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Pestome

B cratbe Ha OCHOBAaHUM JHTEPATYPHBIX JAQHHBIX MPEACTABICHO ONMUCAHHE MEPBHYHOIO (MAMOMATHYECKOTrO)
cunapoma Buccnepa-®ankonn (CBD) y nerei, a Takxke 1aH aHaIH3 COOCTBEHHBIX HAOJIOACHNIT MAlHEHTOB C
CB®, naxoauBmUXCs Ha CTAllHOHAPHOM JICUEHHH B AETCKOM oTAeneHuH Muctutyra peBmaronorun PAMH
¢ 1988 mo 2002 1.

Heus. IIpencTaBuTh KITHHUKO-1a00PaTOPHYIO XapaKTEPUCTHKY, TEUSHUE H 3BOIIONUIO 3a00JIeBaHuUs y OOIBHBIX
¢ nepsuuHeiM CBO.

Marepuai u metoabl. 48 0-Hbix ¢ CB® B Bo3pacre ot 1,5 no 15net (cp. 8,343,8 ner), 22 neBouku, 26 Manbyu-
KOB, C IaBHOCTHIO 3a00JieBaHusi OT 3 He. 10 5,5 net. JIMUTeIbHOCTh Hab01eHns cocTaBuia oT 1o 15 jer.
Pesyabrarel. KnnHuueckas xapTuHa BKIOYana guxopaiaky y 100% manmeHToB, monMmMOp(HYIO CHINb - Y
95,8%, aprpanrun y 87,5% nereif, apTputhl - 64,6%, Muanruu - y 33,3%. V 40 nmanueHToB ObLIH yBEINYCHEI
nuMdoysnsl, y 39 - nedens (ot 110 9 cm), y 18 6-HBIX OTMeuanach TpaH3UTOpHas runeppepmeHTemus. Pa3me-
PBI CEIe3€HKH TPEBBIMIAN HOPMY Y 21 pebeHka. 8 6-HBIX )KaJlOBaIUCh Ha 60U B XKMBOTE, 6 - Ha 6OJIb B TOpIIE.
Cepo3uThl (epuKapauT, IIEBPHT, CTEPUNBHBIN IEPUTOHHT) onpenessuiuch y 31,3%. Vi3MeHeHUs B KpOBH ObI-
IIH TIpeJCTaBlIeHb! Jeiikonuto3oM y 93,8%, n/s casurom - y 79,2%. IloBTOpHBIE IOCEBEI KPOBH HAa CTEPHIIb-
HOCTB OBUIM OTPHLIATEIbHBIMHU y BceX 43 00cne1oBaHHbIX O0NMBHBIX. 79,2% neTeil UMeTn MOHOLMKINYECKOE Te-
yenue CB®, nomunuxinngeckoe - 20,8%. bonpmuacTBo momydanu antubuotuku u HIIBIT 6e3 adpdexra. T'K
6b1m HaszHaueHB! 89,6% OONBHBIX M IPHUBEIH K IIOJHOMY PErpeccy KIMHHYECKUX NMPOSBICHHH M HOpMalu3a-
uuu naboparopHbix nokasareneid. BIIBII ucnonp3zoBanuck y 26 nanueHtoB (16-mMeroTpekcar, 8- XMHOJINHOBBIC
npenaparsl, 2- a3aTHONPUH). JJIUTEIbHOCTh KATAMHECTHYECKOr0 HaOmoAeHus y 35 00abHBIX cocTaBmia oT 1
o 15 ner (monoBuHA U3 HUX Habmoamuck 6onee S5 er). Ha MOMEHT mociae HEero BU3UTA HU y OJHOIO Malu-
€HTa He BBIABJSUIMCH KaKHe-T1M00 MpHU3HAKH 3aboneBaHus. 19 4yen. He monyyaiay JeuyeHUs B TEUEHHE JTHTENb-
HOTO BPEMEHH.

BbiBoa. [lanubiit BapuanT CB® y neteld MOXET paccMaTpUBATHCS KaK CAMOCTOATEIbHOE (MIMOMATHYECKOE)
3a00JeBaHie ¢ 6JIarONPUATHBIM IIPOTHO30M, 3aKaHUMBAIOIIEECs] IONHBIM BBI3JOPOBICHHEM.

KnoueBbie crnoBa: sduonamuyeckuii cunopom Bucciepa-@ankonu, ouggepenyuanvhaa ouacHocmuxa, ieye-
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HUe, UCXOObL, HEEHUNbHBLI UOUONAMUYECKUL apmpum

Cungpom Buccnepa -®ankonn (CB®) mpencrapuser coboit
CHUMIITOMOKOMIUIEKC, BKJIIOYAIOIIHWN JHMXOPAAKy, ChIIb, apTPaJIru{
WM HECTOMKHN apTPUT, TeNaTOCIIICHOMETaNIo, TNMdaneHonaTHo,
CONPOBOXJIAMOMHUIICSA TEHKOINTO30M CO CIBHIOM BIICBO, yBEJIHUE-
Huem COD u aHemueil. IHOT]a UMEIOT MECTO CEPO3UTHI (TLUIEBPUT,
MEPUKAPIMT, ACENITUYECKUI EPUTOHUT). DTO OCTPOE BOCIIAIUTEIIb-
HOE COCTOSTHHME Y JIETeH, MaJlo 3HaKOMOE He TOJBKO BpadaM OOIIero
npoduiIs, HO U MeANATPAM-PEBMATOIOTaM, K KOTOPBIM, B KOHCUHOM
uTOre, OOBIYHO MOMAaJaeT MaUeHT ¢ TAKUMH cuMIToMaMu. Hepenko
JJaHHOE COCTOSHHE TPAKTYEeTCsl KakK JINXOpajKa HesICHOTO reHe3a, 01-
HaKO BBIXOJMT 3a PaMKH mociefHelt. K peBMaTosory Takoi nannueHt
[OMajaeT HHOT/iA JIUIIb CIIYCTs. HeJelIH, MecsIbl i bosiee oT aedoTa
6oJie3HHU, MPOiias HEJerkuil MmyTh AMATHOCTHKH B OTICICHHAX pas-
IUYHOTO NpouiIs (MHGEKIHOHHBIX, COMAaTHYECKHX, HEBPOJIOTH-
YECKHUX U T.JI.)

Tepmun CB® 6but 00603HaueH B JIUTEpaType MOCIE TOro, Kak
cnayana H.Wissler, a 3arem G. Fanconi BmepBble IpeACTaBUIN
COOTBETCTBYIOIIHE OMUCAHHUS.

Anpec: 115522, MockBa, Kamupckoe mi., 1.34 A.
I'Y Uncruryr pesmarojaorun PAMH
Ten. 114-44-64.

B 1943 r mBelinapckuil mexuatp H.Wissler oxapakrepuzoain
"subsepsis hyperergica" kak XpOHHYECKOE CENTHYCCKH-THIIEPEpru-
yeckoe obIee 3a00eBaHNe JeTeil ¢ KOXKHBIMH aJNICPTUYECKUMH H3-
MEHEHHSMH, MPOABIAIONICECS HHTEPMHTTHPYIOLICH JTUXOPAIKOH ¢
03HOOAMM, JIETy4YHMMH OOJSIMH B CyCTaBaX HEPEJKO C UX INpPHUITyX-
JOCTBIO, KOXHBIMU CBHIMSIMH, IOAKOXHBIMH Y3IIaMH W IPHUITyX-
JOCTBIO MATKHUX TKaHEH, MHOKapANTOM, HEPUKAPUTOM, yBEINYCHH-
eM TuM(OY3I0B, MHOTJA CEIC3CHKH, JCHKOLUTO30M CO COBHIOM
BiIeBO. Bone3Hs Habmomanach MpeMMyNIECTBEHHO Y AeTeil paHHEro
Bozpacta [1,2,3]. VMeromuecss paHee B IUTEpaType ONMHCAHUS HdaH-
HOTO COCTOSIHUS OBUTH €AMHUYHBIMY U HE IPEACTABIISUIN €ro MOJTHO
xapakrepuctuku (Fykow, 1929; Nowak, 1942; E.Uhse, 1943).

B 1946 r G.Fanconi HaGnronan aereil, UMEIOIUX ATUTEIbHYIO
MHTEPMUTTUPYIOLIYIO JINXOPAAKy U IOCTOSHHO PELUANBHPYIOIINE
CBHIIIM Pa3NMYHOI0 XapakTepa, HEHTPOQWIBHBII JTEHKOLUTO3 O
CIIBUTOM BJICBO, HHOT/Ia - BOBJICYCHUE CEPALA, yBEIHUYCHHE JIUM(O-
y3JI0B. ABTOp mpejanosiaraji, 4ro "...B OCHOBE 3a00JIEBaHUS JICKUT
CPaBHUTEJBHO Jerkas OakTepuanbHas JUCCEMHHALMs, KOTOpas He
yJIaBJINBA€TCS NIPH MOCEBE KPOBU, HO BBI3BIBACT OIPENECICHHYIO all-
neprudeckyto peakuuio..." G.Fanconi Ha3Ban 310 coctosiHHe "MOI0-
CTPBIN ajuIeprudecKkuii cencuc" v NpeacTaBuil ero ONUCaHue B MEJIu-
nuHCKOU jureparype [4,5]. JeiicTBUTENbHO, KapTHHA 3a00JIeBaHUS
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10 BCEM INPOSIBJICHUSAM HAallOMHHAJIa CENTHYECKOE COCTOSHUE, OJHA-
KO IIPU 3TOM HE yJaBaJOCh BBIACIHUTH U3 PA3IIHYHBIX Cpe] OpraHu3Ma
KaKoro-au0o Bo30yauTens, H IpU 3TOM IOJHOCTHIO OTCYTCTBOBAI
3G GeKT OT MpUMEHEHHsT aHTHOAKTEepUANbHBIX MpenapaToB. B nanb-
HEHIIeM IPYTUMH aBTOPaMH JaHHbII (EHOMEH TpakTOBalCs TaKXe
KaK aJUIepru4ecKuil cyOCencuc, KOTOPbIH "...SIBISETCS THUIHYHBIM
Ul IGTCKOTO BO3pacTa paHHUM M He BHosiHE AH(depeHInpoBaH-
HBIM KOJUIar€HO30M, IPU KOTOPOM Ha MEPEJHHMH IUIaH BBICTYNAIOT
(yHKIHOHATbHBIE MMMYHO-aJUIEPTHUYECKUe HapylIeHUs. AJIepru-
YEeCKHI XapakTep HE MOJJICKUT COMHEHHIO, OJHAKO PEaKTUBHOCTH
BEIPaXKCHA CBOCOOPA3HO M OTIHYAETCS OT OaHANBHBIX alleprudec-
kux ¢peHomenos..." (b.Il.bpatanos, 1965). [Ipyrue yueHsie orMeya-
7H, 9T0 "y HEKOTOPBIX AeTell Hapsay ¢ THHHYHBIME Gopmamu (PA,
CKB wu zp.) HaOmojarTcs HEAOCTaTOYHO Au((depeHUupOoBaHHbIE
KOJIJTareHOo3bl, IPU KOTOPBIX HET COBOKYITHOCTH BCEX XapaKTEPHBIX
cumnromoB" (A.U.Hectepos, E.M.TapeeB u ap.). HexoTopsie aBTO-
pol cuutanu CB® nepexoaHoit 9BOIIOTHBHOM GopMoil KojutareHosa,
auddepeHnnanbHas IMarHoCTUHKAa KOTOPOTO NPEJCTaBIseT 3HAYU-
tenbHbIe TpyAaHOCTH (PJI. amOypr, 1963).

VYuureiBas 3acayru Bucciepa um PaHKOHM B ONUCAaHUU
CBOEOOPa3HOr0 CHMITOMOKOMILIEKCA Y AeTel, TaHHOe 3a00JIeBaHHe
nosy4uso Ha3Banue CB®. B unocrpanHoil nuteparype ynorpedis-
FOTCSI TAKXKE CIIENYIOLMe TEePMHUHBL: subsepsis hyperergica, subsepsis
allergica, pseudosepsis allergica, Wissler's allergic subsepsis.

Ilyonukanuii, nocesmenusix CB®, HemHoro. B psjge u3 HuX
IIPEACTAaBICHUE 3TOrO PEJKOr0 CHHAPOMA CBOAUTCS K OITHCAHUIO
€IMHIYHBIX HAOIIONCHHUN MM K XapaKTepUCTHKE HEOOIBIIOro YHC-
Ja nauuMenTos [6,7,8,9,10,11,12,13]. CornacHo auTepaTypHbIM JaH-
HeIM, B 40-50¢ rr mpomwtoro croineruss CB® auarnocuumpoBaics
kpaiine penko. Tak, Hanpumep, 3a 20 neT B knuHHKe Illopuxa Ha6-
monanock Beero 18 mereit. OnHako Mo Mepe 3HAKOMCTBA € JJAaHHOI
naronorueil yxe kx 1958 r H.Wissler umen B cBoeM apcenane 57 ciy-
yaeB. JluHamMmuueckoe HaOmroAeHne 32 OOJNILHBIMH MOKa3ajo0, 4To y 48
13 HUX HACTYIWJIO ITOJIHOE BEI3ZOPOBIICHHE H JUIIb Y 5 chopMupo-
BaJICA XPOHHYECKUU MONUAPTPUT. 4 mamuenrta ymepiu. ['mcromoru-
YecKoe HUcCIeoBaHKe, IPOBOANMOE P JICTATbHBIX HCXOAAX, BISB-
JSUI0 af€HONATHUIO, NMPOIH(Eepanuio PeTHKYIOIHIOTEIUs C BBIpa-
KEHHOH MakpogaraibHOH peaknHel, CBUAETENbCTBYIONIYI0 00 UM-
MYHOJIOTHYECKOH MepecTpoiike opraHm3Ma, KapTUHY TeHepalu3o-
BaHHOTO BacKynuTa. He ynaBanock 00HapyKHTh IPU3HAKOB KaKOTO-
100 CHCTEMHOTo 3a00JIeBaHHs, I'PaHyJIEeMAaTO3HBIX H3MEHEHHH, a
TakXKe CENTHUECKOro mporecca.

Enunnunbsie HaOmronenus CB® Owbinn ommcansl B cTpaHax EB-
pomnsl - Uexocnosakuu, ['JIP, @pannuu, Utanuu, bonrapun, I'epma-
Huu, [Tonsmie u ap. B aHrmo-amepukanckoii nureparype CB® ne
BBIICISAIHN B CAMOCTOSATEIBHYIO (hOPMY, €ro 10 HACTOSIIETO BPEMEHHU
OTHOCSAT K XPOHHYECKOMY I0BCHHIBHOMY apTpPUTY.

HexoTopble aBTOpBI YyTBEPKAAIOT, UTO AJIs IOCTAHOBKHU JIUAarHO-
3a CB® nocTtaTo4HO 4X THIHYHEIX IIPU3HAKOB: MTOJUMOP(HAS CHIIb,
BO3BpaTHAsi BBICOKAsS JIMXOpaJKa, JIEHKOUMUTO3 U apTpanruu [14].

B npexHue roasl cuutanoch, uro CB® sBnsercs npeporaTuBoit
MIPEUMYIIECTBEHHO paHHEro JeTCKOTO BO3pacTa, OJHAKO IO3JHEe
OBLIO 3aMEYEHO, 4TO 3a00JIEBAHUE MOXKET Pa3BUBATHCS Y IETEH B pas-
HBle Bo3pacTHbIe nepuoas! (oT 10 mec. 1o 12 mer) [8,12]. Omnmcan-
HBIIl CHMIITOMOKOMIIJIEKC BCTPEUAETCs TAKXKE U y B3POCIBIX IMallHCH-
TOB, OJHAKO OOJBLIMHCTBOM aBTOPOB OH pacLEHHUBAETCs Kak 0o-
ne3ub CTHIIa y B3POCIBIX, XOTS BKJIIOYAET B ceOs1 aOCONIOTHO Te XKe
CHMIITOMBI, KOTOpBIe onHcansbl y gereil mpu CB®, u Bo MHOTOM cXO-
JIeH C HUM 110 3BOJIOLUH U mporHosy [15,16,17,18].

B HacTosimee BpeMst cpeli peBMaTOJIOr0B IUPOKO 00CyXKaaeTcs
npobiaema Hozosoruyecko npunHamieskHoctu CB®. Pan aBtopos
nonaraiot, 4to CB® sBIsieTcst caMOCTOSATENEHBIM CaMOOTPAHNYHBA-
I0IIUMCS 3200JI€BaHUEM C BHICOKOH BEPOSTHOCTBIO MOJIHOTO BBI3JI0-
posiaenus [1,6]. lpyrue CKJIOHHBI CYUTATh JAHHBIH CUMIITOMOKOMII-
JIeKC JIHIIb Ae0I0TOM CHCTEMHOH (OPMBI I0OBEHUJIBHOTO MIHOIATU-
geckoro aprpura (IOUA). KaramHecTnueckoe HaOIIofeHHE 3a I10O-
JOOHBIMH OOJNBHBIMH II03BOJIMJIO BBIPA0OTAaTh HECKOIBKO MOAXOMIOB
K TpakTtoBke nuarHo3za CB®. Ilockonsky CB® xapakrtepusyercs
pa3INYHBIMI BapHaHTaMHU TEYCHUSI U HEOJAHO3HAUYHBIM HCXOIOM, yC-
JIOBHO MOXKHO BBIJEIHTH 3 €ro MOATPYNNEL: 1) IepBUYHBIA, Ha3BaH-
HBII HAMH HAHONATHYECKHM, C HCXOIOM B BeI30poBIcHHUE, 2) CBD
¢ ¢opmupoBaHHeM B mocienyiomeM cucreMHoil Gopmer IOUA, 3)
BTOPHUYHBIH, SBISIIOLIUICS peBMAaTHYECKON MacKoil apyrux 3aboie-
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BaHuii. Hame cooOuieHue MNOCBSIIEHO ONUCAHUIO HEPBHYHOIO
CB®.

Jlo Hacrtosmero BpeMeHu stuonoruss CB®, kak ¥ MHOTHX peB-
MaTHuYecKux 3abosneBaHuii, HensBecTHa. KapTuHa 60je3HH, KaK yxe
oTMedanoch, HanoMuHaet cencuc. Hepenko CB® paccmarpuBaercs
Kak ocobas (opMa MOCIETHEro C TPYAHO BBISBISIEMBIM BO30YyANUTE-
nem [1,19]. Tlo MHeHHIO psina UcclieAoBaTeNeil, NMPHU CUHAPOME al-
JepPruyecKkoro cybcercuca ciieayeT JymMaTb o "...JJaTCHTHOM M CKY/-
HOM 0aKTepHaIbHOM PAaCCEHBAHUU IIPH UPE3MEPHOIH almIepruiecKoit
OTBETHOM pEakIUU CO CTOPOHBI MakpoopraHusma" [8]. B moms3y
9TOTO CBUETENBCTBYET MHTEPMHUTTUPYIOIIAS JIMXOpajaKa, O3HOOBI,
JICHKOIIMTO3 CO CABUTOM BIICBO, B OTAENBHBIX HAOIOICHUIX OOHAPY-
KCHHE MHUKPOOPTraHH3MOB B IeMOKyIbType. OJHAKO OTCYTCTBHE Y
npeodaanarIero OOJbIIMHCTBA OOJIBHBIX MHKPOOOB B KPOBH H
JpYTux cpefax OpraHu3Ma, Kak 1 IHeMHYECKOTro o4ara i MCTOYHUKA
CeNTHLEMHH, PE3UCTEHTHOCTh K aHTHOAKTEepHANbHON Tepanuu, He-
peIKO MAaCCHBHOH, ¢ UepeJOBaHHEM HECKOJIbKUX BHAOB aHTHOUOTHU-
KOB, MOJIOKUTENbHBIN 0TBET Ha riokokopTHkouab! (I'K) nmosponuaun
¢ OOnbIION MONeH BEPOSTHOCTH OTBEPTHYTH POJIb MH(EKIUOHHOTO
B030yIHTENs KaKk HemocpeacTBeHHOH mpuunHbl CB®, HO, Tem He
MeHee, 00CYXIaTh ero TPHITEPHYI0 (YHKIHIO KaK CBOEOOPa3HOro
ajepreHa. B momb3y 3TOTO CBUAETENBCTBYET HEpEIKOe HallMdue
MpeIIecTBYOUIero HHpEeKIuoHHOTO 3aboneBanus (rpunmn, OPBU,
KunreyHas WHQeKus, 000CTpeHHe XPOHHYECKHX 0YaroB HHQeEK-
OUH) Iepel pa3sBUTHEM OCHOBHEIX cuMmntoMoB CB®. B kposu y
9THX JleTeil HHOTJa ONpeNeNsIOTCs MOBBIIIEHHBIE TUTPHl AaHTUTEN K
Pa3IUYHBIM BO30YIUTENSIM (HEPCUHUAM, XJIAMUAUAM, MUKOILIA3MeE,
ypearuiame, BUpycam DnurteiH-bapp u sHTepoBHpycam, KpacHyxe,
napsoBupycy B19, IMB u npyrum). Kpome MukpoOHo#, o6cysxaa-
eTcsl TaKXKe MUIeBasi, bUIBIEBAsl, ICKapCTBEHHAS U AP. CCHCHOMIN-
3alusg opraHusMa, npusozsmas k passuturo CB® [19]. CornacHo
HaOMIOJCHUAM Psifia HCCleqoBaTeael, IpU TIaTeIbHOM cOope aHaM-
He3a BBIACHSETCS, YTO HEKOTOPBIE MAIHMEeHTHl CTPAJaloT MOJHBaJe-
HTHOH ajuleprueil MM HMEIOT OTATOIICHHBIH ajuleproaHaMHe3 y
OnmIDKaiIIIX pOJCTBEHHUKOB. ABTOPBI HEKOTOPBIX ITyOMuKanuil pac-
CMATPHUBAIOT 3Ty MATOJOTHIO KaK OAHY M3 Pa3HOBUAHOCTEH JeKap-
CTBEHHOI Oone3nu [9,19], oqHAKO CTaHAAapTHBIE METOABI JECUCHUS
alIepruy OKa3bIBaloTca ManodpdeKkTHBHBIMH. B mutepatype
IpeICTaBICHBl HAOMIOACHHS O HEPEJKOM MOSBICHUU CHMITOMOB
CB® 0e3 onpeaeneHHbIX IPUYUH U Ha POHE MOJIHOTO 30POBBSI.

Yro KacaeTcsi KIMHUYECKUX MPOSBICHHUM, TO, COTTIACHO JIUTEpa-
TYpPHBIM JaHHBIM, OJHHM H3 OCHOBHBIX M 00f3aTENbHBIX CHMTOMOB
3a001€BaHUs SBISETCS 3HAYUTENbHOE IOBBIIICHHE TEMIEPaTypPbl
Tena. JImxopaaka ormeudaercs y Beex gereit ¢ CBD, HocuT rektuyec-
KUl MM MHTEPMHUTTUPYIOIMI XapakTep ¢ pasMaxamu ot 110 4°, ¢
MaKCHMAaJIbHBIM IIMKOM B HOYHBIE M yTpeHHHe dYachl. VHorma
TeMIepaTypa IMOAHUMAETCS B APYroe BPeMs CyTOK MIIH OCTaeTCs MoC-
TOSIHHO BBICOKOH (pucC.l), MOXET HepCHCTHUPOBATH OT HECKOJIBKUX
HeJlelb 10 HeCKOIbKUX MECAIEB, a HEPEAKO U305l IUXOPAAKH pe-
OUAUBUPYIOT B TEUCHUE HECKOJNBKHX JIeT [16]. JluxopamouHas peax-
s TPYAHO OTINYKMMA OT HAOII0JaeMOH IIPH CEICHCE, YacTO COIPO-
BOJKJIA€TCSI 03HO0AMH U OOUIBHEIM ITOTOOTSICHHEM IIPH CHIKCHHUU
TEeMIepaTypsl; KaKk MPaBHJIO, HE pearupyeT WM pearupyer HelocTa-
TOYHO U KPaTKOBPEMEHHO Ha )KapOIOHIKAIOI[UE CPEICTBA, HealeK-
BaTHO OTBEYACT Ha aHTHOaKkTepuainbHylo Tepanuioo. CocTosHuUE pe-
OeHKa MOXET OBITh TSDKENBIM, OJJHAKO Y psina AeTeil Ha oHe BhICO-
KOIf TemMIIepaTypHOil peakinu caMOYyBCTBHE He CTpaJaeT WiId OTMe-
YaeTcsl JINIIb JIETKOe HEIOMOTaHHe.

Topaxenue koxu npu CBD sBiaseTcs OJHUM U3 KapJAUHAIbHBIX
MPHU3HAKOB U XapaKTEPU3yeTCs] BBIPAKEHHON MOIUMOP(HOCTEIO.
ChbIllb MOXXET ObITh MATHUCTOM, NMATHUCTO-NANYJIE3HON, JIMHEHHOH
(opMBI ¢ pa3zMepoM 3JIEMEHTOB OT TOYCUHBIX IO KPYIHBIX , CIHB-
HOMW, CKapJaTHHO- MM KOPEnoJOoOHOW, YPTUKApHOM, penKo aHHY-
JSpHOH, dpuTeMaTo3Hoil. ChHINb HcYe3aeT IIPH HaJaBIMBAaHHH, OT-
MeuaeTcs MOJ0XKHUTENbHBIH cuMnToM Kebnepa (mosiBieHHe WK ycu-
JICHHE CBHIIHN IPH MeXaHHYecKoM Bo3aeiicTBuu). Kak mpaBumio, Kox-
Has CHMITOMAaTHKAa COIPOBOXKJAeT aKTHBHEIM Iepuon 6oie3HH,
MaKCHMaJIbHO MPOSBISETCS Ha BBICOTE TUXOPAJKU, HE COMPOBOXK/Ia-
ercst 3ynoM. Hepenko kojkHble M3MEHEHUs HANOMHHAIOT aljepru-
4ecKyl0 KpalnuBHHIy, HaOJIONAIOTCS [aXe aHTHOHEBPOTHYECKHE
OTeKH [8], MHOrIA JIETH JKAIYIOTCS Ha 3y, oAHaKo 3(¢deKT oT npu-
MEHEHHUsl IPOTHBOAUIEPTHUECKUX IpenapaToB oTcyTcTByeT. Omuca-
HBbI €MHUYHBIE CIIy4al MOSBICHHS y3lnoBaTol sputeMsbl [8]. Peaxo
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BCTPEYAIOTCA TeMOPPArHYCCKHE JIEMEHTBI, KOTOPBIE UMEIOT CBOH
0COOCHHOCTH: HET XapaKTEepPHOH CTaJHHHOCTU NPOLECCa, BBICHINA-
HUS OBICTPO HMCYE3aIOT JaKe IPU OTCYTCTBHUH cHenH(HUECKH Hall-
paBieHHOI Tepanuu. Tem He MeHee y ITHX JeTeil HeOOXOJUMO HCK-
JIF0OYaTh TE€MATOJIOTHYECKYIO MaTONOTHI0. MecTa JIOKaau3auu KOoxX-
HBIX 3JIEMEHTOB MOTYT OBITh CAMBIMH Pa3IUYHBIMH - TYJIOBHUIIE, KO-
HEYHOCTH, PEXeE JIMIO U CIU3UCThIe 000JI0UKH, PEAKO OOHAPYKUBa-
ercst dHaHTeMa. ChIIb MOTHOCTBIO McUe3aeT [0 Mepe CTUXAHHS OC-
HOBHBIX CHMIITOMOB 0OJI€3HHU, HE OCTaBIss ClIeloB Ha Koxke. OngHa-
KO, eclH 3a0oJieBaHUE PELHIMBUPYET, OHa MOXET Jep)KaTbCcsi Hec-
KOJIBKO MecsieB. MHorna HaOmronaeTcss MepHOPOUTANBHEIH OTEK U
THIIEpeMHUs BEK, 9YTO B COBOKYNHOCTH C IPYTMMH CHMIOTOMaMH 3ac-
TaBJIIET Bpadell HCKIIOYATh Takoe 3a0oJieBaHHE PEBMATHUECKOTO
Kpyra, Kak JepMaTOMHO3UT. BerpeuaroTcs Takxke JIOKaJIbHbIE IPUITY-
XJIOCTH MATKHUX TKaHEH.

ApTpaIruy WM apTPUT, pa3BUBAIONINECS Y IeTeH B OCTPBIN MEpH-
0J1, SIBIIOTCSA IOBOAOM Ul OOpaIleHUsl K PeBMATONOTY. APTpanruu
Ha0MoaI0TCsl y OONBIIMHCTBA AETeH, BCTPEUAIOTCs dYalle, 4eM apT-
puThl. bonu B cycraBax HOCAT MUTPHUPYIOIUMN XapakTep, pa3jIuyHON
MHTEHCUBHOCTH - OT €/1a00 BBIPAXKEHHBIX JJO CHIIBHBIX, TPEOYIOIIUX
IMPUMEHECHUS aHAJUTHYECKUX CPEACTB, MOTYT OBITh KPATKOBPEMEH-
HBIMH HJIM COXPAHSTHCS B T€UEHHE ATHTENBHOTO cpoka. bomu ycu-
JHUBAIOTCS IPH MOABEMAaX TEMIEpaTyphl, JTOKATH3YIOTCS B Pa3HBIX
CyCTaBax - KOJEHHBIX, TOJICHOCTOIHBIX, Ty4e3alsCTHIX, IOKTEBBIX,
MEIIKUX CyCTaBaxX KACTeH, MIeHHOM OT/ele I03BOHOYHHUKA H Ap. ApT-
PHUTBI OTMEUYAIOTCS peXKe, HHOIa COINPOBOXKIAIOTCA BbIPaXKEHHBIMH
9KCCYAAaTHBHBIMU IPOSBICHUSIMH, OJHAKO OHH KPaTKOBPEMEHHBI,
ObICTPO KYNHMPYIOTCSl Ha (OHE aJeKBATHOTO JICUEHHS, HE OCTaBIAA
mocie ceds Kakux-amubo aedopManuii uiap HapyumeHus (GYHKIHH
cycTaBoB. UHCIIO BOBICUCHHBIX CYCTaBOB OTPaHMYCHO, CyCTaBHOU
CHHIPOM, KaK IPAaBHUJIO, HE HOCHT XapaKTepa MOIHAPTUKYISIPHOTO.
MoryT 0TMe4aThCsl MHAITHH PA3InYHON JIOKAIN3alu1, eCTh Ha0mo-
JIeHHsI, CBUAETEIbCTBYIOIINE O Pa3BUTHUH Hapsay ¢ OONsIMHU BBIpa-
KEHHOW MBIIIEUHOH CIa00CTH.

IIpu CB® B mpomecc BOBIEKAIOTCS OpPraHbl PETHKYJIO-dHIOTE-
IHanbHOM cucTeMbl. Ompenensercs yBeaHdeHHE TUMGBOY3IOB pas-
JIUYHBIX TPYNIL: MICHHBIX, IOMYETIOCTHBIX, MOIMBIMIEYHBIX, aXo-
BBIX, KyOMTAIBHBIX, BIUIOTh 10 BHYTPUOPIOLIHBIX, KOTOPBIC BBISABIISA-
10TCs IpH Y3 HCCIIeIOBaHUH U JOCTHTAIOT pa3MepoB 1-4em. Jlumdo-
y31Ibl 6€300JIe3HEHHEI, JJTaCTHYHBI, HE CIASHBl C OKPY)KAIOIUMH
TKaHsMH. B psije HaOmroeHnit 3HaYNTEIFHOE YBEIHICHUE Pa3MEPOB
TUMGOY3T0B CIYXKHMIO NPUYUHOW AT NpOBeACHHs OHONICHU C
LEJbI0 HCKITIoUCHUS TuMorponndepaTuBHOro 3aboneBanus. ['ena-
TOJHCHANBHBINA CHHIPOM IIPEJCTABICH yBEIHUCHUEM IICUCHU OT He-
60JIBIION Pa3MepoB 10 3HAYMTENBHON remaromerainu (4-6 cm u 6o-
nee M3-1oJ Kpas peOepHOW Ayru), HHOTJA CONPOBOXIAIOLICHCS ee

Pucynok 1
TEMIIEPATYPHAS KPUBAS BOJIBHOI'O C CB®

00JIe3HEHHOCTBI0. Pa3Mepsl cene3eHku yBelauuuBaroTcs pexe (1o 1-
4 cM), 110 HEKOTOPBIM JaHHBIM CILICHOMETATHs HaOII0aeTcsl B UCK-
JIIOYUTENBHBIX CITydasx [4].

VY psnma nereil oTMedaeTcs BOBJICYEHHE CEPO3HBIX 000JI0UEK ¢
pa3sBHTHEM MEpPHKApANTA, IUIEBPHTA, ACEITHYECKOTO IEPUTOHUTA,
HPOSIBIICHHUST KOTOPOTO YMEPEHHbIE MM BBIPAXKCHHBIC, MHOIZIA BO3-
HHUKAIOT MPHCTYNOOOpa3Hble OOJIN B XKUBOTE.

ITpu CB® BHyTpeHHHE OpraHbl MPaKTHYECKH HE IOPaXKAIOTCS.
OmnucaHbl INIIb eAUHUYHBIE CIyYal Pa3BUTHS MHOKApAUTA, ITHEB-
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MOHHH, HEBPOJIOTUYECKUX NPOSBICHHH (IapecTe3HH, TPEeMOp KO-
HEYHOCTEH, Mmape3 JUIEBOro HepBa M Ip.) U ICUXUYECKUX Hapylle-
HUH (4yBCTBO CTpaxa, OMyIleHHe IPUOIIDKEHHUS IPUCTYIIOB, dH}o-
pusl, HapyLIEHUE CHA, JeTPEeCcCHs, pacCTPOIICTBO BHUMAHUS U MaMs-
1) [7,8]. K apyrum JoCcTaTodyHO pEeIKMM CHUMIITOMaM, BCTPEYaro-
mumest ipu CB®, M0OXXHO OTHECTH KOHBIOHKTUBUT, CKJIEPUT, 00JIb B
ropie, 00nb B SMYKAaX, OTEK MOIIOHKH, CHANAJICHHUT, occairuu. B
OCTPBIH MEpPHOJ BBIPAXKEHBI OOIHE CUMIITOMBI HHTOKCHKAIIMU, MO-
JKEeT Pa3BUBATHCS NOXYHAHHE.

OcHoBHBIMU J1abopaTOopHbIMU Npu3Hakamu CB® sBisiorcs Ha-
pacraromas anemus (mmxke 100 r/m), yBemmuenme COD no 50-
70mm/uac, neitkounto3 10 40-50ThIC. ¢ MANOYKOSIIEPHBIM CABUTOM
10 20% u Oolee U MOSBICHUEM IOHBIX KIeTOK. OTMEUaroTcsl Takxke
00IIeBOCTIAUTENIFHBIC TeMAaTONOTHIECKUE PEaKIUH B BHAE IOBHI-
meHust ypoHs cepomykouna, CPB, IIMK, ummyHOrnoOyiauHOB.
O6napyxenne AH® u PO nexapakrepHo. MoryT onpenenstbes He-
PEe3KO BBIPAXKCHHBIC H3MECHEHHUSI B MOYEBOM OCAJKe, TPAH3UTOPHOE
MOBBHIIIEHHE YPOBHS NIEYSHOUHBIX (epMEHTOB.

HecoMHeHHBIH MHTEpeC NPEACTaBIAIOT PabOTHI, Kacaroliuecs
HU3YYEHUs! TEHETHUYECKOH MNpeapacoyoKeHHOCTH O0oibHbIX ¢ CBO.
Tak, cornacuo ganubiM E.C.2Kono6oso#, y nanuentoB ¢ CB® BbI-
SIBIISIETCSL BBICOKAsl 4acTOTa rOMO3MroTHocTH mo DR anTHrenam
(50%), sBnstomascs OCOOCHHOCTBIO 3TOro 3aboneBanus. OgHAKO
aBTOpOM OOHapyXeHbl HEKOTOphIe OOIIHMEe MapKephl Cpelu aHTHIe-
HOB rucrocoBMectumoctu 1 kiacca (HLA A10, B14, B16, B27) u 1l
knacca (DRBI-11) kak y 60mbpHEIX ¢ cucteMHOil dopmoii IOUA,
umeroriero B nedrore CB®, tak u npu CB®, KoTOpHIil B HanbHEii-
meM He TpanchopmupoBancs B FOMA. B To xe BpeMst acCOI[HaUU C
DRB1-08 u DRB1-09, xapakrepusie ans IOUA, y 6onbHbix ¢ CBD
He BblsiBiIeHBI. IlodydyeHHbIE JaHHBIE Al OCHOBAHUE aBTOPY I'OBO-
PUTH O POACTBEHHOCTH, HO He ToxaecTBeHHocTH CB® u cucremHo-
ro Bapuanta FOUA, nebrotupyrouiero ¢ CBD [20].

Kaxk noka3bIBaeT onbIT, HCTUHHBIN WK nepBu4Hblit CB® He oT-
HOCHUTCSl K YHCIIy XpOHHYECKHX 3a0oseBaHuii. B GonbmMHCTBE Cily-
4aeB BCS CUMIITOMAaTHKA OIPAaHMYUBAETCS OJHOKPATHBIM 3MU30][0M,
1 peOCHOK MOJIHOCTBIO BeI3AopaBnuBaeT. OgHako Teuenue CBO Ba-
puabesNbHO, CUMOTOMBI 3a00JI€BaHHS MOTYT HNEPHOAMYECKU IIOSB-
JIATbCSA HAa NPOTSDKEHMU PALA JIET U Ja)Ke BO B3POCIOM COCTOSHHM C
MHTEpBaJaMU MEX[y IPUCTYyNaMH OT HECKOJIBKHMX MECSIEB U Jaxe
et 10 OoJiee 3HAUMTENBHEIX TPoMexkyTKoB (10 u 6onee iet). Onuce-
BAIOT CJEYIOLMEe BAapUaHThl TeueHHUs 3aboieBaHus: 1) MOHOLMK-
JUYHOE, 2) HOJUIHKINYHOE C IOBTOPEHUEM CHCTEMHBIX MPH3HAKOB
0e3 GpopMUpOBaHUS CTOMKOTO CYCTaBHOTO CHHApPOMA, 3) MOHOIIMK-
JIUYHOE HIH MOJUIUKINYHOE ¢ (HOPMHPOBAHHEM XPOHHUIECKOTO
CyCTaBHOI'O CMHJApOMa B AanbHeimem [21]. Ha Ham B3rusa, nocien-
HUIl BapHaHT NpPEACTaBIsET CO0OIl HE YTO WHOE, KAaK CHUCTEMHYIO

Pucynok 2
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dopmy FOMA. Takast BapnaOenbHOCTh TEUEHUS U IPOTHO3a 3aboiie-
BaHUs IpUBeNa K pa3HOH TpakToBKe 0one3HH. OJHU aBTOPHI CUHTA-
10T CB® oTAenbHBIM CaMOCTOSATEIbHBIM 3a00JI€BaHUEM C OJ1aronpu-
ATHBIM IPOTHO30M [1,6], Ipyrue OTHOCAT €ro K AeOIOTY CHCTEMHOM
¢dopmsr FOMA, HanbGonee cepbe3HOro B MPOTHOCTHYECKOM OTHOIIE-
HUU BapuaHTa apTputa [22]. OTauuuts nocineaHioo ot CB® Ha nep-
BBIX JTamax HaOMIOJeHUs KpaiiHe TpyaHo. OCOOEHHOCTBIO CHCTEM-
Hoit popmer FOUA, umeromero B aebiote CB®, cieayer cuutarh
¢dopmupoBaHue Goliee CTOWKOrO apTpUTa, HEPEAKO MPUBOAALICTO K
WHBAIMIN3AIUH BCIEJICTBHE IIOPaXXEHUS OIOPHO-IBUIATEIBLHOIO
anmapara, a TaKKe HeyKJIOHHO€ MpOorpeccHpoBaHMe 3a00I€BaHUS 1
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TOPIHIHOCTD K 1edeHH10. CaMbIM I'PO3HBIM OCJI0KHEHHEM ITOr0 Ba-
puanTta IOMA sBisercs aMHIOH03 BHYTPEHHHX OPraHOB, IPEXIe
BCEro MOueK.

Bepudukanuss CB® mpencrapisiet onpeneneHHbe TPYIHOCTH.
CB® siBisieTcsi IMarHo30M HMCKIIOYEHHS. JJHarHOCTUYECKUI MOUCK
HIPOBOAMTCS MOJ (pJIaroM JINXOPaJKH HESICHOTO IeHe3a U MPUBOIUT K
HCIIONIb30BAHUIO PA3HOOOPA3HBIX JTHATHOCTHUECKUX MPOLELYp: Tec-
THUPOBAHUE CPE OPTaHU3Ma Ha pa3IHYHble HHPEKIHOHHBIC areHTHL,
0aKTepHOIOTHIecKOe HCCIEIO0BAHUE KPOBH, IOBTOPHBIC OHOICHU
KOCTHOTO MO3ra, THM(OY3I0B, PEHTTCHOJIOTHYECKUE UCCICAOBAHMS.
Takast TakTMKa OIpaBJaHa, MOCKOJbKY HEpEIKH CilydaH, KOrja
CB® oxa3bplBaeTcs JIUIIb NMPOSBICHUEM HJIN PEBMaTU4ECKOH Mac-
KoM pyrux 3abosieBanuii. K umcity Takux cOCTOSHUIM ClleyeT OTHeC-
TH: CEIICHC, HHPEKIMOHHBIE IPOLECCH Pa3IMYHON 3THOJOTHU (KHU-
IIeYHBIe, BUPYCHBIC, XJIaMUIUHHEIE U Jp.). Tak, HanpuMmep, HPOsB-
JICHHUS TeHEepalN30BaHHON HEPCHHHO3HOH MH(GEKIHH MOTYT OBITh
uneHtnunsl kapruae CB® [23]. B atom ciydae 1oBonbHO 3¢ dex-
THUBHBIM SIBIISICTCS JICUCHHE AHTUOMOTHKAaMH (JIECBOMHIETHH, Ked-
30J1, TEHTAMUIMH U Op.), B TO BpeMs kak npu CB® nocnennue He
OKa3bIBAIOT IIOJIOKHMTENBEHOIO BO3JAeHCTBHA. I'emMaTooHKOIOTMYEC-
KU TpolecC ¥ COTHMIHBIC OIYXOJH: JICHKO03, TUM(OTpaHyIemMarTos,
HelipoOinacroma, PNET -rpynna npuUMHUTHBHBIX HelposkTonep-
MaJbHBIX OIyXOJeH, 3l0KauecTBeHHass (UOPOrHCTUOLUTOMA U IP.
HOBOOOpA30BaHUS TAKXKE MOTYT COIPOBOXKIATHCS OOIIeBOCHANU-
TeJILHBIMH peakiuaMu opranusma [24,25]. Heobxoanmo Takxe UCK-
nroyaTh TyOepKyJIe3Hylo HH(EKIHI0, JEKapCTBEHHYIO alIepruio.
Hepenko nu¢depeHnuanbHy0 AUATHOCTHKY MPUXOAUTCS MPOBO-
JUTB U ¢ 00JIE3HSIMH PEBMAaTHYECKOTO Kpyra, TAKUMH KaK CHCTeMHast
¢dopma IOUA, CKB, nepMaTOMHO3HUT, CHCTEMHbIE BacCKyIHTHI (00-
ne3nb KaBacaku, remMopparudeckuii Backynut). OTaenabHbIE UCCIe-
noBarenu npoBoAsT aHanoruio CB® co cpequ3eMHOMOPCKOH TNXO0-
pafKoi WM IepHOAMYECKOH 0O0TEe3HBIO, YUUTHIBAS MEPHOJUIHOCTH
NPHUCTYIOB B TEUEHME JUINTENBLHOIO BpeMeHH [8,16].

B nurepatype umeercs omucaHue psaa peakux 3abosieBaHuUi,
XapaKTEepU3YIOMHUXCS MePHOTHISCKUM JINXOPATOUYHBIM CHHIPOMOM
u HanoMuHaromux CB® [26].

OcuoBuble npuHOuns! Tepanuun CB® y nereil cBoaATCS K KyIH-
POBaHHIO OCTPBIX NPOsABICHUN. ONBIT MOKA3BIBAET, YTO IPUMEHEHHE
HECTEPOUIHBIX IMPOTHBOBOCHAIUTENbHBIX HpemnapaTtoB (HIIBII) u
JKapOIIOHMKAIOIINX CPEACTB, KaK IPaBUIIO, HE IPUBOIUT K KyIHPO-
BaHHUIO CHMIITOMOB, a TOJBKO JIUIIb K HEKOTOPOMY OOJIETYEHHIO COC-
TOSIHHSI M HEJJONITOBPEMEHHOMY CHIDKEHHIO TeMiepaTypsl. [Iporuso-
aJIepruyeckye Npernaparsl, Kak H aHTHOMOTHKH, HEe OKa3bIBAIOT I10-
JIOKUTEJLHOTO BO3/ACHCTBUS, HECMOTPS Ha OOJIBLIOW CHEKTP U JIU-
TENIHOCTh NPUMEHEHUs mocieaHux. CaMbIMU 3QOCKTUBHBIMHU 10
Hacrosmero BpeMeHu ocraiorcs 'K, crmoco06sl mpUMeHEHHUs KOTO-
PBIX pa3IHYHEL. B mocienHne rofsl MINPOKO HCIOIb3YeTCs IpoBee-
HHUE BHYTPHBEHHOI IyJbC-Tepanuu MeTunpeaoM B ro3e 20-30 Mr/kr
Ha OJTHO BBEJICHHUE B BHIE 3X €KEIHEBHBIX NPOLEAYP C J0OABICHHEM,
KakK npasmio, nuknodocdana Bo Bropyro kanenpHuny (0,4r/kxr). B
nociexytomem I'K HasHauarorcs BHyTph Bao3e 0,5-0,7 Mr/ kr o6bI4-
HO Ha JUINTENBHBIH CpoK. be3 mpoBeneHns myibc-Tepamuu J03a
HasHayaeMbix per os I'K cocraBmsier 1 MI/Kr ¥ npu OTCyTCTBHU 3 (-
¢dekra Moxer focturath 1,5 Mr/kr/cyT. B HEKOTOpPBIX ciydasx mpo-
BOJSATCS MOBTOPHBIE CE€aHChl "MUHU-IIysbC" Tepanuu (250Mr MeTu-
pena B/B) 6e3 mocnenyroutero HazHadeHus: 'K BHyTps. OpHako oTa
TaKTHKa He Bcerza ceds OompaBbIBaeT, U BOZHUKAET HEOOXOIUMOCTh
MIOJKITIOYCHHUS] CHCTEMHON TOPMOHAIBHOM Tepanuu per os. Jnurens-
Hocth npuema 'K ompenensercs cocTosHHEM MalMEeHTa, CHIXKEHHE
03Bl OCYIIECTBISIETCA IMOCTENEHHO Ha MPOTSDKEHHH HECKOJIBKUX
MecAIeB, HHOTJa IIEepPHOJ OTMEHBI ATHTCA rofx u 6omee. Ilpumeua-
TenbHO, 4To Ha (one I'K Tepamuu mapannensHO ¢ KyNHPOBaHHEM
OCHOBHBIX KJIIMHHYECKHX IMPOSBICHUN OTMEYAeTCs] MEAJICHHOE CHH-
JKCHUE TUTPOB aHTHUTEN K HHPEKIUAM, KOTOpbIe OBIBAIOT HOBLIMIEH-
HBIMU B OCTpHIH nepuox 6one3nu. [IpuMeHseTcs Takke HMMYHOTIIO-
OynuHoTtepanus B o3e 0,3-1,0 r/kr Ha Kypc, IPUBOASIIas, IO HEKO-
TOPBIM JaHHBIM, K IOTHOH KIMHHUKO-TabopaTtopHoil pemuccuu[20].
Heo6xoauMoCTh Ha3HAUEHUS UTOCTATUIECKOH TepalmHy AUKTYeTCs
cOoCTOSIHHEM peOeHka B Ipollecce HAOTIONCHHU WIH BBIPAKEH-
HOCTBIO TAaKUX CHMITOMOB, KaK apTPUTHI, JIHTEIBHO COXPAHSIONIa-
sics ChINb. B xadecTBe 0a3uCHOrO ImpenapaTa B HACTOSIIEe BpeMs da-
e BCEro HCIONB3yeTCsl METOTpeKcaT B OOBIYHBIX Jo3upoBkax (10
Mr/m2/ Hen.).

HAVYYHO-TIPAKTUYECKAS PEBMATOJIOI'UA Ne 6, 2005

Jlerckoe otnenenne Muctutyra pesmaronsorun PAMH pacnona-
raeT MHOTOJIETHUMHU HaOJIOJEHUSIMH 32 OOJIBHBIMH, CTPaJarOLIMMHU
CB®. Ha nporsixenun nepuoza ¢ 1965 no 1988 rr CB®, kak npasu-
1o, sBusicst jgedorom  IOMA. BonpmIMHCTBO 3THX IAalUCHTOB B
JnanpHeHIIeM HUMENIH TsXKeJIoe NMPOorpeccHpyioniee TeUeHUue MaTolo-
THYECKOro Ipolecca, IPUBOJIIee K MHBATHIU3ANUHM U Jaxe Jie-
TansHOMY ucxony. Haumnas ¢ 80-X IT cuTyanusi W B3TJIAAEl pEBMATO-
JIOTOB Ha yKa3aHHOe 3a0oJieBaHHEe HW3MEHHINCH. Bce wamme cranu
BCTPEYAThCS IETH C XapaKTepHbIMH HposiieHussMH CB® u Guaromn-
PHUATHBIM IIPOTHO30M U HCXOJOM. B 1aHHOM COOOIIEHHH MBI IPHBO-
UM CBeIeHHsA 0 48 manueHTax ¢ NepBUYHBIM (MAMONATHYECKUM)
CB®, xoTopble HAXOAMIHCH HAa CTAlHOHAPHOM JieueHHH ¢ 1988 mo
2002 . Hu y ogHOrO M3 HUX AMArHo3 MpU JUIMTENbHOM KaTaMHeC-
THYEeCKOM HaOIIoNeHHH H3MeHEH He Obul. Cpequ BCeX NMepBHYHBIX
OOJBHBIX, IOCTYNHBIIMX B OTJCICHHE, TH NAIHEHTH COCTABUIN
1,4%. B cpeaneM 3a yka3aHHBIH [E€pHOJ Y€Pe3 CTALMOHAP MPOXOJH-
10 2-4 pebenka B roz ¢ qruarHozom CB®, onnako B 2002 r ux yucio
BbIpocyio 10 8 (puc. 2). Bospacr nereit Bappupoan ot 1,5 1o 15 aer
(cp. 8,3£3,8 ner), cpenu HUX 22 1eBOYKH, 26 MaJIbYMKOB. JlaBHOCTH
3a0oaeBanus Kojedamach or 3 Hex. a0 5,5 netr. Y 45,8 % BhIABIsIIACH
OTATOLIEHHOCTH aJLIeProJ0rH4ecKoro anaMuesa, y 22,9% poacTBeH-
HUKU CTpajiald Pa3iMYHBIMH PEeBMAaTHYCCKHMHU 3aboneBaHusMH. B
KayecTBe TPHUITEPHBIX (aKTOPOB Mepea HadaaoM 3a0oJeBaHUS
BeicTynanu OPBU, anruHa, KuIeyHbIe MPOSBICHUS, ICHXHUSCKHE
TPaBMBl, BaKIIMHALUS U OTABIX B KapKUX cTpaHaX. bonbmuHCTBO fe-
Teii 3abonenu B Bo3pacte 1o 10stet (79,2%). Knunnueckas xapTuHA
BKJIIOUaJIa Jiuxopajaky y 100% manueHTOB, HONMUMOP(HYIO CHIIb - Y
95,8%. Aptpanrun ormeudanucsd y 87,5% nereil, HecTolikue nerydne
apTpuTH - 64,6%, Muanruu - 33,3%. Y 40 manuenToB ObLIM yBenu-
4eHsl IUMQOy3nsl, y 39 - medens, y 18 oTMmedanocs TpaH3UTOpHOE
MOBHIIIEHHE YPOBHS IIEUCHOUHBIX (hepMeHTOB. PazMmepsl cene3eHKH
IpeBbIIIaTH HOPMY y 21 pebenka. 8 OOMBHBIX JKAIOBATHCH HA OONIHU B
JKUBOTE, 6 - Ha Oonu B ropie. [J1a3Hble CHMITOMBI B BUJIE KOHBIOHK-
TUBHTA U CKIEPHTA HMEINCh Y 8, IepHOpOUTAIBHEIH OTEK U dpUTeMa
- y 8, cToMaTuT- y 5, IOKagbHOE NPHITyXaHHE MSATKUX TKaHed y 2,
nud bys3HbIH oTeK KucTel - y 2. Enunudabie 607bpHBIC OTMeUann 60-
JIH B INYKAX, OTEK MOLIOHKH, CHAJIaJleHHUT, OCCAITHH, JHAHTEMY, He-
KOTOpBIE JETH OLIYINAJIN MPHONMKEeHHEe IpUcTynos 6oneznu. Cepo-
3UTHl (MIEPUKAPAMT, IUIEBPUT, CTCPHIIBHBIH HNEPUTOHHUT IO JaHHBIM
CIeNUaNbHBIX 00CIeI0BaHu)) onpeaensinucs y 31,3%. M3menenus B
KpOBH OBUTH NPEACTABICHHI JeHKoHTO30M Yy 93,8%, 1/ cABUTOM -
y 79,2%. I1oBTOpHEIE ITOCEBBI KPOBH HA CTEPHIBHOCTD OBUIN BEIIIOJ-
HeHbI y 43 GOJIBHBIX, Y BCEX C OTPHUIIATENBHEIM Pe3yJbTaToM. B mpo-
necce NpoBeaeHus qud epeHNHaTbHOI0 JHarHo3a pa3IHIHbIe HH-
(EeKIMOHHBIC MPOLECChl OBUIM UCKIIOYCHBI Y 89,6% OONBHBIX, OC-
TajlbHble HE 00CIEe0BaNIUCh. Y MOJOBHHBI MAIlMEHTOB NPOBOJUINCEH
JIUarHOCTHYECKUE MpoLenyps! (Onomncus TuM(oy3I0oB, cTepHATIbHAS
MyHKIMA, TPENaHOOHONCHS U Ap.) A UCKIIOYEHUSI FeMaTOOHKOJIO-
THYECKHX 3a00leBaHM, HalW4He KOTOPBHIX He MHOITBEPAUIIOCH.
79,2% nereit umenu MoHomukIndeckoe Teuenne CB®, to ecth smu-
3071 00JIE3HU B MOCIEAyOLIeM He moBTopsiics, 20,8% - MOMUIUKIH-
yeckoe. MHTepBanbl Mexay NPUCTYIIaMU COCTABJISLIUM OT 3 10 S JIeT.
Bonsmuncreo pereit (91,7%) nonyuanu antu6uoruku u HIIBII, ko-
TOpbIE HE OKa3bIBAJM BIUSHUS Ha TeueHUe Ooyie3HU. VY Oomblueit
9acTH OONBHBIX (44 4en.) IpU NMPOBEACHUU JICUCOHBIX MEPOIPUATHH
He yjanock oboiTHCh Oe3 Ha3HaueHus 'K, uro mpuBeno k mosHoMy
perpeccy KIMHUYECKHX HPOSBICHUN M HOpPMalHM3alUH J1abopaTop-
HBIX IIOKa3aTenel. ba3ucHble MPOTHBOBOCHANUTENIbHEIE IIPENapaThl
(BIIBII) ucnons3oBanuck y 26 manuentos (16-meroTpexcar, 8- Xu-
HOJIMHOBBIE IIpemapathl, 2- a3aTHONPHUH), y 7 OeTel B Je4eOHBIN
KOMIUIEKC BXOJWIM BHYTPUBEHHbIE HH(Y3UH HMMYHOTJIOOYyIHMHA.
JIUTeNbHOCTh KaTaMHECTHYECKOro HaOuojeHus y 35 manueHToB
coctaBmia oT 110 15 mer (monoBuHA U3 HUX HaOmOAanUCh Oosee 5
ner). Ha MOMEHT mociieJHero BU3nTa HH y OJHOTO ITaI[IEHTa HE BHI-
SBJISUTHCH KaKHe-JIN00 MPU3HAKY 3a00JIeBaHUS 32 HCKIIOYSHUEM OJI-
HOH MAaIMeHTKH, Y KOTOpoil cimycts 11,5 meT ot Havana Goyie3HH OT-
MeUaJIoCh 3HAYHTENbHOE OIpAaHMYEHUE OTKPHIBAaHUS pTa, 00yCIOB-
JIEHHOE BBIPaXKEHHBIM apTPO30M BHCOUYHO-HHKHEUEIIOCTHBIX CyCTa-
BOB. 19 uesloBeK He IMOJTyYaIH JICUSHHs, AIUTEIbHOCTh HAOIIOACHHS
IIPAKTUYECKH Yy BCEX COCTaBHiIa Oosee 5 JieT, a y 9 UeloBeK - CBHIIIE
10 ner. OcraBmuecs 16 MauMEeHTOB MOJyYaad MUHUMAIBHYIO IOJ-
nepxkuBaromnyio 103y I'K win BIIBII, u 3auactyro nuimib 00s3HE mHa-
IUEeHTa WIH Bpadya IIOBTOPCHHS paHee UMEBIICHCS CHUMITOMAaTUKU
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3aCTaBIIsLIa UX NIPOAODKATE TEPAITHIO.

Crnenyrouuid npuMep aeMmoHcTpupyer teueHue CB® kak mep-
BUYHOTO (MJAMOMATHYECKOr0) 3a00JIeBaHus ¢ 0JIaronpUsITHBIM MPOT-
HO30M H OTCYTCTBHEM KJIIMHHUYECKOH N 1a00paTOPHON CUMITOMATH-
KM Ha IPOTSHKCHUHU JUINTENBHOTO MEPHOia BPEMCHH.

Bonbuoit B.JI. 1987 r.p. (6,5 ner), mocTynui B IETCKOE OTAENE-
Hue WP 22.12.1993 . 3 anaMHe3a M3BECTHO, YTO B KOHIIE HOAODs
1993r nocie OPBU nospuincek nuxopanka 10 39°, NpakTUYECKU He
pearupyionias Ha >KapoIIOHIKAIOIINE CPEICTBA, ChINlb, HATOMHHAIO-
masi aIeprudeckyio, 00IH B I€BOM Ta300€IpPEHHOM, JIEBOM ILIede-
BOM CycCTaBaX, a0JOMUHaJIbHBIH CHUHAPOM. Bbul rocnuranu3upoBan
10 MECTY )KUTEIbCTBA, BO BPEMs 0OCIICIOBaHHS BbISABICHBI yBEINUC-
HHE HEeYeHH 0 7CM, Cele3eHKH 10 2CM, pacIIUpeHue TPaHUIl Cepa-
na. B ananmzax kposu: HB-97 r/m, neitkouutsi-19,8 ThiC., 1/ -
18%, COD-61 mm/gac; cepomykoun-1,3 ex. (mopma no 0,27), CPb -
10 mr% (mopma mo 1mr%), ymepennas npotennypus - 0,132 r/n B pa-
30BOH mopruu Moud. JuddepeHnuanbHbI ANAarHO3 IIPOBOIMICS
MEXIy TOKCHKOCEIITHYECKHM COCTOSIHHEM H WH(EKIIHOHHO-alIep-
THYECKUM MHOKapAUTOM. JlOMOJIHUTENbHBIE 00CIIEOBAHUS: TECTU-
poBaHHE KpPOBH, MOYHM M JIHKBOpA Ha CTEPHIBHOCTH, HCKIIOYCHBI
pa3nuuHble HHQEKIIMOHHBIE COCTOSIHUS (flepcMHMO03, MCeBIOTYOep-
KyJie3, CalbMOHEIIE3 U 1p.), TyOepKyIe3; HeBPOJIOTHYECKas TaToNO0-
rus. Ha peHTreHorpaMmax rpyfHON KJIETKH - HaJU4YHe HEOOJBIIOro
KOJIMYECTBA KUAKOCTH B INICBPAJbHBIX CHHYyCaX, IICBPO-IEPHKAp-
IuanbHele cnaiiku Ha3HaueHHas MacCUBHas aHTHOAKTEpHalbHas
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Abstract

S.0. Salugina, N.N. Kuzmina
About the so-called primary (idiopathic) Vissler-Fanconi syndrome in the practice of podiatrist-rheumatologist
IWbune of rheumatologist

Objective. To describe clinical and laboratory characteristics, treatment and evolution ofprimary Wissler-Fanconi
syndrome (WFS).

Material and methods. 48 pts with WFS (22 girls, 26 boys with disease duration from 3 weeks to 5,5 years) aged
1,5 to 15 years (mean 8,3+3,8) were included. They were followed up during 1-15 years.

Results. 100% ofpts had fever, 95,8 - polymorphous rush, 87,5% - arthralgia, 64,6% - arthritis, 33,3% - myalgia.
Lymph nodes were increased in 40 pts, liver - in 39 pts (by 1-9 cm). 18 pts showed transient elevation of serum
enzyme level. Spleen size exceeded normal value in 21 pts. 8 pts complained of stomach pain 6 - of sore throat.
Pericarditis, pleurisy or aseptic peritonitis were revealed in 31,3%. Blood changes consisted of leucocytosis
(93,7%) and stab neutrophils increase (79,2%). Repeated blood cultures were negative in 43 pts. 79,2% of pts had
monocyclic, 20,8% - polycyclic course of WFS. Most children received antibiotics and NSAIDs without effect.
GC were prescribed to 89,6% of pts and provided complete normalization of clinical and laboratory indices.
DMARDs were used in 26 pts (methotrexate in 16, quinolines in 8, azathioprine - in 2). 35 pts were followed up
during 1-15 years (halfofthem - more than 5 years). At the last visit all ofthem had no signs ofthe disease. 19 of
them had not received treatment during long time.

Conclusion. This variant of WFS in children can be considered as essential (idiopathic) disease with favorable
prognosis and complete recovery.

Key words: idiopathic Wissler-Fanconi syndrome, differential diagnosis, treatment, outcome, juvenile idiopathic
arthritis





