Yntante Hac Ha cawuTi: http://med-expert.com.ua

YK 616-053.2:616.74-002:616-039.5

M. M. Peittmaep, A.B. Bonocstko, 0.5. CuHoBepchka,
J1.9. IeaHuwmH, 10.1. AnekceeBa

NeOloT i nepelir piaKicHOro IOBEHiJIbLHOro
aepmartomio3uTty. HacTtuHa |: KniHiYHM BUNapokK

IBaHO-DpaHKIBCbKMI HaLioHaNbHUIA MEANYHWIA YHIBEPCUTET, YKpaiHa
Modern Pediatrics.Ukraine.2020.4(108):93-98; doi 10.15574/SP.2020.108.93

For citation: Raitmeyer MY, Volosyanko AB, Synoverska OB, lvanyshyn LYa, Alekseieva YI. (2020). Debut and course rare of juvenile dermatomyositis.
Part I: clinical case. Modern Pediatrics. Ukraine. 4(108): 93-98. doi 10.15574/SP.2020.108.93

Onucano BuMnagok febtoTy Ta nepebiry piakicHoro toBeHinbHoro gepmaromiosnty (FOAM). Oco6mmBicTb LbOr0 BWMAZKy NMonsrae B TOMY, L0 XBOpo6a
posnoyanacs 3 LOMiHYBaHHA 03HaK BUPXEHOI iHTOKCMKALLT, BUPA3KOBO-HEKPOTUYHOIO YPXKEHHSA A31Ka Ta aHacapku. TUNOBI LUKipHI KNiHI4YHI NposiBN XBOPO6U
6ynu BILCTPOYEHi Ha OAMH MicAub. JlabopaTtopHe AOCMIIKEHHA BMABWIO MiABULLEHHS PiBHA NOKa3HMKIB rocTpoi (hasu 3ananbHOr0 npouecy Ta TUTPIB
AHTUHYKNEApPHUX aHTUTIA, a cepel (DepMEHTIB, CneundiyHnX AnA MiONaTU4HOTO CUHAPOMY, NO3UTUBHOK BUABMMACA TiNbKM 30ifblieHA aKTUBHICTb
anaiHaminotpaHcepasn. Enektpomiorpama 6yab-AKux NopylleHb He 3adiikcyBana. Yepe3 ABa POKM KOHCTATOBAHO KOMOPOIAHICTb XBOPO6GW 3 MPOCTOH
thopmoto ncopiady. Tpusane (CemMupi4He) CNOCTEPEXEHHS [O3BOAMIO KOHCTATYBATU XPOHIYHNIA amionaTnyHuii nepedir Xxsopobu. NMokas3aHo, Lo BUKOPUCTAHHS
CTaHAAPTHOrO NiKyBaHHA METUNNPEAHI30N0HOM, METOTPEKCATOM Ta MNAKBEHINOM B TAKOMY BUNAaAKY BUSBWIOCH HEAOCTATHO ECHEKTUBHNM..

VY ppyriit 4acTuHi cTatTi 6yae HaBeAeHO OrnAg NiTepaTypyu CTOCOBHO iHLLMX HETUMOBUX BapiaHTie NposBy Ta nepe6iry FOLM Ta 3giiCHEHO NOPIBHANBHUIA KNiHIYHNIA
aHaui3 LbOro KMiHIYHOr0 BUNAAKY 3 iHLUMMM NOLIGHUMI CNOCTEPEXEHHAMMU.

[locnifKeHHs BUKOHaHI BiZNOBIAHO A0 NpuHUMNIB MenbCiHebKoi [eknapauii. MpoTokon JOCNIMKEHHS yXBaneHuii JIOKanbHUM eTUYHUM KOMITETOM 3a3Ha4eHoi
y po60Ti ycTaHoBW. Ha npoBeJeHHs fOCNiAKeHb 6Yn0 0TPUMAHO iHGhopMOBaHy 3rody 6aTbKis AUTUHN.

ABTOpU 3asBNAI0Tb NPO BIACYTHICTb KOHAIKTY iHTEpeciB

Knto4oBi cnosa: HOBEHINbHUIA [EPMaTOMIO3UT, tOBEHINbHIUIA amMionaTMYHWUA [epMaToMio31UT, aTUnoBuii nepe6ir, BUPa3KOBO-HEKPOTUYHWA TNOCUT, aHacapka,
ncopias, JlikyBaHHs.

Debut and course rare of juvenile dermatomyositis. Part I: clinical case
M.Y. Raitmeyer, A.B. Volosyanko, 0.B. Synoverska, L.Ya. Ivanyshyn, Y.I. Alekseieva
Ivano-Frankivsk National Medical University, Ukraine

Describes the onset and course of a rare case of juvenile dermatomyositis. Its peculiar clinical was the beginning of the disease with a predominance of signs of
severe intoxication, ulcerative-necrotic damage of the tongue and anasarca. Typical cutaneous clinical manifestations of the disease were delayed by one month.
Laboratory studies revealed an increase in the level of the acute inflammatory markers and titers of antinuclear antibodies, and among the enzymes specific for
the myopathic syndrome, only increased alanine aminotransferase activity was positive. The electromyogram did not record any violations. Two years later,
comorbidity of the disease with psoriasis vulgaris was noted. Long-term (seven-year) observation revealed chronic amyopathic course of the disease. It has been
shown that the use of standard treatment with methylprednisolone, methotrexate and plaquenil in this case is not effective enough. The second part of the
article will be provide a review of the literature on other atypical variants of the onset and course of juvenile dermatomyositis and comparative clinical analysis
of this clinical case with other similar observations.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
of participating institution. The informed consent of the patient was obtained for conducting the studies.
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[le610T 1 Te4eHHe peKoro HOBEHUNLHOr0 AepMaToMMO3uTa. YacTb |: KNUHUYECKHIi cryyaii
M. M. Peiitmaep, A.B. BonocsHko, 0.5. CuHoepcbka, J1.51. Usannwmh, 10.U. Anexceesa.
/1BaHO-PpaHKOBCKMI HALMOHAMbHbIA MEANLMHCKIIA YHUBEPCUTET, YKpanHa

Onucan cny4ai [e6toTa 1 Te4eHNss PefKoro HOBEHWUbHOMO AepmMaromMuosnTa. Ero 0COGEHHOCTbIO 3TOT0 Cry4vas ABASETCS TO, YTO 60Ne3Hb febtoTpoBana ¢
[OMUHUPOBAHMS MPU3HAKOB BbIPAKEHHOW WHTOKCMKALNW, S3BEHHO-HEKPOTMYECKOTO MOPaXEHUS fA3blka W aHacapku. TWUMUYHbIE KOXKHbIE KIMHUYECKMe
NposBNEHU 60/1e3HN ObINN OTCPOYEHBI HA 0AMH MecAL,. JlTabopaTopHOe UCCNefoBaHNe NPOLEMOHCTPUPOBANO NOBLILLEHNE YPOBHS NOKa3atenen 0CTpor asbl
BOCMANMTENbHOrO MPOLECCa W TUTPOB AHTUHYKNEAPHbIX aHTUTEN, a CPean (PepMEHTOB, CreunduyHbIX LS MUOMATUYeCKOr0 CUHAPOMA, MOMOXMTENbHON
0Kasanacb TOJIbKO YBeSIM4eHHas aKTUBHOCTb anaHWHaMWHOTpaHcepasbl. dNeKTPOMUOrpaMmMa Kaknx-nnbo HapylieHnin He 3acdomkcmpoBana. Yepe3 ABa rofa
KOHCTaTUpoBaHa KOMOPOGUAHOCTL 60NE3HN C MPOCTON POpMOIA ncopurasa. [nutensHoe (cemuneTHee) Hab0feHNe NO3BONNI0 KOHCTATMPOBATL XPOHUYECKOE
amuonaruyeckoe TeyeHue 60ne3Hu. MokasaHo, 4T0 UCMOMb30BAHNE CTAHAAPTHOO JIEYEHNs METUNNPESHU30N0HOM, METOTPEKCATOM U NIaKBEHUIOM B TakKOM
Crnyyae HefoCTaTo4HO 3(PEKTUBHO.

Bo BTOpOIt Y4acTu cTatbn OyaeT npuBefeH 0630p NUTePaTypbl OTHOCUTENbHO APYriX HETUMUYHBIX BAPUAHTOB [e60Ta 1 TeHEHMUS IOBEHUBHOMO epMaToMmo3unTa
11 OCYLLECTBNEH CPABHUTEMbHBIA KNMHUYECKMIA aHANN3 3TOr0 KAMHYECKOr0 Cyyas C ApyruMin nofo6HbIMU HABMI0AEHNAMI.

iccnenosanne 6b1n0 BbINOMHEHO B COOTBETCTBUN C NPUHLIMNAMK XeNbCUHKCKON [eknapauui. MpoTokon uccnesosaHus 6bin 0406peH JTokanbHbIM 3TUHECKUM
KOMUTETOM Y4pexaeHus. Ha nposefeHne UcCnefoBannii 6bI10 Noy4eHo MHOPMIUPOBAHHOE COrnacue poauTenei, pe6éHka.

ABTOpbI 329BMIAKOT 06 OTCYTCTBUN KOH(PANKTA MHTEPECOB

Knioyesble cnosa: 10BEHW/bHBIA JepMaTOMUO3UT, HOBEHUIbHBIA aMUONATUHECKUi AepMaTtoMUO3NT, aTUNN4HOE TeYeHue, A3BEHHO-HEKPOTUYECKWNA rNOCCUT,
aHacapka, ncopuas, neveHue.
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Beryn

IOBeHiJIbHI/Iﬁ nepmatomiosut (KOIM)
HAJIEKUTh /10 MU(Y3HUX 3aXBOPIOBAHb
CTIOJTYYHOI TKAHWHU B JliTell BikOM /10 16 poKiB,
MMaTOTEHEeTUYHOIO OCHOBOIO SKOTO € ayTOIMyHHa
BACKYJIOIATIisl, a OCHOBHUMMU KJIIHIYHUMU TTPOsIBa-
MU — IIPOKCHMajbHa M'si30Ba CJaOKiCTh Ta
000B'a3Kko0Be crenudiuyHe ypasKeHHs IIKiPHUX
MOKPOBiB. Y /leSKUX BUMAAKaX XBOpoba MoKe
HaOyBaTH O3HAK CHCTEMHOCTI 3 3aJydyeHHsSIM
y TaTOJIOTIYHUN TIPOIIeC iHIIMX OpPraHiB i CUCTEM.
IO/JIM BinHOCATH 10 OphaHHOI TATOJIOTii — 3aXBO-
PIOBAHICTD CKJIaZa€ MPUOIN3HO 2—4 BUNAAKK Ha
MIJIBHOH IUTSAYOro HacesieHHs. PazoMm i3 Tum, 1e
HAWOGIIBIIN TIONTMPEHA 3alaibHa MionaTist y [iTeil.
3axBOPIOBAHHS € OBOJI CepHo3HUM. Y TOCT-
puii niepiox IO/IM moske cratu Ge3nocepesHboo
MPUYIHOIO CMEPTI 32 KOPOTKHUIA Yac: 3 OJIHOTO 6OKY —
yepe3 MpsiMe ypaxXeHHS IMOINePeuHO-TIOCMYTO-
BaHOI MYCKYJIATypU Ta BUHUKAIOUI TIPU I[bOMY
YCKJIaJHEHHsI, 3YMOBJIEHI M'sI30BOIO CJIaOKicTO
(mampukiaz, pos3aaan KOBTaHHS Ta TIOB'sI3aHi
3 HUMM aclipaiiifni nmHeBMOHIi), a 3 iHIIOIO —
yepe3 MyJbTUCUCTEMHI BAaCKYJOMATii Ta YCKJIAI-
HEHHs, 1[0 TTPU 1IbOMY BUHUKAIOTh, HalfyacTitie 3i
CTOPOHU OPTaHiB JUXAJIBHOI, CEPIIEeBO-CYAMHHOI Ta
TpaBHOI cucTeM (IMBUAKO TPOTPecyioda iHTepCTh-
IiasibHa XBOpoha JieTeHb, TOCTPa MXAIbHA Ta CEep-
1ieBa HeNOCTATHICTb, MIOKapAUT i3 MOPYILIEHHSIM
pUTMYy 1 TIPOBIHOCTI, NIIYHKOBO-KHUIKOBI KPO-
BoTeui, nepdopaitis kumeunuka) [1,5]. Crain 3a-
YBAKUTH, IO B JOIJIIOKOKOPTUKOIIHUN Tepiof
BHACJIITOK TIMX TIPUYUH TTOMHUPAIO OJIU3BKO TPETH-
nu xBopux Ha MOJIM i TisbKku cydacHi Tepares-
TAYHI TIXOAN AW MOXKJUBICTH 3HU3UTHU e
nokasHuK Oibin Hixk y 10 pasiB — 10 2—3% [6].

Y [IOBTOCTPOKOBIll MEPCHEKTUBI HANOIIbILY
3arposy 3axXBOPIOBaHHs HaOYBa€ BKe B JOPOCTOMY
Biri. Came B 11eil 11epioj, 4YacTO CIIOCTEPITAETHCS
MatirHizaris [2], ska 17 giTeil € BKpail HeTUIIO-
Boio. OXpiM TOTO, TPUBAJICTHh KUTTS XBOPUX
CYTTEBO CKOPOYYIOThH 1 TaK 3BaHi «HAKOITUYYBaJIb-
Hi» ypaskeHHs1 BHYTPIIlIHIX OPraHiB, Taki sIK iHTep-
cTHIliaIbHa XBOpoOa JIeTeHb, i10MaTHYHI aTbBe-
OJIiT, imemiuHa XBopoba cepiis, TpoMO03 i eMOo.Tis,
3pifiIka — 3BUpa3KyBaHHA KUIEYHWKA Ta WOTO
nepdopartis.

SIK 1le He QMBHO, [0 HEIaBHBOTO 4Yacy OyJiu
BiICYyTHI 3arabHOTPUHHATI MiKHAPOAHI TPOTO-
KOJIN JIIarHOCTUKH, MOHITOPUHTY Ta JIiKyBaHHS
xBopux Ha IO/[M. Jlunie B oCTaHHE JECATUIITTS
poboTa B IIbOMY HaTPsIMi aKTHBi3yBasacs. 3 €0
MeTo0 (haxiBIli MiKHAPOIHOI TPYIIX 3 MIO3UTY I

kiiHiuHux gocimpkens (the International Myosi-
tis and Clinical Studies — IMACS group)
y IliBuiuniii Amepurli Ta ekcmepTH oOpramisaitii
MiKHAPOAHUX BUIPOOYBAHDb Yy MeIiaTpUYHIll peB-
marosiorii (Paediatric Rheumatology International
Trials Organisation — PRINTO) y €sporri po3po-
6wy Bipasdy /Ba He3alekHi HabOPH aHKETHUX
3anutanb Ay BuBuenns 10/IM [10]. AxmenT moc-
JijuKeHHst OyB CHPSIMOBAaHWiT Ha BCTAHOBJIEHHS
eekTUBHUX KpPUTEPiiB PaHHbBOI JiaTHOCTUKH,
MOHITOPUHTY aKTUBHOCTI 1 TSXKKOCTI 3aXBOPIOBAH-
HI Ta TPUHHATTS E€IUHUX CTAHAAPTU30BAHUX
MeTO/IiB JIiKyBaHHs. [lepiuM BaroMuM MiICyMKOM
MIKHAPOJHUX 3YCUJIb Y I[bOMY HAIlpPAMKY CTaJo
npuitHATTa y 2017 poiii ogpasy ABOX 3HAUMMUX
JIOKYMEHTIB: TIepIInii BU3HAYaB Kiacudikalliiifi
KpuTepii KiaiHivHUX GopMm aepmaTomiozuty (/IM)
B Jlopocsiux 1 gitedt [8], a aApyruii pekoMeH/yBaB
KOHCEHCYCHE PpIIEeHHSI CTOCOBHO [iaTHOCTUKU
Ta MiIXOMIIB JI0 Tepatii 1bOTO 3aXBOPIOBaHHA [4].

Y rtomy x takm 2017 p. axiBii niBHIYHOAME-
PUKAHCBKOTO aJbIHCY AUTSAYOTO apTPUTY Ta PEB-
Matostorivaux gocsimpkensd y negiatpii (Childho-
od Arthritis and Rheumatology Research Alliance,
CARRA) posragaysn Ta NPpUHHAIA 0/pa3y TPHU
KOHCEHCYCHI KJIiHIYHI TJIAaHW MeIUKaMeHTO3HOTO
BBy Ha FO/IM 6e3 3ay4eHHst M'sI30BOI TKaHM-
nm  (aMiomaTU4YHOl, KJIIHIYHO aMioTmaTUIHOI
Ta rirmoaMionaTuyHoi opMu 3axXBOpioBaHHs) [7].

YTiM, pa3oM 3i CTPIMKUM HAKOIUYEHHSIM HAy-
KOBUX 3HAaHb, BUABWJINCS YUCJIEHHI TPOTAJIMHU
B HAPi3HOMAHITHINTNX acreKTax i€l maroorii [9].
3okpeMa, 6yJ10 3'SICOBAHO, 110 OJHUM i3 HalBasKJIH-
Bimmx nporHocTuuHuX (akropis IO/IM e iioro
BYACHA JIIAFHOCTUKA Ta HEBIJIKJIQJIHO TPU3HAYEHE
gikysanHs [4]. Came 1iii mpobsieMi MPUCBSIYEHO
ormmc kiainivaoro Bumanky IO/IM Ta pesymnbraTi
CEMUPIYHOTO TTPOCTIEKTUBHOTO CITOCTEPESKEHHS.

Hocmimxenns BUKOHaHI BiATOBIIHO 0 TIPUH-
numiB 'esibcincebkoi Jlexmapartii. ITpotokon moci-
JUKEeHHST yxBajleHUH JIOKaJlbHUM eTUYHUM KOMiTe-
TOM 3a3HavyeHoi y po6oti ycranosu. Ha mpoBejien-
HSl JIOCJiKeHb OyJ0 OTpUMaHOo iH(MOPMOBaHY
3rojy 6aTbKiB AUTHHH.

Koriniuamii BUnIagox

XJ10myuK BikoM 5 pokiB i 10-Tu micsmis rocrmi-
TaTI30BaHUN 710 BIifIIJIEHHS iHTEHCUBHOI Teparrii
IBano-MpaHKiBCHKOI 061aCHOT AUTAYOT KATHIYHOT
JIiKapHi y BKpall TSKKOMY CTaHi 3 Pi3KO BUpaske-
HUMU O3HAKaMM IHTOKCHKAIll, sIKI KJIHIYHO
CYIPOBOKYBATUCS A TO3HO-BUPA3KOBUM CTOMa-
TUTOM Ta HecTeNnMIIHNM TeMOPaTidyHnuM BHUCH-
[IOM Ha BCbOMY TiJii. 3 aHaMHe3y XBOPOOHU BiZIoMO,

94 ISSN 2663-7553 Cyuacua nexiatpis. Ykpaina 4(108)/2020



Yntante Hac Ha cawuTi: http://med-expert.com.ua

O XJIOMYWK 3aXBOpiB panToBo 11 AHIB TOMY.
3axXBOPIOBAHHS PO3IOYAJIOCS TOCTPO 3 IHTEHCUB-
HOTO GOJII0 ¥ POTOBIil MOPOKHIHI Ta IMiABUIIEHHS
temmepatypu Tia g0 39,5-40,2°C. Ympomosx
TPHOX JHIB JIKyBaBcs aMOyJIaTOPHO 3 [[iarHO30M
CTOMATHT, & Ha YeTBEPTY 700y CTaH MOTipPIIMBCS Ta
narienTta 6yJI0 rocmiTanizoBaHo 0 PAlOHHOI TUTsI-
Y0i JIiKapHi. 3aIpPOTIOHOBaHE CUMIITOMATUIHE JIIKY-
BaHHS A€3IHTOKCUKAIIITHUMY Ta aHTUTTPETUIHUMH
JHKAPCHKUMHE 3ac00aMU, BKIIOYAI0YN TIIIOKOKOPTH-
koimu (1 Mr/Kr/moby 1o TpeaHi30I0HY ), BUSBIIIO-
cst MasmoedextuBHUM. CTaH XBOPOTO 3aJUIIABCS
ctabibHO TsKKUM. Bisbiie Toro, Ha mocty 100y
nepeOyBaHHsI B CTaI[iOHaPi Y XBOPOTO BUHUK HEHO-
JIIOYMH reMopariynnii BUCUI Ha BCbOMY TiJti. Biac-
He, BIICYTHICTb, HA TOI 4ac, I0CTOBIPHOIO /IiarHO3y
1 cTaja TMPUYNHOIO EKCTPEHOTO TiepeBe/eHHS
XBOPOTO JI0 CTIEIiaTi30BaHOT0 CTaIlliOHAPY.

Ha MoMmeHT 06'€éKTHBHOIO OIJISIAY HallieHTa
y peaHiMarliiHoMy BIiI/iJIeHHI KOHCTAaTOBAHO:
XJIOITYUK y BKpail TSAKKOMY CTaHi yepe3 JOMiHYy-
BaHHs O3HaK TOCTPOI HecmelndiuHoi iHTOKCHUKA-
1ii: Temrmiepatypa Tisa — 39,8°C, Ha 30BHIIIHE OTO-
4eHHsl pearyBaB c€jab0, OyB Majio KOHTAKTHUM.
[MIkipa cyxa, pisko Giiza. BusiBjieno wwcieHHi
reMopariyfi rerexiaJbHO-eKXiMO3HI BUCUIAHHS
Ha BCbOMY TiJIi 3 MAKCHUMAJIBHUM CKYIYeHHSM Ha

Pue. 1. 3nvBHe ciT4acTe fliBeAO0 Ha LWKIPi 3rMHaIbHIX NOBEPXOHb NPO-
MeHeB0-3an'ACTKOBYX Cyrnobis (12—13 feHb Bif no4aTky XBopoou)

Rbc-
Pue. 3. Bucun Hag po3rmHanbHUMM NOBEPXHSIMU KOMIHHWUX CYrno-
6iB (34-36 AeHb Bi No4aTKy XBOpO6M)
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BEPXHIll YacTuHi Tysyba Ta KiHIIIBKaX, J€sKi eJie-
MeHTH OyJiv 3 O3HaKamu Hekposy. Haj srunaib-
HUMW TIOBEPXHSAMHU KOJIHHUX Ta TOMIJTKOBO-
CTYMHEBUX CYIJI06iB, GOKOBUX MOBEPXHSIX TysyOa
Bi3yasidyBaBcd CYJIWHHUII MaJIOHOK y BUIJSAL
CiTYACTOTO JiBeno, Ha MIKIpi 3TUHATBHUX TIOBEP-
XOHb [POMEHEBO-3aIl ICTKOBUX ~ CYrJ00iB  —
y BUTJISA/LL 3JIMBHOTO JiBeno (puc. 1).
T'omiskoBO-CTyIIHEBI CyrI06u Oy/au TOMipHO
nediryposaHi 3a paxyHOK HaOPSIKJIOCTI epuapTu-
KYJISIDHUX TKaHWH Ta HE3HAYHOTO BUTIOTY B iXHIO
noposkuuy. CamsoBa ryb cyxa, 3 MOMepeyHruMU
TpilIMHKaMU. Y POTOBIi MOPOKHNHI, HA BHYTPIIll-
Hifl TIOBEPXHi IIiK, YUCJAeHHi 3BUpa3KoBaHi
aptu, sicHa — rinepeMoBaHi Ta HaOPSAKII.
Ha nepeaubo-60KOBill 4acTUHI s3MKa 3/iBa —
BHpa3Kka po3Mipom 10 1,5 cM y miameTpi Ta Tanbu-
HoI0 710 0,4—0,5 cm. Jlimparuyuni Bysiu 30iableHi
B MiJIMeJieNTHiN MiJASHIN, IIJIbHO-eJacTUYHI,
nomMipHO 600U, He crasHi MisK cO60I0 Ta HAaBKO-
JIMIITHIMYA TKAaHUHAMU, [IKipa Ha/l HUMU He 3MiHe-
Ha. OOCTeKEeHHST AMXAJbHOI CHUCTEMH BUSIBUJIO
TaxirmHoe /10 42—46 muxajabHUX PYXiB y OJHY XBU-
guny. ITampmanisa, mepkyciga Ta aycKyJbTallis
JIeTeHb TATOJOTIYHNX 3MiH He BuaBuan. Ilepude-
pitinuii nysbc cranoBuB 110-124 B omny xBH-
JuHy, aprepianbuuii tuck — 90/55 mMm. pr. cT,,

Puc. 2. Bupa3koBo-HEKPOTUYHE ypaXkeHHs a3uka (19-20 AeHb Big
no4atky Xsopo6u)

Puc. 4. Bucnn Hag po3rvHanbHUMKU NOBEPXHAMU NiKTbOBMX CYrNo-
6iB (34-36 AeHb Big No4aTKy XBOpo6M)
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MeXKi ceplisd He TIOIUPeHi, TOHN apUTMIvHi y 3B'53-
Ky 3 JUXaJbHOI APUTMIEI, BUCIYXOBYBABCS
HETIPOBIMHUN CUCTOJIYHUN TTyM HaJ BEPXiBKOIO
ta Toukoio DBorkina. JKusit OyB M'sikum, He
6osrrounM. BusiBiieHo remaToMerastito: Kpai medin-
KU JIOKaJi3yBaBcs Ha 2,5—-3 €M HUWKYe TIPaBOi
peOPOBOI Iy, MOMIPHO IILIbHIIA, TOCTpUil. Po3mi-
pu cestesinku He 30ibIneHi. J{iypes mocrarHiii, maTo-
JIOTIYHUX JIOMIITIOK Y KaJTOBUX MacaxX He BUSBJIIEHO.
PesysbraTu 1abopaTOpHUX Ta IHCTPYMEHTAIb-
HUX JIOCTI/KEeHb Y Tepiii ABi 100 nepebyBaHHs
Ha cramionapuomy JgikyBauui (12-13 menb Bin
MOYATKY 3aXBOPIOBAHHS) OYJIM HACTYITHUM.

o Kuiniunmii aHaji3 KpoBi BUSBUB JIEHKOITUTO3
i3 KizpKicTio JrefikoruTiB 26,7x10° /71 3 Bupaxe-
HUMK HeUTPOdinbo30M Ta JiiMdorenieio — 88%
i 7% BiAMOBIIHO [0 3aralbHOI KiTBKOCTI 01X
KJIITHH KpoBi. [TokasHUK MIBUIKOCTI OCi/TaHHA
epurporutiB (IIIOE) cknas 47 mm/To.

e KriHiuyHe MIiKPOCKOIIYHE MOCTiKEHH
ocajly ceyi aToJIOTIYHNX 3MiH He BUSBUJIO.

e BioximiuHe o06CTeKeHHsI KPOBi: 3arajbHUi
6imok — 80,4 1/, 3aranmpHuii OGimipy6iH —
11,9 mxmoub/i1, ipsmuit — 3,8 MKMOJIb/ I,
AnAT — 2,06 mxmonb/mrom., AcAT —
0,77 MKMOJIb /JI-TO., CevyoBUHA —
2,7 MMOJTb/71, KpeaTuHin — 49,6 MKMOJIb/J,
TuMoJI0Ba ipoba — 1,42 (Hopma 10 0,24).

e DinkoBi ¢pakiiii: 3araapHuil  OiJOK —
77,0 v/, anpbyminu — 46,2%, rao6yniHn —
33,8%, al — 7,6%, o2 12,0%, B —
15,3%, v — 18,8%, koedimient A/T — 0,85.

e Binkn «roctpoi daszu»: C-PII — 24 mr/n
(mopma — 110 6).

e Koarysorpama: mporpom6iroBuii yac 15,8 c,
nporpoMbinoBuil ingeke — 82,9%, MHC —
1,76, dibpunoren — 4,0 r/m1, TpoMOIHOBHIT
yac — 15,6, AUTY — 254 c.

e AxtuBHicTh KpearuHdochokinazu (KDK):
18,4 on/n (HopMa — 710 24 op1/ ).

e Anrtunykiseapsi antutizia (AHA): BusiBieno
B tutpi 1:500 (pedepentHa mHOpMa —
mentne 1:100).

e AyroanTutisa 0o Jo-1: He BUSABJIEHO.

e AntuTiza 10 oxHO- Ta ABocmipaspHoi JHK:
He BUSBJICHO.

e IMyHOCEpOJIOTiUHE MOCTIIPKEHHST CUPOBATKU
KpoBi Ha BuABJeHHA MapkepiB HBV-ta
HCV-indexnii: HBsAg — He BusBieHo, anti
HCV — ne BusiBneno.

e Enexrpoxkapmiorpama (EKT): putm cunyc-
oBuii, Taxiapur™mis (mysabe 108-124 B 1 xB.),
BosbTaxk EKI B mHopwmi, GioexekrpuyHa
CUCTOJIa HOPMAJIbHA.

e YIbTpa3ByKOBe IOCTIIKEHHS M'S3iB: TaTO-
JIOTTYHUX 3MiH HE BUSIBJICHO.

e YJIbTpa3ByKOBE JOCIIKEHHS OPTaHiB YepeB-
HOI TMIOPOKHUHU: Kpall TIeUiHKY JIOKATi3Y€ETh-
cs Ha 2 cM Huskue pebpoBoi ayru. IlepuBacky-
JasipHa iHdiabTpaiis mapenximu. Ilapaymoi-
JIIKAJIbHO Bi3yIOThCs JiM(baTUYHI BY3JU PO3-
MipoM 710 5—7 MM. B uepeBHiil mopokHUHI
MK TETJSIMU KUIIEeYHUKA Ta 10 (paaHkax
BHSBJIEHO HE3HAYHY KiJbKIiCTb BIJIBHOI Pifn-
HU. [HIMX TaTOJOTIYHNX 3MiH He BUSBJIEHO.

e YIbTpPa3BYKOBE MOCTIIKEHHS JieTeHb: TaTo-
JIOTTYHUX 3MiH He BUSIBJICHO.

e EXOKapiocKoIist: JUCTKU Tepukapay 0e3
ocobmBocTeil. Kamepu cepiist He MOIIMpPEHi.
Cymapha ckopormBicts gobpa (dpakiis
Bukuy 60%). CTiHku Miokapy He TIOTOBIIIE-
Hi. BoruuieBux nmopyiieHb CKOPOTJIUBOCTI HEe
BUABJeHO. JlehekTiB MIKIIITYHOUKOBOI Ta
MiXKIIepeIcep/iHOl MEPETHHKN Ceplid HEMAE.

e PenTreHorpadist oprasiB rpy/{HOi TTOPOKHU-
HU y TIPSMI TTPOEKITii: BUSBJIEHO TIOCUJIEHHS
JIETEHEBOTO MAJIOHKY B MeIiaJbHUX JIIJISH-
Kax 000X JiereHb.

e Enextpomiorpadis (EMI): osmak martoo-
TIYHOTO TIPOIleCy B M 's3aX He BUSABJIEHO.

HecnienniuHicTsb KIIHIYHUX MTPOSIBIB 1 Pe3yJIb-

TaTiB KJIHIKO-a00paTOPHUX Ta IHCTPYMEHTAJIb-
HUX JOCTiI;KeHb He JI03BOJISIIN BCTAHOBUTU JIOCTO-
Bipamii miarnos. IIpoBommnacsa mudepentiiina
MIaTHOCTUKA Mi’K PI3HUMM HO30JIOTIYHUMU TPyTIa-
MU 3aXBOpIOBaHb — Opajucs 10 yBaru CEICHUC,
CENTUYHUN 1HOEKIMHHTI eHJ0KapAUuT, CUHIPOM
JINCEMIHOBAHOTO BHYTPIITHBOCYZAMHHOTO 3TOPTaH-
HS KPOBI 4K YCKJIQIHEHHS TilTOTETUYHOI BipyCHOI
indexii, cucTeMHai BacKymJiTH Ta iHNI AUdY3HI
3aXBOPIOBAHHS CIIOJYYHOI TKAHUHU, HE BUKJIOYA-
Jlacd 1 oHKomatojoriga. bynaum npoezseHi Bci
HeOoOXi/IHI OMAaTKOBI OOCTEKEHHS, BKJIOYAIOYN
JOCJIKEHHS IIYHKTaTy KiCTKOBOTO MO3KY, OaKTe-
PiOJIOTIUHI JIOCTI/IPKEHHS KPOBI, cedi, 0JJHaK BOHU
OyJi B MeKax HOPMIL. Y TOii JKe yac CTaH JUTHHK
3a/MIaBcsl  CTabIIbHO — TSDKKUM, — He3BaKAluu
Ha IHTEHCHWBHY [I€3IHTOKCHKAIIIHY, aHTHOaKTe-
piaJIbHY Ta CTEPOiIHY Tepartiio MeTUIIIPEIHI30JI0HOM
B 1031 1,5 Mr/kr/moby 1o mnpeaHizosnony. Jlo KiHis
MEPIOTO THKHS TIepeOyBaHHS B CIEIaTi30BaHOMY
crationapi (19—20 nenb Bijzi 1oyaTKy 3aXBOPIOBAHHS )
Yy XBOPOTO IMOYEPTOBO KOHCTATOBAHO TOTAJTHHUN
HAOPSIK T/IIKIPHO-KUPOBOI  KJIITKOBUHHU, HapOC-
TaHHsI O3HAK aPTPUTY KOJIHHUX i JIIKThOBHX CYIJI00iB
Ta 30LIbIIEHHS PO3MIPIB 1 HOIUOICHHSI BUPA3KU
a3uka (puc. 2), a O0 KIHIEI APYTOTO TUKHS
(26—27 pnenb Bij TMOYATKY 3aXBOPIOBAHHS) —
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BUHUKHEHHSI €PUTEMATO3HUX BUCHIIAHb HAJl PO3IH-
HQJIBHUMU TIOBEPXHAMU KOJIIHHUX 1 JIKTbOBUX
cyr106iB. OcTaHHE JAJIo0 MCTaBH LyMATH PO 1G0T
IOIM.

Takum urHOM OYJIO BCTAHOBJIEHO TIOTIEPETHIT
KJIIHIYHUNT miarno3. Xodya dYepe3 TSKKUNU CTad
mari€enTa, Ha TOU 4ac, He MOKHA OYJI0 3pO3yMiTu
NPUYKHY HOro 3arajibHOI ciabkocti. Byso Heraiino
301JIBIIIEHO 103y CUMIITOM-MOANDIKYI0YOTO Ipera-
paty MeTuianpeaHizonony mo 3,0 mr/kr/mo0y
Y IBOX BHYTPINTHbOBEHHUX BBE/IEHHSX, a B SKOCTI
6a3uCcHOTO XBOPOGO-MOANDIKYIOUOTO MPOTUPEB-
MaTUYHOTO IpenapaTy 3aCTOCOBAHO MeTOTpeKCcaT
y mo3i 0,4 MT/KT B OTHOMY TIiINITKiPHOMY BBE/ICHHI
Ha THXKJEeHb. ¥ 3B's3KY 3 MOCTYITOBUM HiBeJIOBaH-
HSIM O3HaK IHTOKCHUKallil 3alIPOIIOHOBAHE JIIKyBaH-
HST TIPUBEJIO 10 MOKPAIEHHST CTaHy HPUOJU3HO
yepe3 8—10 mauiB (34—36 neHb Bij MOYATKY XBOPO-
6u), ofHAK caMe B Il TepioJ Yacy I0YeproBo
TIPOSABUJINCSA XapaKTepHi [JId JIepMaTOMiO3UTY
TUIIOBI IKIPHI KJIiHIYHI TPOSBU: 4iTKO chopMyBa-
JIVCS BUCUTIAHHS HAJ PO3TMHATLHUMM TTOBEPXHSI-
MU KOJIIHHUX Ta JIKThOBUX CyT/I06iB (puc. 3,4),
i3HilIe BUHUKJIM O3HaKa Ta 3Hak ['oTpoHna (rimep-
eMis Ta TilepKepaTo3 IKipW HaJ PO3THHATBHUMH
TTOBEPXHSIMH 11 SICHO-(DATAHTOBUX TA TTPOKCUMAJIb-
HUMHU Mix(aJaHTOBUMU cyriobaMu 000X KH-
THIh), i, HacaMKiHeIlb, TeJiOTPOTHUN BUCHII.
OxpiM TOrO, Ha MICIli TeMOParivHOro BUCHILY,
GiJIblIe Ha/l PO3TUHAJLHUMU TIOBEPXHSIMU JIIKTHO-
BUX CyTr/I00iB, 3'SBUJINCS MTOOJMHOKI HEKPOTUYHI
3MIHM MIKiPU 3 HACTYITHUM PYOITIOBAHHSIM.

[TarienT BIPOAOBXK CeMU POKiIB 3HAXOAUTHCS
i1 AMHAMIYHUM cIIocTepeskeHHIM. /[0 TboTo yacy
He BJAJ0CsI OTPUMATH CTiiIKy Ta TPUBALY peMiciio
IOIM. IlikaBo, 1110 BHACJIIIOK CAaMOCTIHHOTO TIPHU-
[MUHEHHST XBOPUM IPUIOMY TIPOTUPEBMATUYHUX
npenapariB 3arocTpeHHsi XBOPOOM BHHMKAJIO
IIBiYi, IPUYOMY, SIK 1 Ha MOYATKY XBOPOOU, KOKHE
3 3arOCTPEeHb PO3MOYNHANOCS 3 IMiJBUIIEHHS TEM-
neparypu Tija 10 GeOpUIbHUX 3HAUEHDb Ta BUPa3-
KOBO-HEKPOTUYHOTO TJIOCUTY 3 IIJIKOM MEBHOIO
TePBUHHOIO JIOKAJII3AIT€10, TTOCUJIEHHST IHTEHCUB-
HOCTI MIKiPHUX TIPOSBIB Ta BiAHOBJIEHHSM IIKip-
HUX BUPa30K HaJl KOJIHHUMU Ta JiKTbOBUMU
cyriobamu. 3a BUKJIIOYEHHSIM TIOCTIIHOTO TeJrio-
TPOITHOTO BWCHUITY, MOKHA KOHCTaTyBaTH, IO
Yy XBOPOTO TIPOJIOBKYIOTh CTiHKO YTPUMYyBaTHUCS
crierprciuni mkipui mposisu FOIM 3 pyOisimu Haz

PO3rMHALHUMK TIOBEPXHSIMHU JIIKTbOBUX CYTJIO-
6iB, MPUYOMY O3HAKH IIPOTPECy0UY0i M'sI30BOI
cabKoCTi Ta YTBOPEHHS KaJbIIMHATIB BiACYTHI.
Pasom 3 TuM, icHytoua 3arpo3a MOBTOPHOTO Pely-
JIIUBY CTaJa MiJICTABOO /10 MPAKTUYHO IOCTIHHOTO
HPUItOMYy XBOPUM 0Oas3UCHOIO IIperapary MeTo-
Tpekcary, HiATPUMYIOUOl 1031 METUJITTPEIHI30710-
Hy (4 mr/mo6y), a misuime (uepe3 2,5 POKH)
KOPOTKOYacHOTO (OJM3bKO 5-TH MICSIIB) KypCy
rigpokcuxsiopoxiny. OcranHiit OyB BigMiHeHMI
4yepes Bi/ICYTHICTD KJTIHIUYHOI e(heKTUBHOCTI.

I me oxun 1ikaBuil dakr. Yepes n1Ba poku Bif
MTOYATKYy 3aXBOPIOBAHHS Y TMaIli€HTa /[iaTHOCTOBA-
HO TIpocTy opmy Ticopiady. 30iJIbIeHHsT 1HTEH-
CHBHOCTI TICOPIaTUYHOIO BUCHUILY BiOYBAETHCS SIK
MPaBUJIO HaBecHI. B Takux BUMAAKaX XBOPOMY
PEKOMEH/IYEThCS KOPOTKOYacHe (Ha OJMH-/IBa
Micsini) 36iIbIIEHHS 031 METUJIIIPEAHIZ0I0HY 10
12 mMr/m00y Ta MicIieBY Tepartiio TOIYHUMHU TJTI0-
KOKOPTUKOIZTAMU.

Bucnosku

1. TlowaTok 1OBEHITBHOTO [IEPMATOMIO3UTY
Mozke OyTH aTUIIOBUM Ta CYKYIIHO MaHidecTyBaTu
O3HaKaMU iHTOKCHUKAIlii, TeMOPaTidyHIM BUCUTIOM,
MTaTOJIOTIYHUMU 3MiHAMH POTOBOI TOPOKHUHA (3K
JI0 BUPa3KOBO-HEKPOTUYHOTO TJIOCUTY ), TeHepaJli-
30BaHOI0 HAOPSIKJIICTIO T IIKIPHO-KUPOBOI KJIiT-
KOBUHU Ta MOJIapTPUTOM.

2. PanHg miarHOCTHKA IOBEHIJIBHOTO JEPMaTO-
MIO3UTY 3 BiICTPOYECHUMHU TIKIPHUMU TPOSBAMU
Ha TJ1i aMionaTU4YHOro nepebiry € AysKe CKIaaHOIO.

3. AMiomaTuYHU I0OBEHIIBHUN epMaTOMiO3UT
31 CTIMKUM ypaskeHHS ITKIPU B JAETKUX BUITAIKAX
Moke moTpedyBartu Ge3epepBHOrO MPOTHPEBMa-
TUYHOTO JIIKyBaHHS.

4. KoMopOiHiCTh I0BEHIJIBHOTO IePMaTOMiO3H-
Ty 3 IICOPIa30M € JIarHOCTUYHOIO Ta JIiIKYBAJIbHOIO
po6IEMOIO 1 BUMArae MiKIUCIUILITHAPHOTO ITijl-
XO/Iy 710 ii BUPIIIeHHS.

OG6roBopeHHsT Ta AHAIITUYHO-TOPIBHSIBHUI
OTJISATT JIITEpaTypH 3 IHITUMU PIZKICHUME TTPOSTBAMU
XBOpoOU Gyjie HABEIEHO B IPYTiil YaCTUHI CTATTI.

HocaiakeHHs BUKOHAHO BiIITOBIIHO 10 TIPUH-
numiB lenbcincoskoi Jlexkmaparii. Ha mpoBenents
JOCJTIKeHb OyJI0 OTpUMaHO iH(OPMOBaHY 3roLy
0aThKIB IUTHHMU.

Aemopu 3a561510mMb NPo GIOCYMHICMb KOHDIIK-
my inmepecia.
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YBATA! BASRJIIMBA IHOOPMAILIA!

3Minu B 0(pOpMIIeHHI CIIUCKY JiTepaTypu

Iepmmit (ocHOBHMIA) BapiaHT HABOAUTHCS OJPA3Y MiCJISI TEKCTY CTATTi, [Kepesia MOAAIOThCs B alaBiTHOMY MOPSIIKY.
Crncok JiTepaTypy HaBOAWTLCS JaTHHUIE. /[’kepesia yKpaiHChKOIO Ta POCIHCHKOI0 MOBAMI HABOJATLCS Y TEpeKJIaji Ha
AHIVIIICbKY MOBY, ajle TaK, SK BOHH [1I0Ka3aHi Ta PEECTPYIOTHCS Ha aHTIVIIHCHKUX CTOPIHKAX CalTiB JKypHaJIiB. SIKIIO /xKepeso
He Ma€ aHaJioTa Ha3BU HA aHTJICHKINl MOBI — BOHO HABOAUTLCS y TPaHCIiTeparlii. Take ohopMIIeHHS CIHCKY JiTepaTypu
HeoOXiziHe /I aHaJIi3y CTaTTi Ta MOCUJIAHD Ha aBTOPIB Y MIDKHAPOIHUX HAYKOMETPUYHUX Oa3ax MaHuX, [iABUILEHHS iHIEKCY
LUTYBAaHHS aBTOPIB.

Jlpyruii BapiaHT TIOBTODIOE IEpIINii, ajie JuKepesa YKPAaiHChKOIO Ta POCIHCHKOI0 MOBAMU MOJAIOTHCS B OPUTIHAJIBHIN
opwmi. Ileit BapianT HeoOXiHMIT st OPOPMIIEHHS €JIEKTPOHHUX BEPCiil JKypHaIy Ha YKPaiHChKIN i pociiichbKill cropiHKax,
ILV[TOBa]IOCTi y KI/]pI/IJ]i'-[IlI/IX HaYKOMETPUYHUX 6?133.X.
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