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IOBEHWJ1IbHbIN AEPMATOMUWO3UT: TPYAHOCTH

ANATHOCTUKU

I'.H. Hamanvuenxo
'Y «JlyraHCKuii rocyfapCTBEHHbIN MEAVLMHCKUI YHUBEPCUTET», YKpanHa

Pestome. HOBeHunbHbI fepmatomuo3ut (FOLAM) oTHocuTcs K opdhaHHbIM 3a60/1eBaHUAM. 3TUM OOBSCHAOTCS MHOFOYMCNEHHbIE OLIMOKM Bpayeil pasHbix
creunanbHOCTeid Ha HaYanbHOM aTane ero )opMUpoBaHUs. B cTaTbe MCNOMb30BaHbI COBPEMEHHbIE TMTEPATYPHbIe AaHHbIe N0 npobneme KOM, npeacTasneHa
Knaccuunkaums, a TaKxe 0CO6EHHOCTN KMHUYECKUX BapuaHToB TeveHus FOLM, nabopaTopHOM AMArHOCTUKM, AaHbl AMArHOCTUYeCKNe Kputepuu. MpuseaeH
KNMHUYecKnid npumep knaccuyeckoro Tedenus KOOM, koTopblid 6bin paclieHeH Kak aTOmU4Yeckuii jepMaTuT Bpayamu nepBuYHOro 3seHa. lportos HOOM un
3(PMEKTUBHOCTD JIE4EHNS BO MHOIOM 3aBUCUT OT CBOEBPEMEHHO HA3HA4YEHHOI NaTOreHeTNYeCKON Tepanuu.

Kntouesble €0Ba: 10BEHUNbHbI [epMaTtoMuno3nT, AeTn, Muonatun.

IOBeHI/UILHbIﬁ nepmaromuosut (FOAM), o nanHpim
CTATUCTHUKH, — JJOBOJIbHO PeKast maTosnorust. 3a00-
snesaemocTh O/IM cocraBisier 3 coyuast Ha 1 MJTH ZIETCKOTO
HaceJIeHUs1 B TO/. BeposiTHO, 9TUM OObSICHSIOTCS IMATHOCTHU-
yeckre OMMOKK Ha dTale paHHel AUarHoCTUKK 3a00JeBanus
He TOJIBKO Y 11€/IMaTPOB, HO U Y JIETCKUX KapAMOPEeBMAaTOJIOTOB.

IOBenubHBIN 1€PMATOMUO3UT — CUCTEMHOE TIPOrPeccu-
pymoliee 3a60JeBaHUE C TIPEUMYIIECTBEHHBIM TTOPAKEHUEM,
BCJIEJICTBUE BOCIHAJUTENbHO-HEKPOTHYECKOTO IIpoIecca,
[OTIEPEYHOIOIOCATBIX MBI M TJaJKONH MYCKYJATypbl C
HapyIIeHUEM JIBUTaTeIbHON QYHKIINY, a TAKKe KOKU B BUJIE
APUTEMbI U OTEKa, 0OYCJOBJIECHHOE TeHEePaJIU3UPOBAHHBIM
MOpaskeHNEeM MUKPOIMPKYJISTOPHOTO PyCJIa.

Cornacno pabounm kiaccudukanusam, I0JIM orHocurcs
K UJIHOTIATHYECKUM BOCHAIUTEIbHBIM Muomnatusim [8, 12—15].
Hwxe mipuBoauTcst KiaaccuuKaIus BOCTATUTETHHBIX MHUO-
naruii (Woltman R.L., 1994):

1. Manonaruyeckue BOCHAJIUTEIbHBIE MUOIATHH:

MEPBUYHBIN TTOJTMMUO3UT;
TEPBUYHBIIN JIEPMATOMHUO3UT;
IOBEHUJIbHBII JIEPMAaTOMUO3UT;
MUO3UT, aCCOLUNPYIONUIics ¢ 203uHopuimeit (rpamy-
JIEMaTO3HBIN );
MHUO3UT, ACCOIMUUPYIONUICS € OMYXOJSIMU;
MUO3UT C «BKJIIOUCHUSMU»;
MUO3UT, accouupyomuiicst ¢ muddysHbiMu 60Ie3Hs-
MU COC/IUHUTEIbHON TKaHU;
OCCUMUIUPYIOIINI MUO3UT;
JIOKAJIM30BAHHBIN MJIN OYarOBBI MUO3NUT;
TUTAHTOKJIETOYHBIN MUO3NUT.
. MuornaTu, Boi3blBaeMble HHMEKIIUIMU.

3. Muonarnuu, BbI3bIBaeMbl€ JIEKAPCTBEHHBIMI CPEICTBA-
MU 1 TOKCHHaMHU.

Hauasio 3a6osieBaHUsT IPUXOAUTCS B OCHOBHOM HA DPaH-
HUI 1 MJIIITAN ITKOJIBHBIN BO3PACT € MMKOM 3a00JIeBaeMO-
ctr 3-5 met u 7-9 Jet. BoIAeAAOT OCTphIi, TOXOCTPHINH 1
epBUYHO-XpoHMYeckuit Bapuantel 10/IM.

Octpoe Teyenne IO/IM BcrpevaeTcs, 10 JaHHBIM JIUTEPA-
Typsl, y 10,8% ciyuaes [6, 8]. IIpu octpom BapuanTe passep-
HyTas KJINHWYecKas KapTuHa (opmupyercs 3a 3—4 Hememm.
3abosieBaHye HAUMHAETCSI C BBICOKOM JIMXOPAJIKHU, SIPKOTO JIep-
MaTHTa ¥ MUO3UTA. XapPAKTEPHO [IPOrPECCHUPOBAHIE CJIa00CTH
ITPOKCUMAJIBHBIX MBI KOHEYHOCTEH 1 TYJIOBUIIA, JAbIXaTEb-
HOW MYCKYJIaTypbl, Auadparmbl, a TaksKe MBbIIII] TOPTAHH,
[JIOTKHU, MSITKOTO HeOa U IJIa30/iBUTaTeIbHbIX Mbiiiil. Hanbo-
Jiee OTTACHBIM JIUISL KU3HU SIBJISICTCS [TOPasKEHME JIbIXaTeIbHON
MYCKYJIATypbl 11 inadparMbl ¢ pa3BUTHEM TMITOBEHTHIISIIMOH-
HOW JIbIXaTeJIbHOI HEIOCTATOYHOCTH, & TAKIKE MBIIIIIL TOPTAHH,
[JIOTKU U MSITKOTO HeGa ¢ BO3MOKHBIM (DOPMUPOBAHUEM ACTIU-
paunonHoit nHeBMouuu. [lpu kpaiiHeil Tg:KecTu TedeHUs
3a00JIeBaHUS Pa3BUBAECTCS TMAHMHUO3UT BILIOTH JIO MOJHOM
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00e3IBUKEHHOCTH GOJBLHOTO 1 TIOTEPH CIIOCOOHOCTH K CaM00-
caykuBanuio. [TaHMMO31T, KaK CJIecTBIE PaCPOCTPAHEHHO-
IO BOCHAJIUTEJbHO-HEKPOTUYECKOTO Ipollecca B MBIIIIIAX,
4acTo MPUBOAUT K (POPMUPOBAHMIO OCTPOIi MOYEUHOH HE0-
CTATOYHOCTH BeJie[cTBUE MUOrIoOuHypun. Torga Kak mopa-
skenue noyek npu IO/IM Berpeuaercst 10CTaTOYHO PEJIKO U B
OCHOBHOM TIPOSIBJIAETCS TIPOTEUHYPHUEI.

Ouenb penko (oxomo 17,7% ciaydaeB) pa3BUBaeTCs aHTH-
cUHTeTasHblii cuuapoM [1, 8, 12], 1y KOTOpOro XapakTepHbl
CJIE/IYIOIIUE CUMIITOMBI:

1) cesonnocTsh (11e610T 3a60JEBaHUS B BECEHHUIT TIEPHOL );

2) ocTpoe HaYaJI0 MUO3UTA;

3) unrepcrunmanbias 6oJe3tb jgerkux (1o tuiy hudpo-
3UPYIOINIEro ajbBeosuTa XaMmmena—Puua);

4) TMXOPaNIKa;

5) CUMMETPUYHBII HEAPO3UBHBII APTPUT;

6) cunzspom Peiino;

7) «pyka Mexanukay (TUIepKepaTos, MepIIaBoCTb 1 Tpe-
ITUHBI KOKH JIAZIOHEN );

8) aHTHCHHTETa3Hble AHTUTENA K TUCTH/UJI-TPAHCIIOPT-
noiit PHK (antu-Jo-1-AT);

9) HeroJsHbBIi OTBET Ha TVIIOKOKOPTUKOCTEPOU/IHYIO TEPATTHIO.

W3 Buyrpennux opranos npu IOM wmanbosee yacto
(80% caryyaeB) mopaskaeTcsl SKeTy0UHO-KUIICYHBI TPAKT ¢
pasBuTHEM 330(arnTa, TaCTPOAYOJECHUTA, IHTEPOKOIHUTA,
KOTOPbIE MOTYT OBITb 00YCJIOBJIEHbI KAK KaTapaJbHbIM BOCIIA-
JIeHneM, TaK W 9PO3UBHO-SI3BEHHBIM TIporieccoM [6, 8, 12].
[Toatomy TosiBIeHME )an06 Ha GOJM B TOpPJIE W MO XOIY
MUIIEBO/AA, YCUIUBAIONIMECS IPU [JIOTAaHUU; OOJIU B KUBOTE
He pe3Koro, a pasautoro xapakrepa npu O/IM Bceraa mos-
JKHBI HACTOPAKMBATh Bpaya. MoryT HabJofaThCsl He3HAYN-
TesIbHbIE 1 TPOody3HbIe KPOBOTeYeHUs, Mepdopaiini, IpuBo-
JISIIINE K MeJIMACTUHUTY, IEPUTOHUTY.

Cep/iiie BOBJIEKaeTCs B ATOJIOTHYECKUI TIPOLece IpuMep-
HO B 48% Gombubix [6, 8, 14]. Ha nepBblii 11aH BBICTYIIAIOT
CUMIITOMBI TIOPKEHNST MUOKAp/la: PACIIUPEHIE TPAHUILL Cep/i-
1a, ocjabJieHue CEePAEYHbIX TOHOB, TAXUKAP/Msl, MOSBIEHUE
HOCTOSIHHOTO HU3KOr0 TeMOpa, KOPOTKOrO CUCTOJIUYECKOTO
mryma Ha Bepxymike. Ha OKI xapakrepHo cHukenue BoJbTa-
ska KoMIekcoB QRS, napyienue rmporeccoB penossipusanin
(unBepcusi cermenta ST, yMEHbBINIEHHON aMIIUTY/Ibl WU
orputaresabhbie 3yoibl T), BOSMOKHbBI HAPYIIEHUsT PUTMA U
nposoaumMoctu. [Tpu kpaiineii TsukecTy TedeHst 3a00J1eBaHNUsT
MOJKET ObITh MAHKAPAUT U TIOPAKEHIE KOPOHAPHBIX apTepuii ¢
pasButuem nndapxra Muokapa, anespusm. /s FO/IM mato-
THOMOHUYHO Pa3BUTHE aPTEPUAIBHON IMITOTEH3UH.

Haub6ousee pacnipoctpanentbiv BapuanTom I0/IM sBis-
ercst MoI0CTPOe TeUeHne, KOTopoe Berpedaerest y 83% 60J1b-
HBIX [6, 8]. ITOT BapuanT hopMHUpYeTCs B CpeIHEM 3a TTEPUO/L
or 3 mec. 10 1 roga. Temneparypa Tesa, Kak MpaBUIO, HOP-
MaJIbHasl MJIM OTMEYAIOTCsl PenuanuBbl cyoheOpuibHOil TeM-
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nepaTypbl. B KiMHUYeCKO# KapTHUHE ITPEeBaJNPYIOT CUMIITO-
MBIl TIOpa)kKeHUs ITPOKCUMAJIbHBIX MBI KOHEYHOCTEH ¢
MOCTENEHHBIM DPAa3BUTHEM MBIIIEYHOI THUIIOTOHUM, OTEKa
MBI U OOJIEBOTO CHHAPOMA, BO3HUKAWOIIEIO CIOHTAHHO,
[PU [BUXKEHUU WK Hajabnianuu. PebeHky TpyaHo 6e3 mocro-
ponHeil MOMOIIM OJIEThCS, pacyecaTb BOJIOCHI, MOJHATHC C
MOCTEJIN, HU3KOTO CTYJIa, BBEPX 10 JIECTHUIIE, OTOPBATD T0JIO-
By OT MOJYIIKH, yAepKaTh ToJioBy. llopaskeHHbIe MbIIIIbI
OTeYHbI, yBeJuYeHbl B oObeme, GosiesHeHHb. MoryT ObITb
JIOKQJIbHBIE MJIM PACHPOCTPAHEHHBIC MUTPUPYIOIINE OTEKH.
Peske 110paskaroTCsl MbILIIBI TOPTAHU, IJIOTKH, MATKOTO Heba,
MUMHYECKasi MYCKYJIATypa M TJIa30/[BUTATEJIbHBIC MBIIIIIbIL.
IIpu mopaskeHWM MBI TOPTAHU, TJIOTKH, MSTKOro Heba
nogBJIAI0TCA Aucdonns, u3apTpus, qucdarus. Pacnpocrpa-
HEHUEe TIpollecca Ha MUMUYECKHME MBIIIIbI MTPUBOJUT K
«MackooGpasHocTHy Jiula. IIpu nopaskeHnu ria3oBUTraTe b
HBIX MBbIIII Pa3BUBAETCSI IUILIONUS, CTPAOU3M, [BYCTOPOH-
nuit nTo3. BoBisieuenue B 1MaToJOrMYECKHIT TIpoIiece MesKpe-
GepHbIX MBI U AradparMbl BEAET K CHUKEHUIO JKU3HEHHOM
€MKOCTH JIETKUX, TUIIOBEHTUJISIIMY U PA3BUTUIO ITHEBMOHUI.

KoXHBII CUHIPOM MMeeT MeCTO Y GOJIBIIMHCTBA JIeTel ¢
IOAM [6, 8, 12—15]. KiaccnueckiuMu KOKHBIMU TTPOSIBJIC-
nuamu [O/IM aBAsgOTCS TeIMOTPOTIHAS CBINb B BUIE JINJIO-
BOU 9pUTEMbI Ha KOXKE OT BEPXHUX BeK /10 OpoBell (CUuMIToM
«JIUJIOBBIX OYKOB» ), YACTO B COYETAHUU C TIEPHOPOUTATILHBIM
orekoM; cuMiitoM [OTTpoHa — BO3BBHINIAIONIMECS IPUTEMA-
TO3HDIE OJIAIIKU C HIEMEHTAMH TIEMYIIEHIST N KepaTo3a Hajl
[IPOKCUMAJIbHBIMU MEK(DATAaHTOBBIMU U MSCTHO-(ATAHTOBBI-
MI CyCTaBaMI; 3pUTEMATO3HbIe OJISIIIKN HA PAa3rHOaTeIbHbIX
MIOBEPXHOCTSIX CYCTAaBOB — KOJICHHBIX, FOJIEHOCTOITHBIX, JIOK-
TEBBIX; KPYITHO-TIETIUCTOE «/[PEBOBUIHOE» JIMBEO HAJL TIPOK-
CUMAJIBHBIMU OT/Ie/IaMU KOHEYHOCTEH MHOTJA € MepPexo/oM
Ha TYJIOBUIIIE, IIEI0, JIMII0. DPUTEMATO3HAS ChIIIb MOKET pac-
HoJlaraThCs Takke Ha JIMIe, TPYAN U Iiee, Ha BEPXHeH yacTn
CIMHBI U TIe4ax (CUMITOM <IHaJu» ), JKUBOTE, STOJIUIAX,
Gepax u rosieHsix. PaHHUM NPU3HAKOM 3a00JIeBAHUST MOTYT
ObITH THIEPEMISI OKOJOHOITEBBIX BAJIMKOB U paspacTaHue
KYTHKYJIbl. AKTHUBHOMY BAaCKYJUTY CONYTCTBYeT 0Opa3oBa-
HI€ TIOBEPXHOCTHBIX 3PO3UH, TIyOOKHX SI3B KOKH, KOTOPbIE
BITOCJIC/ICTBUM BBI3BIBAIOT OCTATOYHYIO THUIONUTMEHTAINIO,
aTpouIo, TEJIEAHTIKTA3UN U CKJIEPO3 PAasJUYHON CTereHn
BoIpaskeHHOCTU. Boichimanus nipu I0/IM, B oTmiume ot npy-
I'MX CHCTEMHBIX 3a00JIeBaHUN COEAMHUTENbHONH TKaHU,
COTIPOBOKIAIOTCST 3y10M. B iebroTe 3a60J1eBaHUsT XapaKTEPHO
HOPaskeHUe CJAU3UCTBIX 000JI0YEK MOJOCTU PTa (CTOMATHT,
TMHTHUBUT), HOCA, KOHBIOKTUBBI 17143, BIAraauila.

CycTaBHOW CHHIPOM TIpeACTaBJE€H apTPaITUsIMH,
HE/IECTPYKTUBHBIMU apTPUTAMH, YTPEHHEH CKOBAHHOCTBIO.
Co BpeMeHeM MOTYT (DOPMUPOBATHCA CYXOKUJIbHO-MBbIIIIEY-
Hble KOHTPAKTYPDI, Yallle B Jy4e3alsCTHBIX, JOKTEBBIX, Ta30-
Ge/lPeHHBIX U KOJIEHHBIX CyCTaBaXx.

[l FO/IM nmaTorHoMOHIYHO 0Opa3oBaHue KaabIIMHATOB
ciyerst 2—10 ser or Havyasma 3aGoJieBaHUS — MPUMEPHO Y
25-45% GoubHbIX [4, 8, 12, 16]. Kanbuunos orpaxaer cre-
MeHb AKTUBHOCTU BaCKYJHUTA, BOCIATUTEIbHO-HEKPOTHYE-
CKOTO TIPOIecca € MePEXO/I0M B CKJIEPO3 U KAJIbIIMHO3 TKAHEH.
Kaspiiuios MoskeT ObITh OrpaHudeHHbIM, AUMdY3HBIM, CHM-
METPUYHBIM, ACHMMETPHYHBIM, TOBEPXHOCTHBIM ¥ TJTyOOKHM.
Jleno3uTel comeit Kampius (THAPOKCUATIATUTOB) OTKJIA/[bIBA-
I0TCS B KOXKe, MTOJAKOKHOW JKUPOBOI KJIeTYaTKe, MBITIITAX WJTH
MEKMBIIIEYHbIX (hACIMAX B BUJIE CAMHUYHBIX Y3€JIKOB, KPY-
[HBIX OIYXOJEBUIHBIX 0O6Pa3s0BaHUN, TOBEPXHOCTHBIX OJIsi-
IIEK UJIM MOTYT ObITh PacIpOCTPaHEHHBIMH.

[TopaskeHue BHYTPEHHMX OPraHOB IIPU TOJOCTPOM Teue-
nuu IO/IM B Hauase 3abosieBaHusI yallle 3aByajiupPOBaHbI U
TPeOYIOT TIATEILHOTO KINHUKO-UHCTPYMEHTAILHOTO UCCIe-
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nosanust: DK, DX OKTI, ¥ 3U opranos GpiomHOM MOJIOCTH,
DIAT/C, penrtrenorpaduu OPranoB rpyIHON KJIETKH.

Hamubouee peko (6,2% cirydaeB) BCTpeIaeTcst IEPBUTHO-
xpounveckoe teuenne OJM [6, 8 12, 13], mius koToporo
XapaKTePHO MOCTEIEHHOe pasBuTUe 3a00J€BaHUS B TeUEHUE
mMHorux Jiet. Ha nepsblii ian BeicTynaer obias auctpodu-
3a1[Ksl, TOTEPsl MACChI TeJia, CIad0CTh MPOKCHUMAIbHBIX TPYIIIT
MBIIIIL € MOCJACAYIONIUM PAa3BUTUEM aMUOTPOMUU, JUTOIN-
crpoduu u popMUpOBaHUEM KaTbIIMHATOB. Mbllieunast cja-
60cTb BHAUATIE 3a00JI€BAHNS HEBEJIMKA, 0OBIYHO HABIIOIAeTCsT
B MBIIIIAX Ta30BOTO MOSICA U MPOSIBIIACTCS MU30/JAMU TOB-
TOPHOTO TIAJICHUS, TPYIHOCTHIO MObEMA T10 JIECTHUIIE, N3Me-
HerreM 1oxoaku. Co BpeMeHeM TOSBIISACTCS JIMI0Basd OKpa-
CKa KOXKH JIMIA, CUMIITOM ['0OTTpOHA, yMEpEeHHbIE MTPOSIBJICHUS
cunapoma Pefino.

IIpu FO/IM, B oT/IMume OT APYrUX peBMaTUUECKUX 3a001e-
BaHUI1, MAJIO BHIPAYKEHBI IPU3HAKN CUCTEMHOTO BOCIIAJUTEb-
HOTO OTBETA, TaKKe KaK: TUIIePTePMUYECKUI CUHIPOM, IIPO-
SIBJIEHUE 9HI0TeHHOI NHTOKCUKaImy, mosbierne CO9, CPb
U ipyrux OEJIKOB «0CTPOH (hasbl» BocmaneHus (0COOGEHHO TIpu
[IOJIOCTPOM U NEPBUYHO-XPOHUYECKOM BapHAHTAX TEYECHUS).
XapakTepHO TOBBIIIEHUE B KPOBU YPOBHS (hepMEHTOB — Kpe-
atuadochoknnaser (KDOK), maxkratmernaporenassr (JI/AI),
acrapratamunorpancdepassl (ACT), anannHaMuHOTpaHChe-
pasbi (AJIT), asmbonassr. Cunraercst 1eJ1ecoo0pasHbIM HCCe-
JIOBaTh YPOBEHb BceX 5 (DEPMEHTOB B CHIBOPOTKE KPOBU IMPU
IO/IM, Tax Kak B OT/ie/IbHbIC TIPOMEKYTKH BPEMEHH Y MalieH-
Ta MO’KET ObITh TIOBBIIIEH YPOBEHb JIUIIb OHOTO U3 HUX.

OOUIENPUHSATHIMI CYUTAIOTCS TUATHOCTHYECKIE KpUTe-
pun 1O/IM, npeasioskernbie Tahimoto u coast. (1995):

KOKHbBIE KDUTEPUU:

1) remumorponHas cwinb (KpacHO-GUONIETOBAsS OTEYHAs
apuUTEMa Ha BEPXHUX BEKax);

2) mpusnak [orTpona (kpacHo-uosieToBas KepaTuye-
ckast arpodrdeckas sSpureMa HaJl pasrudaTeIbHLIMU TOBEPX-
HOCTSIMU CYCTaBOB TAJIBIEB);

3) spurema pasrubaTeNbHON IOBEPXHOCTU CYCTaBOB
(mpurioiHATasA KpacHO-(GUOIETOBASA dpUTEMA HAJL JIOKTSAMU 1
KOJICHSIMN );

KPUTEPUH TTIOJTMOMUO3UTA:

1) npokcuManbHast MbIedHas c1abocTh (BEPXHUX U/ MK
HUKHUX KOHEYHOCTEH U TYJIOBUIIA);

2) nosbiierue ypoHsi cbiBopotounoit (KOK) wim anb-
JI0JIa3bl;

3) mbiuteunast 60J1b (I1AIbIATOPHAS WU CIIOHTAHHAS);

4) nosokuTesbuble antu-Jo-1 (ructuaui-t-PHK-cunre-
Tasa);

5) MHOTEHHbIE U3MEHEHUS Ha 3JIEKTPOMUOTPAMME;

6) HeseCTPYKTUBHBIN apTPUT WK apTPaJITHy;

7) cucTeMHble BOCHAJINTENbHBIE TIPU3HAKK (JINXOPAJIKa,
noseierHblit yposenb CPB nan COI 6osee 20 Mmm/4ac);

8) mMopdosoruueckoe TOATBEPIKACHUE MBIIIEIHOTO
BOCIIaJIeHUST (BOCHAJINTE/IbHAS MH(PUIBTPAIMS CKEJETHBIX
MBIIIIIL C JlereHepalieil N HeKpo3oM, akTUBHBII (aromnuTos,
AKTHUBHAS pereHeparus).

CoryiacHO KpUTepusiM JIJIsI JIMarHo3a JIePMaTOMUO3UTA,
HEO0OXOMMO COYETATh KAK MUHUMYM OJ[HO U3 KOJKHBIX KPUTE-
pHeEB € 4 13 KpUTEPUEB MOJNOMUO3UTA (YYBCTBUTEIBHOCTD —
98,9%, crietdrarocts — 95,2%).

Hamubosee gacto auddepeHmanbiyio IHarioCTHKY TTPH-
xoautcess npoBoauTh Mexay FOJAM m cuHapomMoM MUO3UTA
[PU IPYTUX PEBMATUYECKUX 3a00JIEBAHUSIX, & TAKIKE C MUOIU-
crpodueii [[iomena, Mmuactenueil, NHPEKITNOHHBIMA MUO3U-
TaMH, TOKCUYECKUMHU U JICKAPCTBEHHBIMI MUOTIATUSIMU U JIP.
3auacTyto TEPBbIM JAUATHO30M Yy OOJIbHBIX ObIBAET aTOIUYE-
CKUI JIepMaTHT.
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ITpuBoaM coberBernoe Habonenue caydas KOIM.

Bomproii I'., 6 et 10 mec., mocTynus B KapInopeBMaToJIo-
THYeCcKOe OT/IeIeHre 00TACTHON IETCKON KIMHNYEeCKO# H0JIb-
nuipl (OJIKB) 1. Jlyrancka 22.04.2011 r. ¢ xanobamu Ha
BBICBIIIAHNS HA JIMIlE, KOHEYHOCTSX, TYJOBUIIE, COIPOBOXK-
JIATONIECST 3Y/10M; OOJIM B MBITIIIAX Gejiep U JIeYeBOro Mosica;
norepxuBanue 1 6oJIb IPK IJIOTAHUU CYXOU MUK, IEPUOU-
yecku 00JIb U UYBCTBO PACIIUPAHUS B SIUTACTPUH, OLILYIIEHUE
pesu B Iyla3ax M cje3oTeyeHue, u3MeHeHue peun (THycaBuT),
00111y10 €1a60CTh, BSIOCTD, TOJOBHBIE GOJIH.

Poausics ot II GepemeHHOCTH, TIpoTeKaBineil Ha (oHe
MOBBINICHHOTO apTepuasbHoro aasyienus (Al) B mepBom Tpu-
MeCTpe U yrpo3bl MpepbiBaius B cpoke 28 uenenb. Poxer [ B
cpoke 38 mezmenb (1epBas GepeMEHHOCTb — MeAMIUHCKIIA
abopr). Pojopasperiienue myTteM kecapesa cedenst. Pouicst
¢ maccoit 3300 t, poct 50 cM. C poskIeHNsT Ha UCKYCCTBEHHOM
BCKapMJIMBaHUM. Pa3BuBajicd COOTBETCTBEHHO BO3PACTY.
MaJbunk mpuBuT 10 Kaseraapio. Vudekimonnbivu 3abosie-
BaHusAMU He Oosies. OcTpbie pecnupaTopHbie 3a00JeBaHUS
penko. B Boszpacre 1 roj1 4 Mec. 1epMaTOJIOT BBICTABUJI JIMATHO3
ajuieprudeckuii gepmatut. B 3 roma anenoromus. Hacoen-
CTBEHHOCTD He oTsdrolena. Peaknusa Manty orpunaresnbhast.

IO/IM nauascs B despase 2011 1. ¢ KOKHOTO CHHIPOMA.
Brauasie siHBapsi Best ceMbst nepebosiena rputinom. O6paru-
JIUCH K JIEPMATOJIOTY, KOTOPBIH JIMarHOCTUPOBAJ aJljlepriye-
CKUI JIePMATUT, KPAUBHUILY. B MapTe mosiBUINCH Kano6bl
Ha 6OJIU B KOHEYHOCTSX, O0IILYI0 €l1aboCTh, YTOMIISIEMOCT.
Poautenu obparuiiv BHUMaHKME Ha W3MEHEHUE OXOIKH,
3aTpy/JHEHNE TIPU MObeMe T10 JIECTHUIIE, U3MEHEHHEe pevl, B
CBSI3M C 4YeM YYACTKOBBIN II€ZIMaTp HalpaBUJI MasbyMKa Ha
koHcyabTaruio B noaukannuky O/IKb.

CocrostHue mpu TOCTYIVIEHUN TSIKETIOE TI0 pojry 3aboJie-
BaHusA. MaslbunK Y/JOBJIETBOPUTEJBHOrO NuTaHusA. Koxka
GaiefiHast, cyxast Ha MPOKCUMATBHBIX OT/eJaX KOHEYHOCTel ¢
MePeXo/I0M Ha TYJIOBHUIIE KPYITHO-TIETINCTOE CETUATOE JIBe-
10 JIIIOBOTO 1iBeTa. JIuio oxyrioBaro, B obuaactu Ji6a, BepX-
HUX BEK IeJIMOTPOIHAS ChIllb € MEPUOPOUTATILHBIM OTEKOM.
Ha sm1te, BOpDOTHUKOBOI 30H€, TYJIOBUIIE PACIIPOCTPAHEHHAS
HPUTEMATO3HO-TIAIYJIE3HAST ChIllb € 3JIEMEHTAMH PacyecoB.
KoHbIOHKTHBA T/Ia3 TUIIEPEMUPOBaHa, KpacHas Kaiima Ty0
Bocrnasiera. Haz pasrubaresbHbIMU TIOBEPXHOCTSIMHU TISICTHO-
(basanroBBIX, MTPOKCUMAJIBHBIX MeXK(DAJAHTOBBIX CYCTaBOB
KJIACCHYECKHEe TIPOSIBJIEHNs cCUMIITOMa [OTTpoHa. Jdpurema-
TO3HbBIE OJISAIKY HAOMIOIATUCH TAKKE HaJl KOJEHHBIMU U JIOK-
TeBbIMU cycTtaBaMu. OTMeyasach OTEYHOCTb M TUIIEPEMUS
HOTTEBBIX BAJIMKOB TAJIbIIeB PyK. MuonaTnyecknii CHHIPOM:
MepeBAIMBAIONIASICS TTOXO/[KA, HE MOT CAMOCTOSITEJIBHO CECTh
B TIOCTEJIH, O/IETHCS, PAcUecaTh BOJIOCHI, TIPUCECTD U TOJAHSTh-
€S C KOPTOYEK, MCIBITBIBAT 3aTPYAHEHUS NPU IOJbEMe 1O
sectrute. MpItiipl Geiep OTEYHBI, IIOTHbIE 1 O0JIE3HEHHBIE
npu nasibnaiu. OrpaHuYeHbl IBUKEHUsI B Ta300€PEHHBIX U
KOJIEHHBIX cycTaBax. ['osioc namenen (ruycasmir). Bo Bpems
ezpl nonepxusascs. [Ipu nepkyccun Haj Jerkumu orpee-
JISJICSL JIETOYHOH 3BYK. /lbIXaHue jKecTKoe, HECKOJIbKO OcJia-
6JIEHO B HUKHUX OT/e/ax Jerkux. Yacrora apixanus — 26 B
1 muH. 'panuiibl J€BOi OTHOCUTEJILHON CEPJEYHON TYIIOCTH
cmentennl Ha 1,0 cm. ToHbI cepilia MpUrIyeHbl, TaXuKapans.
Yacrora cepaeunbix cokpainienuit (HCC) — 120-135 B
1 mun. Beicrymusascs aknent 11 Tona naj serounoit aprepn-
eil ¥ MOCTOSHHBII HU3KOTO TeMOpa CUCTOIMYECKHUH TIyM Ha
BepXYIIKe, YCUIUBAIONIUIICS TTIpu (DU3NYECKOIl HArpy3Ke U B
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nosioskernn Ha jesoM 6oky. Al — 100/60 mwm pt. ct. Kusor
B3/IyT, O0JIE3HEHHBIN TIpK Mabnanuu B aruracrpun. [levenn
BBICTYIIAJ/Ia U3-T10/1 Kpasi peOepHOli ayru Ha 2 cM.

B kaunwueckom amnasuze kposu ot 22.04.2011: sp.
4,17x1012/1, HB 96 r/m, tp. 317x109/11, 1. 9,8x109 /a1, 11. 2%,
c. 75%, 3. 1%, M. 2%, mumd. 20%, COI 5 mm/4ac. Bruoxnmu-
YeCKHil aHaJIn3 KPOBU: MOYEBMHA, KPEATHHUH, OCTPO(DA30BbIe
HoKasareJiu, oOmui GUInpyOuH, IIPOTENHOTPAMMA, IEKTPO-
JIUTBI, TII0K032 B HopMe. Koarysorpamma B Hopme. ANA-11po-
¢unp — orpunarensusiii. [lemounas docdaraza 219 En/n
(N o 645 En/n), KODK MB-dpaxmusa 121,2 Ex/an (N 10
24 Enp/n), KOK 1422 ME/x (N no 170 ME/xn), J/AT
558,23 ME/n (N 120-140 ME /), ACT 1,69 mmoun /o1, AJIT
1,21 mmomb/1. Ananmms Moun kimHndeckuii u mo Heunmopen-
KO B /IMHAMUKE B HOPMe. AHAIN3 MOYM 10 3UMHUIIKOMY:
yaeabHblii Bec B npezenax 1010-1020, nueBnoii anypes —
590 mut, HouHoiTt sty pes — 360 M. CKD — 132 mur/mun/1,73 m.

IKTI — cunycosas taxukapaus, yrosa o=69°.

Pentrenorpacdust opraHoB rpyIHON KJIETKU: 0YaroBbIX 1
UHGUIBTPATUBHBIX TEHEH He BLISBJIECHO, JIETOYHON U UHTEP-
CTUIUAJIBHBII PUCYHOK YCHUJIEH, KynoJa quadparmbl yeTKue,
KTH — 50.

JI-9XOKT — nartosiornu He BbISIBJICHO.

V3U 6proliHoii MOJOCTH: YBeJMYEHIE PA3MEPOB TIeYeHH
(mipaBoii josin — Ha 1,6 cM, j1eBoit — Ha 3,5 ¢M); yBeJndeHne
pasmepos cenesenkn 9,6x4,8 cm (N 1o 8x4 cm).

DITC — npusHaKK 3aCTOWHOI TaCTPOYOICHOTIATHH.

Y3U muTOBUIHON KeJse3bl: KOHTYD YETKHUI, POBHBI,
CyMMapHbIi 06beM 4,74 cm3 (HopMma 10 4,45 cm3).

Koncyspranmsi OKyJucTa: TJa3Hoe JHO B HOPMeE, Kara-
PaJIbHBIN KOHBIOKTUBUT.

Koncyupranus sugokpusosora: auddysHsiii 300 I cremne-
HU, 9y TUPEO3.

Ha ocHoBanunu skano0, JaHHBIX aHaMHe3a 3a00JeBaHus,
KJIMHUYECKOU KapTUHBI, JTaGOPATOPHBIX M WHCTPYMEHTAJb-
HBIX METOJ/IOB UCCJIEOBAHUS BHICTABJIEH MATHO3: I0BEHUIIb-
HBI epMAaTOMHO3UT, IOJI0CTPOe Teuenne, 11 crenenu akTuB-
HOCTH, KOXKHBIIT CHHAPOM (MapaopOuTaIbHast TUIOBAst dPUTe-
Ma 1 OTeK, CHMIITOM [OTTpOHa, JTMBE/10-BACKYJIUT, F€THOTPOTI-
Hasl CBIMb), MOPAXKEHUE MPOKCUMAJIBHBIX MBI TLI€YeBOTO
nosica u Oeziep, IJIOTKH, TOPTAHU, MHUOKAPJUT, TIOBEPXHOCT-
HBIT KaTapaJIbHBIN rACTPOILYO/ICHHT, TETIATHT.

Jleuenue: mnpennusosnion 1 Mr/Kr/cyr. MeTOTpeKcar
10 mr/m2 1 pas B He/le 110, KAPAMOIIPOTEKTOPDI, FeMATOIPOTEK-
TOpHI, hosIreBast KUCJ0Ta 2 MT/CyT.

Ha done Teparmin nocTenenHo yayqinmioch obiiee camo-
gyyBcTBre. CaMOCTOSITE/IbHO Havasl BCTABaTh C MTOCTEJH, TIPH-
ceaTh, BOCCTAHOBUJIMCH TOXOIKA W Pedb. YMEHbBIIUINCH
MPOSIBJIEHIST KOKHOTO cuiapoMa. COKpaTuiach /10 HOPMBI
JIeBast rPaHmIa CePAEYHOI TYIIOCTH, TOHBI cep/iiia boJiee 3Byd-
uoie. YCC — 92 B 1 Mmun. Pazmepsl nmeyenn MpuIIn K HOpMeE,

Oc06EHHOCTBIO JIAHHOTO KJIMHUYECKOTO CIIydast sIBJISIETCSE
TUNNYHAS KJIMHUYECKast KapTuha nozgoctporo tevenus 1O/IM.
Opnako He3HAHNE U HEJOOIEHKA SIBHBIX KJIMHUYECKUX CHM-
NTOMOB 3a00JI€BaHs IPUBEJIA K OIIMOOYHOMY JAUArHO3Y.

Taxkum 06pasoM, pejikast PaclipOCTPAHEHHOCTD B OILYJIsi-
mun 10/IM, nesnanue KIMHUKA U HArHOCTHYECKUX KPUTeE-
pHeB, HelpaBWJbHAs TPAKTOBKA CHMITOMOB IPUBOIAT K
JMATHOCTMYECKUM ONIMOKaM Ha PaHHUX CTaausX (HOpMUPO-
Banust 3a6oseBanust. [Iporaoz FO/IM Bo MHOTOM 3aBUCUT OT
CBOEBPEMEHHO HA3HAYEHHOII ATOreHeTHYeCKOi Teparun.
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NOTUSA:  KAWH. PYK-BO, 2-e M34., MOA4 ped. akagemuka

I.l. Haranb4yeHko
A3 «JlyraHCbkunin oep>XxaBHUI MEANYHNI YHIBEPCUTET», YKpaiHa

IOBEHIJIbHUA AEPMATOMIO3UT: TPYAHOLLI AIATHOCTUKU

logy. — Published Online: 13 Dec. 2005. — P. 259—271.

Pestome. t0BeHinbHNit gepmatomiosnt (KOOM) Hanexutb 40 ophaHHnX 3axBoptoBaHb. MabyTb, LM NOACHIOKTHCA 6araTo4nCcenbHi NOMUIKN NiKapis Pi3HUX
cnewjianbHOCTEN HA NOYaTKOBOMY eTani Moro hopMyBaHHA. Y CTaTTi BUKOPUCTAHO Cy4acHi nitepatypHi aaHi 3 npo6nemu OOM, HaBeaeHo Knacudikatito, a
TaKoXX 0COONMBOCTI KNiHi4HMX BapiaHTiB nepebiry HOLM, nabopaTopHoi AiarHOCTUKW, HAmaHO AiarHOCTMYHI KpuTepii. puBeAEHO KMiHIYHWMA npuknag
KnacuyHoro nepe6iry OOM, sxknit 6yB po3uiHEHWIA K aTOMiYHNIA AepMaTUT Nikapamu nepBuUHHOI naHku. MporHo3 tOLM Ta edheKTMBHICTb NiKyBaHHS 6araTo B
4OMY 3aNeXMTb Bifl CBOEYACHO NPWU3HAYEHOI NATOreHeTUYHOT Tepanii.

KntovoBi cnosa: toBeHiNbHUIA AepMaToOMio3nT, AiTh, mionarii.

JUVENILE DERMATOMYOSITIS: DIFFICULTIES IN DIAGNOSIS

G.l. Natalchenko

Sl «Lugansk State Medical University», Ukraine

Summary. Juvenile dermatomyositis is related to orphan diseases. This explains the numerous medical errors of health-care providers of different specialties
at the initial stage of the disease development. Review of recently published information on the problem of juvenile dermatomyositis, the classification of the
diseases, as well as features of clinical variants of juvenile dermatomyositis course and its laboratory diagnosis, diagnostic criteria for the disease are pre-
sented in the article. Clinical case of typical course of juvenile dermatomyositis considered as atopic dermatitis by primary care physicians is reported.
Prognosis for juvenile dermatomyositis and its treatment efficacy depends on timely administration of appropriate therapy.

Key words: juvenile dermatomyositis, children, myopathies.
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