckue H3MEHEHUS,
BBISIBJIEHHBIE Tpu Ouoricun Mbimiel [3]. JluarHocTuueckass MeTOAMKa OCHOBaHa Ha
MPUCBOCHUM UHUCJIOBBIX 3HAYEHHM KaXJA0My KIMHMYECKOMY TMpPU3HAKY, YTO JaET
BO3MOXHOCTh MO oO0meil cymme OamnoB kiaccuuuupoBarh auarHo3 MOJAM  kak
«BO3MOXHBIN», «BEPOATHBIN» WU «ONpeAeNEHHbIN». COINacHO [aHHBIM KpPUTEPUSIM,
NPUCYTCTBUE Yy TMAalMEHTa TEeIHOTPOIHOM ChIIM M Tpu3Haka [OTTpoHa oO3HAYaeT
«sepostHyto» HNHUBM (BepositHocTh 55%). Ilpu BepositHoctu UMBM  Gonee 55%,
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HEOOXOIUMO TEepelHTH KO BTOPOMY JTally AMArHOCTHMKHM W MPUMEHHTH CIICIHAIbHBINA
QITOPUTM 7Sl UACHTU(UKAIIME KOHKPETHOTO 3a0oyieBaHMs U3 JaHHOW rpymmbl. CorimacHo
QIrOpUTMY B Cily4ae, €CiM BO3pacT MalMEHTa Ha MOMEHT MOSIBICHHUS MEPBBIX CUMITOMOB
MeHbIlIEe 18 JeT, NpUCYTCTBYET I'€JIMOTPOIHAS ChIllb WM MaIylbl ['OTTpOHA WM NPU3HAK
l'ortpona, BbicTaBigercs auarHo3 FOJAM. Ilpu OTCYTCTBUM KOXHBIX MPOSBICHHUI
YCTAHABJIMBAETCS IMarHO3 FOBEHUIIbHBIN MUO3UT, kKpoMe FOJIM [3].

[Ipu tspxénom tedennn Oonesnm nokazatenu KOK, JIAT, ampmonaser, ACT u AJIT
MoOryT ObITh B 8—10 pa3 BbIllIe HOPMBI, a B OTIENIBHBIX CIIydasx — JocTUraTh 20-KpaTHOTO
npeBbiieHus [4]. BaxxHO OTMETUTH, YTO NPHU JJIUTEIBHOM OTCYTCTBUM JICUEHHS] YPOBEHb
(hepMEHTOB MOKET HOPMAaJTU30BaThCs [S].

OtnmuuutenpHOr dweproit MMBM  sBnsercs BbIpaOOTKa MHO3UT-CHEIUPUISCKIX
aatuten (MCA) unm muo3uT-acconmupoBanHbiXx aHTuTen (MAA). YacTtora oOHapykeHuUs
MCA u MAA B pa3HbIX cTpaHax 3HAUUTEIBHO BaApbUPYETCS, YTO CBSI3AHO C HEOJUHAKOBOM
WHTEHCUBHOCTBIO YIABTPA(PHUOIECTOBOTO HM3IYYCHHUS W YAAJCHHOCTHIO OT 3KBATOPHUATBHOU
30HBI [6]. Ha ocHOBe BBIABICHUS ayTOAHTHUTEN OblIa co3jaHa Kiaccudukanus (EeHOTHUIIOB
KO/IM, oTpaxaromiasi HEOAHOPOIHOCTh KIMHUYECKUX MPOSBIICHUN, HCXO/IOB 3a00ICBaHUS H
peakuuu Ha JieueHue [7, 8].

Llens paboTel — omHMCcaHWE KIMHUYECKOTO Cliydas, KOTOPBIH COOTBETCTBOBAI
muarHoctruueckuM kputepusMm EULAR/ACR, HO ypoBeHb (hepMEHTOB MBIIIEUHOTO pacrajia
He mnoBbimanca. Ilo manueiM DOHMI' 3adukcupoBaHO TOJIBKO CHUXKEHHE AaMILTUTYAbI
M-0TBETOB, OTCYTCTBOBAJIM CHCTEMHBIE IPHU3HAKA BOCHAJEHHsS, a OHONCHS MBI U
onpezenenue anturen k ructuqi-TPHK cunTerase He mpoBOaMIIOCH.

OT 3aKOHHOTO MPEACTaBUTENS MAIMEHTa IOJYYeHO MHCbMEHHOE I0O0pOBOJIHHOE
MH(OPMHUPOBAHHOE COTJaCHe€ Ha MYOJMKALMIO PE3ylbTaTOB €ro OOCIEeNIOBaHUS U JICUEHHUS
(mata moanmucanus 14.10.2024r.).

Honyuennwvie pesynomamot u ux oocyycoenue. Manbuuk [, 9 ner, HIKOJbHUK,
xKuTeib T. BopoHexka, B okTsi0pe 2024 r. mocTynui B KapAUOPEBMATOJIOTUUECKOE OTIEICHUE
BOJIKB Nel c xanobamu Ha MBIIIEYHYIO €1a00CTh, OTPAaHUYCHUE ABUKEHUN B BEPXHUX U
HUKHUX KOHEUYHOCTSIX, OOJIeBble OILIYLUIEHUS B CHUHE. Becrnokowin Takke TunepeMus
KOXKHBIX IOKPOBOB Ha JHIE€ B 00JacTH IJ1a3, HaJ KOJEHHBIMU, JIOKTEBBIMH, IISICTHO-
(anaHroBeIMM CycTaBaMu, 3aTPYAHEHHUE JIbIXaHUs Yepe3 HOC, U3BMEHEHUE roJ10ca, TPYAHOCTH
B [VIOTAaHUH TBEPJOW MUIIIH.

[lo naHHbIM aHaMHE3a, U3MEHEHUs Ha KOXKe OecrokoAT B TeueHue 1,5 sner, pebeHok
HaOmonancs y meauaTrpa, JAepMaTojiora, IMoJydall JIEYEHHUE C BPEMEHHBIM HECTOMKHUM
yaydmienneMm. [IpoBoawiiock  jiedeHHE BpadyoOM-OTOPUMHOJIAPUHIOJIOTOM B CBSI3M €
3aTpyJHEHUEM HOCOBOTO jAbIxaHusd. B ceHta0Ope 2024r. yxyauieHHe COCTOSIHUS peOeHKa:
NaJeHHsI, 3MEHEHHUE MOXOAKH, TPYAHOCTH B CaMOOOCTY>KMBAHUU — HECIIOCOOHOCTH CECTh,
oJleThcsl 6€3 MOCTOPOHHEHN MOMOIIIH.

Oteny 1 Marh peOeHKa 3/I0pOBBI, cTapiuii pedeHok 3a0poB. HacnencTtBeHHbII
aHamMHe3 He oTsroimieH. PeOeHok oT 2 OepeMeHHOCTH, MPOTEKABLICH ¢ yrpo30il MpephIBaHUS
B | monoBuHE, 2 CPOUYHBIX CAMOCTOATENBHBIX PoJ0B. Macca Tena npu poxaenuu 3600rp.,
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JUIMHA Tena 54 cM., eproJ; HOBOPOKIEHHOCTH MPOTEKal 0e3 0COOCHHOCTEH, Ha TPYAHOM
BckapmimBanuu 70 1 roga. Poc u pasBuBaics mo Bo3pacty. [lepenecennbie 3a00eBaHus —
OPBU 1-2 pa3za B roa, BeTpsiHasi ocna. AJUIeprojlorHueCKuil aHaMHe3 HE OTATOILEH.

@usuKanbHasg AuarHoctuka. [Ipu mocrymienun cOCTOsSSHUE CPpEeIHEN TSKECTH 3a CYET
BBIPAKEHHOTO CYCTaBHOTO CHHAPOMA, PEOCHOK HE MOXET JOJITO CTOSATh, HAXOIUTHCS B
BEPTUKAJIBLHOM TMOJIOKeHHH. [l0X0Ka M3MEHEHa — XOIWT Ha «IIBIITOYKax». lemmeparypa
tena 36,5 C. Poct 149 cm, macca tena 33 kr. @u3MUecKOoe pa3BUTUE BBIIIE CPEIHETO,
FapMOHHUYHOE.

KoxHbie MOKpOBBI OJIEHO-PO30BOTO I[BETA, IPUTEMATO3HBIC BBICHIITAHMUS C JIMJIOBBIM
OTTEHKOM, DJJIEMEHTHI IIENYIICHUS Ha BEKaX, BOKPYT TJa3 (CHMIITOM «OYKOBY»). YUacTKH
SPUTEMBI, KPACHO-PO30BBIC MATHA HAJ[ 00IACTHIO KOJIEHHBIX, JIOKTEBBIX, MISICTHO-(DaTaHTOBBIX
cyctaBoB (mpu3Hak ['oTTpona). BunuMmelie cim3ucTeie 9ucThie, BIaxHbie. [lepropOuransabie
oreku. [lepudepudeckne numbaTudeckue y3ibel He yBennueHbl. OrpaHnueHUE IBUKCHHN B
MpaBOM JIOKTEBOM CYyCTaB€, B IPaBOM JIy4e€3alsiCTHOM, KOJEHHBIX CyCTaBaX 3a CYET
Oone3sHeHHOCTH. B 1pyrux cycraBax JABIKCHHsS B TOJHOM o0beMe, 0e300ie3HCHHBIC.
3arpynHeHre Ipu IBMKEHUSIX (IPeUMYIIeCTBEHHO criubanue B Horax). Co CTOPOHBI IPABOTO
JIOKTEBOTO, JIy4E€3aIsICTHOTO CYCTaBOB JehUTypaIus 3a cUeT MpoarudepaTUBHBIX H3MEHEHUH,
He paszrubaeT B HoaHoM o0beMe. Co CTOPOHBI APYIHX CYCTaBOB BUAUMON NeUTypaIiu HET.
Koxka Haj o0macTbio CycTaBOB OOBIYHOHM TemIepaTypbl Ha OINYNb. MBIIIEUYHBIH TOHYC U
TYprop TKaHEil He W3MEHEHbl, NpPU NaJbHAlMM YIUIOTHEHUE MBI BEPXHUX M HUKHUX
KOHEYHOCTEM.

JlpIxaHue yepe3 HOC 3aTPYAHEHO, OTIENSIEMOro HET. 1'0J10C M3MEHEH - «THYCABBIN».
IIpn ayckynbTranuu B JIETKUX JbIXaHUE BE3UKYJsApHOE, XpuroB HeT. Y/ no 19 B Munyrty.
I'panunel cepaua nepKkyropHo He pacliupeHbl. ToHbI cepAua 3ByuHble, putMuuHble. YCC —
90 yn/mun. Al 98/64 mm.pT.cT. JKUBOT MSITKMiA, IpH NajbHauu 0e300ae3HeHHbINH. [IeueHb
y Kpas peOepHOH Iyru, ceine3eHKa He manbnupyercs. Pu3noiorndyeckue OTHpaBICHUS B
HOpME.

[IpenBapurtenpHblid 1UarHo3: JlepMaToMUO3UT HEYTOUYHEHHBIM.

Junamuika u ucxonsl. [Ipu mocrymieHuu B KapAHOPEBMATOJIOTHYECKOE OTAETIECHUE
BOJIKB Nel B GuoxumuyeckoMm aHainuse kpoBu ypoBeHb KOK (obmras) - 66,0 Ex/n (N 0,0-
145,0 En/n) JIAL - 224,9 En/n (N 110,0-295,0 En/m), AJIT - 11,3 En/n (N 1,6-35,0 En/n),
ACT - 21,7 En/n (N 1,6-48,0 En/m), CPb - 0,2 mr/n (N 0,0-5,0 mr/i); peBMaTouiubIii hakTop
(P®) - 4,8 ME/mMat (N 0,0-14,0 ME/mit), C4 kommnioneHT komriementa - 0,27 r/n (N 0,1-0,4
r/i). O0muit ananu3 kposu 6e3 naronoruu. IKI': purm cunycosiif, JOC O0TKIIOHEHA BJIEBO,
PQ 0,14", QT 0,32", YCC 82-86 yn/mun. HBITHIII'. KoncynbpTamus 0OTOpHHOIAPUHTOJIOTA!
octpoii JIOP-maronmorum Ha MOMEHT OCMOTpa HeE BbIABIEHO. OMI' - wuccnenoBaHue:
aMIUTUTY/IbI M-OTBETOB CHUKEHBI 110 MIPaBOMY M JIEBOMY MajloOEpPILIOBBIM HEPBaM, IIPaBOMY
U JIEBOMY JIOKTEBBIM HEpPBaM, Ha BCEM MPOTSHKEHUH MO MPABOMY U JIEBOMY CPEIMHHBIM
HEpBaM B JUCTAJIbHBIX TOYKAX 3aISICThE U JIOKTEBOM crub. CKOPOCTH NMPOBEACHUS HEPBHBIX
UMITYJIbCOB MO JMCTAJbHBIM OT/EJIaM JABUTATEIbHBIX BOJOKOH MEpUPEPUYECKUX HEPBOB

BCPXHUX W HMIKHHX KOHEYHOCTEH B npeaciax HOPMEIL. 33.MCIIJICHI/IC IMPOBCACHUS HCPBHBIX
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UMITYJIbCOB TI0 TEPMHUHAISM aKCOHOB JIEBOro wmanobeproBoro Hepsa. [lo naHHBIM
YJIBTPAa3BYKOBOI'O MCCIIEIOBAHMS JIyYE3AISICTHBIX CYCTaBOB ONPENEISAIOTCS IPU3HAKU
TEHJOBarMHUTAa JUIMHHOTO pa3ru0areis MaibleB C IBYX CTOPOH, TEHIMHHUTA CTUOaTens
nanbieB cieBa. Ha pentrenorpamme Oenep B mpsiMOM MPOEKIMH JBYCTOPOHHSISI YMEpEHHas
OKOJIOCYCTaBHAsI OCTEONEHUsA. Msarkue TkaHu 0Oe3 rpyObix m3MeHeHui. Pentrenorpadus
TJICUYEBBIX CYCTABOB C 3aXBATOM IUICYEBBIX 00IACTEH: MPU3HAKH SHIO0OCTAITBHOTO N3MEHEHUS
CpemHell TpeTu MpaBOd IUIEYeBON KOCTH (OOBI3BECTBIICHHBIH MH(APKT KOCTHOTO MO3Tra?
cocynuctas Manbhopmanus? SHXOHApoma?), TPU3HAKK JABYCTOPOHHEH yMEpEHHOU
OKOJIOCYCTaBHOM octeoneHuu. [1o JaHHBIM KOMITBIOTEPHOW TOMOTpaduu MpaBod IJICYEBON
KOCTH C BHYTPHBEHHBIM OOJIOCHBIM KOHTpacTupoBanueM KT-mpusHaku o00bEeMHOTO
oOpa3zoBaHusl auadusza MpaBOH TUIEUEBOW KOCTH. JIIs MCKITIOUEHHS 3JI0KAYeCTBEHHOTO
mporecca peOCHOK TIEpeBEeeH B OHKOTEMATOJIOTHYECKOe OTACICHHUE C KIMHUYECKUM
nuarao3om: JlepMaToMHO3UT HEyTOUHEHHBI. HOoBOOOpa3oBanue auadusa mpaBoil miedeBoi
KOCTH.

[Ipn oOcnenoBaHWM B OHKOT€MATOJIOTHYECKOM OTMACJICHUM MHUEJIorpaMma — 0e3
MaTOJIOTUW; MAarHUTHO-PE30HAHCHAas TOMOrpadus IJICUYEeBOrO CyCTaBa, IUIeda, JIOKTEBOTO
cycTaBa CIlpaBa — KCIEHTPUYHOE 00pa30oBaHHE CPEAHEH TpeTH nuadusa MpaBoil TIICYEBOM
KOCTH, CIa0OMHTCHCHBHO HaKaIUIMBAIONIEE KOHTPACT (MOXHO TIPEINOJOKUTh HATUYHE
Heoccudummpyromeir ¢udpomer). C amarHozom: OObeMHOEe 0oOpa3oBaHHE B 00JIACTH
nradu3a MpaBoi MICYEBOM KOCTH, HEYTOUHEHHOE. /lepMaToMUO3UT HEYTOUHEHHBIN MMallUEeHT
nepesesieH B TpaBmartojoruueckoe otaenenue bY3 BO «OJKb Ne2y» s mpoBeaeHus
XUPYPrUYECcKOro yaajleHuss oOpa30BaHUs TMPABOW IIJICYEBOM KOCTH C MMOCIEIYIOIINM
TUCTOJIOTMUECKUM HcclieoBanreM. [1o 1aHHbIM MPUKU3HEHHOTO MAaTOJI0r0aHATOMUYECKOTO
UCCJIEIOBAaHUST OMONCUITHOTO (OMEepallMOHHOI0) MaTepuaia Ompeaessiach MpocTas KOCTHas
KHCTA.

[ToBTOpHAas rocnuTanu3amus B kapauopeBmarosioruyeckoe otaenenue BOJAKDB Nel B
HosiOpe 2024 r. Ilo manHbIM OMoxmMmuyeckoro aHanmu3a kpoBu KOK (oOmas) - 55,6 En/x,
JIAT - 233,1 En/n, AJIT - 9,4 En/n, ACT - 19,8 Ex/n, CPB - 0,1 mr/in. Y3U MAIrkux TKaHew:
V3-npu3Haku yMEepeHHbIX U3MEHEHHI B MBIIIIAX OeJep U MKPOHOKHBIX MBIIII] C 2-X CTOPOH,
CBSI3aHHBIE C OCHOBHBIM 3aboneBanueMm. Kimnuueckuiét nuarnos: HOBeHUJIbHBIN
nepMaToMHO3uT, akTUBHOCTh 1, ®H 1. Hauara tepanust MeTUInpeAHU30710HOM 28 MI/CYTKH
BHYTpPb, MeTOpeKkcaToM 15 mr B/M 1 pa3 B Hezeno.

[Ipu xoHTpOsBLHOM OOcinenoBanuu B (epasie 2025 r. B OMOXMMHUYECKOM aHAIIU3e
kpoBu ypoBeHb KOK (obmias) - 65,8 En/n, AJIT - 33,6 En/n, ACT - 13,3 En/n, CPb - 0,2
mr/a; PD - 3,7 ME/mn, C4 xommnoneHT komiuieMenTa - 0,32 r/n. B OAK remornooun - 142
r/n, sputpouutbl - 4,66x1012/m, TpomOorutel - 198x109/n, nevikouutsl - 10,6x109/m,
HerTpoduisr - 59,3%, mumdporuter - 32,8%, wmoHOUUTH - 7,5%, »03uHOpMIEI - 0,3%,
6azoduisl - 0,1%, COD - 5 mm/u. OKI': putm cunycoBbiii, 20C oTkiioHeHa BieBo, PQ 0,12",
QT 0,32", YCC 54-109 yn/muH, cunycoBasi aputmus. HapyiieHue BHYTPHKETYI0YKOBON
npoBOAUMOCTH. Y3W  TroJIEHOCTONHBIX CYCTaBOB: Y 3-TpHU3HAKU MpoJuepaTUBHBIX

W3MEHEHUN B JIEBOM TOJICHOCTOIHOM cycTaBe. Y 3U NOKTEBBIX, Jy4e3ansiCTHBIX, KOJIEHHBIX
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cyctaBoB — 0e3 martomoruu. DOHMI' BepxHMX KOHeYHOCTEW: aMIuuTyabl M-0TBETOB
3HAYUTEIbHO CHUXEHBI 110 JIEBOMY JIOKTEBOMY HEPBY Ha BCEM MPOTSHKEHUU, B HUKHEU TPETH
Ijieya Mo MpaBOMY JIOKTEBOMY HepBYy. CKOpOCTh MPOBEACHUS HEPBHBIX HMITYJILCOB IO
JTUCTAIIBHBIM OTJIEJaM JBUTATEIbHBIX BOJIOKOH CHM)KEHA MO JIEBOMY U MPABOMY JIOKTEBBIM
HEpBaM Ha OTPE3KE JIOKTEBOW CTHO - HIDKHASA TpeTh Iuleda. KIMHWYECKWHA JTUarHo3:
IOBeHuIbHBIN epMaTOMUO3UT, akTUBHOCTH 1, ®H I. MeaunkameHnTo3ubiii cuHapoM MiieHko-
Kymunra. Heliponatust iokTeBOoro Hepsa ciieBa. [IpoAoikeHo MaToreHeTH4ecKoe JeUeHUe:
METHJITIPEAHU30JI0OHOM 23 Mr/cyTKH (CHIDKEHHE MO3MpOBKM Ha 1 Mr kaxmaeie 10 mgHEH),
MeToTpekcaroM 15 Mr B/M 1 pa3 B Henemo.

Ha doHe nedeHuss COCTOSHUE C MOJTOKATEIHPHOW THHAMHKON, 3HAYUTEIIFHO CHA3UJIACh
WHTCHCHBHOCTH OOJICH B CIIMHE M HWKHUX KOHCYHOCTAX. QUaru runepeMun HaJl 00J1acThIO
CyCTaBOB MOOJIETHENTN, YMEHBIIIINACH B pa3Mepax. [IBHKeHHs B CycTaBax B TIOJTHOM 00beMe,
6e30oe3nennbIe. [loxomka crana yBepeHHee.

PeGeHok BhIMcaH o1 HAOIOIEHUE PEBMATOJIOTa U MeaTpa Mo MECTY JKUTEIhCTBA.

IIporno3. IlporHo3 3a0ojieBaHHMs OTHOCHUTEIBHO OJIAarONpPUATHBIA, MOCKOJIBKY
JOCTUTHYT YIOBJIETBOPUTEIBHBIM OTBET Ha MPOBOJUMYIO TEpaIvi0, aKTUBHOCTH OOJIC3HH
MUHHUMaJIbHAas.

CrneyeT KOHCTaTUPOBaTh, YTO FOBEHUJIBHBIN JI€PMATOMUO3ZHUT YACTO HMCIOJB3YETCS B
KauecTBE 0000maromero TepMUHA Ui BCEX FOBEHWJIBHBIX MHO3UTOB. Jlnarsos
OCHOBBIBAETCS HA HAJIMYUU CHUMMETPUYHOW MPOKCUMAIbHOM MBIIIEYHOW CIabOCTH H
XapaKTepHBIX BBICHIaHWI. Y OonpmmHcTBa aeredl ¢ FOJIM HabGmomaeTcss MOBBINICHHE
YPOBHSI OJIHOTO WJIM HECKOJbKHX MbIeuHbix (epmento (KOK, JIJI', ampmonaza, AJIT,
ACT) B CBIBOPOTKE KPOBH, HO Y HEKOTOPBIX MAIIUEHTOB MOT'YT ObITh HOPMaJIbHbIE 3HAUYEHUS,
HECMOTPSI Ha MBIIIEYHYIO cl1a0oCcTh. MCKItOYeHHEe COCTaBIAIOT MALMEHThl C OYEHb pPaHHEH
cTaaueil 0OJie3HH, PU KOTOPOW MOSIBJISIOTCS ChIb W JIUXOPAJKa, HO 10 BO3SHUKHOBEHHS
MBIIIEYHON CJIA00CTH, JTMOO MAIUEHTHI ¢ OOJIBIION MPOJOHKUTEILHOCTHIO 3a00JICBaHMS TIPH
orcyrcTBUM JiedeHus: [5]. OT mepBbIX CHMITOMOB 3a00J€BaHUs O Hayaua JEYEHUs Yy
Halllero MalMeHTa Mpouuio Oojiee MOJyTropa JET, YTO MOXET OOBSICHATh HOPMAJIbHBIN
YPOBEHb MBIIIEYHBIX (DEPMEHTOB.

Bw1600b1. OniicanHblil KIMHUYECKUI cy4yail OKa3bIBaeT, YTO HOPMAJIbHBIN YpPOBEHb
(hepMEHTOB MBIIIEYHOIO pacraja HE MCKIIoYaeT JUarHo3 FOBEHWIBHOIO JAEPMAaTOMHUO3UTA.
Hcnonb3oBaHue coBpeMeHHbIX auarHoctuuyecknx kpurepueB EULAR/ACR (2017 r.)
MO3BOJIUT YCKOPUTh TIOCTAHOBKY JWarHo3a M Haudajgo JjedeHus. WueHtudukamms
ayTOAHTUTEN W BBIJCJICHUE KIMHMUYECKUX (peHotunoB marueHToB ¢ FOJIM B mepcrnekTuBe
OyIeT UMEeTh peniaroliee 3HaUeHUe JUIsi 00JIETYCHHS] TUArHOCTHKHU, YTOUYHEHHUs TIPOTHO3a U
ONPEACIICHUSI BEPOSITHOCTH OTBETA HA CTAHIAPTHOE JICUEHHUE.
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Abstract.

I.V. Kondratyeva®, M.M. Zakirov?, A.l. Zhiteneva? S.A. Tishkina®
Difficulties in diagnosing juvenile dermatomyositis
Voronezh State Medical University named after N.N. Burdenko;
2Voronezh Regional Children's Clinical Hospital No. 1, Voronezh

Juvenile dermatomyositis is a rare systemic disease of autoimmune etiology characterized by
damage to small vessels of the skin, skeletal muscles, and internal organs, which manifests itself as
symmetrical weakness of the proximal muscles and a characteristic rash. The article describes a 9-year-
old boy with clinical features of juvenile dermatomyositis and normal values of creatine phosphokinase,
lactate dehydrogenase, aspartate aminotransferase, and alanine aminotransferase. According to
electroneuromyography, a decrease in the amplitude of M-responses was noted. Significant clinical
improvement was observed after one week from the beginning of immunosuppressive therapy. The
presented clinical case shows that juvenile dermatomyositis is a difficult-to-diagnose disease that can
occur with normal levels of muscle breakdown enzymes.

Keywords: juvenile dermatomyositis; creatine phosphokinase; aspartate aminotransferase; alanine
aminotransferase.
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