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Bonv 6 o6nacmu ducmanvHvlx MexPananzosvlx cycmasos
BEPXHUX U HUNHUX KOHEUHOCET 00bIUHO PACUEHUBAEMCS
Kax npusHax pesmamuyeckux namonozuii. O0HAKo Makosas
Moxcem Obib credcmeuem 3a00ne6aHULi Opy20ti SMUOTOZUU.

B cmamve Ha KoHKpemHOM npumepe paccmomper aHAs0UYHbLLL C/Ly4ail.

Iayuenm c apmpaneueii 6 meueHue ONUMeENLHO20 6peMeHU HAONO0ANCH
10 106800y PA3HBIX PeBMAMUUECKUX 3A0071e8AHUIL.

Yepes 17 nem 6vin nocmasned npasunvHulli 0uazHo3 — 6one3xv Pabpu
(pedkas eeHemuueckas namonoeus). VIzeecmHo, umo c6oespemeHHast
0uazHOCMuKa no3eonsaem HA3HAYUMs adeKeamHoe sieveHue,

Kak cnedcmeue, YIy4uums NpoeHO3 U KA4ecma0 JHU3HU NayueHmos.

Knioueevte cnosa: 6onesnv Pabpu, aneuoxepamomol, anvpa-2anakmo3udasa,
euno2udpos, akponapecmesuu, 60U 6 cycmasax, eunepmpopus
716020 KHeny0ouKa, NoHeHHAs He0OCMAMOYHOCHb, CeMeliHbLTL CKPUHUHE
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onesup Pabpu — mporpeccu-
prmmaﬂ, MY/IbTUCUCTEMHAS,

X-crenyieHHass 1M30COMHas
60/1e3Hb HAKOIJIEHUs BCIIECTBUE
nedexTa B reHe, KopupymouieM ¢ep-
MeHT anbda-ranakro3nsiasy. JaHHas
[IATO/IOTVISI COMPOBOX/AETCSI BBICO-
KM PUCKOM OCHOKHeHuit [1-3].
Kpome Toro, oHa accouumpyercs
C IpeXeBpeMeHHO CMepPThI0 OT
[OYeYHOI HeJOCTATOYHOCTH, Kap-
IMO- U LepeOpOBACKY/IAPHOI IIaTO-
noruin [4].
OcHoBHas npuynHN 60NIe3HN — He-
CIIOCOOHOCTD PACIIEIIATD ONpeie-
JIEHHbIE [TMKOCHUHTOMUIUABL. ITO
HOPMBOANUT K IPOTPECCUPYIOIIEMY,
BHYTPU/IN30COMAIbBHOMY HaKOILIe-

HMIO CYyOCTpaTa B Pa3HbIX TUIAX KJTe-
TOK [3, 4].

PacnpocrpaHenHOCTb 60/Ne3HU
dabpy BappMpyeTCs OT OJHOTO CITy-
yas Ha 40 ThIC. y MY>K4YMH JIO OJJHOTO
cmydast Ha 117 Thic. B 001meit momy-
nAuun. PesynbpraTel HelaBHO MPOBe-
TEHHOTO PETMOHANTbHOTO MMIOTHOTO
CKPMHMHIOBOTO MCCENOBAHUA HO-
BOPOXKJE€HHDBIX CBUJETENbCTBYIOT,
YTO €€ BCTPEYaeMOCTb CPeIy KU-
BOPOXX/IE€HHBIX JOCTUTAET OJJHOTO
cnydasa Ha 3,1 Teic. HecmoTps Ha
X-ClUenueHHblil TUIl HacIeLOBAHNA
6onesun Pabpu, 6onmpuias [oOss
reTepO3UTOTHBIX JKEHIIMH TaKXKe
CTpajlaeT OT BBIPA>KEHHBIX CUMIITO-
MOB 6os1e3un [5, 6].

bonesup ®abpu MoxeT MaHU-
decTupoBaTh B pasHOM BO3pacTe,
MMeThb PasHbIl HA6Op CUMIITOMOB
M XapakKTep MPOrpecCHpoOBaAHMS.
OpHako yale maTonorns IpOosBIA-
eTCs B JITCKOM BO3pacTe U Y IOJ-
poctkos [1, 5].

Knunnyeckue npoAapieHuA

OpnHuM u3 Hanbojlee MHBATUAN3UPY-
IOLMX CYMIITOMOB Y JleTell IIpy3HaHa
nepudepndeckas HeilponaruyecKast
6071b. OHA ONMCHIBAETCS KAK XPOHMU-
YecKasi, HOMIasl, TOKa/IbIBAIOLIAs,
KTydasi B JIAJOHSAX M IIOOIIBAx.
Ocrtpas, myuurenbHas 60/Ib B KO-
HEYHOCTSIX MOXKeT ObITh BbI3BaHA
6071e3HbBI0, HUBUIECKUMN YIPAKHE-
HIUAMMY, TUXOPAJKOI, CTPECCOM VIN
M3MEHEHVSIMI TTOTOAbL. DT JIM30-
JibI IIPOJO/DKAIOTCS OT HECKOIBKIX
MMHYT /10 HECKO/IBKUX HEJeNb 1, KaK
[PAaBUJIO, CONPOBOKIAIOTCA JIMXO-
pazaxoit, 60/IsIMU B CyCTaBax, MHOIZA
[OBBINIEHNEM CKOPOCTYU OCEeJaHMsI
spurpounutos (COI). Yacto oHu
OLIMOOYHO IIPYHIMAIOTCS 33 CYCTaB-
Hble 60mu (7, 8].

B fmerckoM BO3pacTe OTMEYArTCs
xapakTtepHble s 6onesnu Pabpu
HOPA>KEHMsI KOXKM — aHTMOKepaTo-
MBI, KOTOpbIE JIOKa/JIN3YIOTC CUM-
METPUYHO Ha Gefipax, CIMHe, ATOMI-
1ax, B 00/1aCT) KO/IEHHBIX CyCTaBOB
U TIYTIKA, @ TAKXKe TUIIO- VIV QHTUJ-
pos.

[Tpn 60nesun Pabpu TpOUCXOTUT
HAKOIUIeHNe CPUHTOIUITNOB U [N~
KOIIPOTeVHA B OPraHaX CEPAEYHO-
COCY[UCTOI CUCTEMBI ¥ IOYKaX.
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[TosTOMY OTMEYAIOTCA CHMIITOMBI
CTeHOKapiMM, IMOopakeHMe Kiama-
HOB ceppla (MUTpaabHAs HEZOCTa-
TOYHOCTb J aOPTa/lIbHBII CTEHO3),
TUIEePTPOdUA JIEBOrO >KeITyJouKa,
IpOTEeNHYpUsA, CHIKeHUe GuibTpa-
IIVIOHHOJI CITOCOOHOCTM TIOYeK, II0-
YeyHas HelOCTaTOYHOCTb.
AprepnanpHas runepTeHsus (Cko-
pee BCero, Mo4eyHOTO IMPOVMCXOXK-
IOEeHMs) YCUIMBAET HapyIIeHUsA CO
CTOPOHBI Cepjlla U CIOCOOCTByeT
HOPaXEHNIO COCYZIOB MO3Ta.

K m3MeHeHNAM CO CTOPOHBI JXKemy-
JOYHO-KNIIEYHOTO TPAKTAa OTHOCAT-
Cs TOLIHOTA, PBOTA, AMapesd, 6oau
B K1BOTE [8].

Hepenko obnapyxusatorcs gedop-
Malluy JUCTaJbHBIX MeX{dalaHro-
BBIX CYCTaBOB, OCTEOIIOPO3 I03BOH-
KOB 11 aCEeITUYeCKII HeKPO3 FOTIOBKI
OepeHHOIT ¥ TAPAaHHBIX KOCTE, YTO
MO>KeT CTaTh IPUYNHON IIOCTAHOBKY
HEeBEepPHOTO [INarHo3a.

BosmoykHa Takke 3ajiep)KKa pocTa
U TIOTIOBOTO Pa3BUTHAL.

Iuarvoctuka

Hecmorpst Ha To uto 607e3ub Oabpr,
KaK IIPaBUJIO, MaHU(eCTUPYeT B [leT-
CKOM WJIY HOZPOCTKOBOM BO3pacTe,
OHA YaCTO OCTAETCA He3aMeYeHHOM
no coBepuieHHoneTnA. Hepenko ma-
I[MEHTBI JKMBYT C HEBEPHBIM [ua-
rHo30M J0 30-1eTHero BO3pacTa
[1]. Tanusle perucrpa manueHTOB
¢ 6onesupio Pabpu CBUETENTBCTBY-
0T, YTO 3ajiep>KKa B MOCTaHOBKE
IMarHo3a cocTaBiasgeT 14 ymer pas
MY>XX4UuH 1 19 net s >xeHmuH [1].
9TO eMOHCTPUPYET KaK HeCIenu-
dbugeckmit xapakTep paHHUX XXajoo,
TaK U OTCYTCTBME PACIIO3HABAHIII
BpayaMyl PasHbIX CIIEIUANTbHOCTEN
PaHHUX CYMIITOMOB ITaTOJIOTYI.
s paHHero BblsABIeHUS 3abore-
BaHIs TPebyeTCs1 B3aMMOJeICTBIIe
reHeTUKOB, HedposIoros, HeBpoO-
JIOTOB, TENMATPOB, IEPMATONOTOB,
KapAMon10ros, 0¢pTanbMONIOTOB,
PEeBMAaTONOrOB, TaCTPOIHTEPOIOTOB
U CIIEL[MA/IICTOB TIEPBUYHOTO 3BEHA.
9TO Ype3BBIYAIHO BaYKHO, IIOCKOJIb-
Ky 3¢ deKTuBHas TaToreHeTIyecKas
TepaIsa MOXXeT IPeJOTBPATUTD VTN
3aMeJINTh ero IPOrPecCUpOBaHIe.
VICKTIOYUTD CUCTEMHOE peBMATH-
yeckoe 3abojieBaHIe B Havyajle Jyar-
HOCTUKM TO3BOJISAET HA/IMYME TaKUX

Pesmatonorua, TpaBmatonorna u oproneaus. No 1

[IPM3HAKOB, KaK [IOPaXKeHNe CycTa-
BOB, KOXI1, II0YEK I JINXOPajKa.
[Tpu nogo3pennu Ha 6onesHp Oabpu
POBOAAT 00C/IEOBaHNE HA HEHO-
CTaTOYHOCTb (pepMeHTa anbda-ra-
JIAKTO3M/A3bL.

JleyeHne

B macrosimiee Bpems mpu 60esHI
®abpu ucnonbayercs pepMeHT-3a-
MecTuTenbHasA Tepanus. OHa cIo-
co6CTBYeT BOCCTaHOBNEHNIO u-
3MO/IOTMYECKOTO YPOBH: (epMeHTa,
YMEHDIIEHNIO HAKOIIeHNA Cy6cTpa-
ta (Gb3) B TKaHsAX U HOpManu3anun
(bYHKIUY BHYTPEHHUX OPIaHOB.
CBOEBpeMEHHO HayaTas MaTOTeHe-
TUYeCKas Tepamus MOXeT 3Ha4Yu-
Te/JIbHO CHU3UTb MHTEHCUBHOCTH
HeBpOINaTN4eCcKoil 00/mM Win mos-
HOCTDBIO KYyNIMPOBAThb €e, YIyYIIUTh
CNIyX, TONOXUTENIbHO MHOBIMUATDH
Ha COCTOSIHME II0YeK, CephedHO-
COCYAUCTON CUCTEMBI, YCTPAHUTh
racTPOMHTECTUHAIbHbIE IPOsBIIE-
Hus 6onesnu [9].

B nacrosamee Bpemsa B Poccun sape-
TUCTPUPOBAHBL [[BA IIpemapara Ayt
neyenns 6onmesnu Pabpu: arancu-
masa anbda 0,2 MI/KT U arancujasa
6eta 1 mr/kr. IIpemaparsl BBORATCA
BHYTPVMBEHHO OfIMH Pa3 B JIBe HefleNnn

[9, 10].

Knunnueckuin cnyvait

[MTannment K. 29 net gocrasnen 6pu-
rajioil CKOpoii IOMOILM B OTHE/IeHe
pesMatosoruu IleHsenckoit o6mact-
HO KJIMHIYeCKOM 60IbHUIIBI C [[/a-
THO30M «TeMOPparm4ecKmil BacKy-
JINT».

B mrone 2015 1. npepbABIAL Xajo-
OBl Ha XTy4ne IPUCTYNoO6pasHbIe
601 B cycTaBax KVUCTell, TIOKTeBBIX
M KOJIEHHBIX CYCTaBaX, OHeMeHue
B PYKax U HOTaX, CHIDKEHNeE YyBCT-
BUTE/IbHOCTU B HOTAX, BBICHIIIAHMNA
0e3 3yaa Ha KOXKe HOT 1 KMBOTA,
IJIOXYI0 IMePeHOCHMOCTD XXaphl,
IIyM B yIIax.

V3 aHaMHe3a: ¢ flecATH 7eT CTall
OTMeYaTbh TeMHO-OO0PHOBbIE MEIKO-
TOYeYHbIe BBICHIIAHMA B 0071aCTU
IIyIKa, 3aTeM B 00JacTU JIOKTeI],
Oefiep M IOSCHUIIBL, HA I'y0ax, BeKax.
[Tomyumn KOHCY/IbTaLMIO epMaTo-
jora, MOCTaB/IeH JUArHO3 «TreMaH-
rmomaros». C 12 et — mpuUCTymo-
obpasHble XTy4ie 60/ B KPYITHBIX

KNMHNUeCKkaa npakTuka

Y MEJIKVX CYCTaBax, 6e3 0Te4HOCTH,
HO C TTOBBINIIEHNEM TeMIIePaTypBI 10
cy6debpunpHoit. Ilpuctynsl 60nu
IPOBOLMPOBANTNUCH NpebbIBAHNEM
Ha cojHIe. JledeHne NpefHU30I0-
HOM ¥ HECTEPOMAHBIMM HPOTUBO-
BOCHANTMTETbHBIMU IIpernapaTaMu
He 66110 3¢ HEKTUBHBIM.

C 20 meT manmeHT OTMeYaa OHeMe-
HIe VI CHYDKEHIEe 9yBCTBUTENTbHOC-
TV B BEPXHUX U HIDKHUX KOHEYHOC-
TSAX, X IOXOOaHNeE.

C 28 yeT mpucoefUHUINCDH TONIO-
BHBIe 00/II, IIyM B yIIax, ¢ 29 jeT -
6onu B obmactu ceppra.

3a Tpu JHA O TOCHUTANTU3ALUN
JKaJI0BanCs Ha CUJIbHBIE JKTydue
601 B cycTaBax.

OO0beKTUBHO: aCTEHNYECKOE TENIO0-
CIIOXKeHMe, KOXa CyXasi, TUIOTI]-
Po3, Ha KoXe 000MX JIOKTell, Tosic-
HIIBI, KOJICHHBIX CYCTaBOB, ATOAMIL],
fefpax, HIDKHUX OT[eIaX KMBOTA
MHOXXECTBEHHBIE METKOTOYEUHBIE
TEMHO-OOPOBOrO IIBeTa BBICHIIIA-
Hus (puc. 1 u 2), He Mcyesamwlue
IpY HaflaBIMBAaHUY, TeTeAHTVIK-
T3y Ha BEPXHUX BeKaxX U CIM3IUC-
Tol1 060m0uKe Ty0. BonesHeHHOCTS
[Py HanblIalMu ¥ YMEPEHHOe Or-
paHu4YeHNe B oObeMe JBV>KEHUIT
B KOJICHHBIX U IIEYEeBBIX CYCTaBax,
Hebonpuras gedurypauns mpoKcu-
MaJIbHBIX CYCTaBOB 00eNX KICTEIl.
B jlerkux Be3UKY/ISIPHOE JBIXaHIE,
4acToTa AbIXaHUA — 18 B MUHYTY,
TOHBI CepAlla sCHble, PUTM Ipa-
BIJIBHBII, 9aCTOTA CEPHEUHBIX CO-
Kpauienuit — 80 B MUHYTY, apTepu-
anpHOeE #aBneHue — 120/80 MM prT.
c1. JKnBoT 6€360/1€3HeHHBIIL.
[auHble mabopaTopHOro 06cIeno-
BaHWS: B 001IeM aHa/3e KPOBU Te-
mornobun — 133 r/n (Hopma - 120-
140 r/n), sputrpounTsl — 4,4 X 10*2/71,
neyikonuTel — 8,8 x 10°/11, Tpombouu-
TBI — 224 x 10°/71, manoukosAepHbIe
HeltTpoduisl — 6%, CErMeHTOsIep-
Hble HelTpopuael — 59%, num-
douuts - 32%, MOHOUUTHL — 7%,
6asocuner - 2%, CO3 - 28 mm/y,
B 6uoxummdeckom: C-peaKTUBHBII
6e/10K OTpUIIATEe/bHbIN, ajaHMHa-
MyHOTpaHcdepasa — 8 En/n, acmap-
TaTaMUHOTpaHcdepasa — 15 En/m,
KpeaTuHMH — 87 MKMOJIb/, 6umu-
pyoun - 12 mMxMmomb/1, pubpuno-
reH — 3,2 T/7, UMMYHOJIOTMTYeCKOM:
LVPKY/IMPYOLINX UMMYHHBIX KOMII-
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Puc. 1. Anzuoxepamomut y 6onvrozo K. 6 o6nacmu npasozo
KO7IeHHO020 cycmasa

Puc. 2. Anzuoxepamomvt y 60nvHoz0 K. 6 noscnuunoii obnacmu
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7IeKCOB — 50 OIT. efi., peBMaTON/ HbII
¢dakrop orpuuaTensHelil. B obmem
aHanus3e MOYM: IIIOTHOCTb -—
1021 /1, pH - 6,0, 6enox - 0,5 /71,
TEeNKOUNTHI — 2—4 B 11/3p, CyTOYHas
npotennypus — 0,4 /.

Ha penrtreHorpamme Kucreil
U CTONl — OCTEONOpO3, BHICOTA
CYCTaBHBIX Ille/iell He M3MEHEHa,
KOCTeN Tasa — BBICOTA CYCTaBHbBIX
merneit Tazobe[peHHBIX CYCTaBOB
He M3MeHeHa, MMPUHA CaKpoue-
alTbHBIX COYIEHEHUI COXpaHEeHa,
OpTaHOB TPYAHOI K/IETKM — JIETKIE
0€3 04aroBBIX U MH(UIBTPATUBHBIX
TeHell, IIeBpaIbHble CHHYCBI CBO-
6opHbIe, Cepyilie B pa3Mepax He yBe-
nundeHo. Vcxops u3 aHaMHesa, K/n-
HUKU, TI0Ka3aTesneil 1abopaTopHbIX
aHA/IN30B, He MOJTBEPXAAMIINX
PEeBMaTONOTMYECKYI0 IIPUPOAY TO-
paXKeHUsA CYyCTaBOB, CAENAHO Hpef-
[IOJIOKeHNe O Haau4uu 6onesHu
Dabpu.

Bsar ob6pasenm cyxoro mATHa
KPOBM Ha aKTUBHOCTb (pepMeH-
Ta anbda-ramakrTosnugassl (mpo-
Bogutcsa B Poccum 6ecnmatHo).
BbIsiBIEHO CHVDKEHUE YPOBHS aK-
TUBHOCTU (epMeHTa anbda-ra-
JTaKTO3UMA3bl B IIa3Me KPOBU IO
8,46 nmonb/puck*20 4 (Hopma -
160-2000 nmonb/guck*20 4), 4To
XapaKTEePHO M/IsI JAHHOI TaTOTOTHIA.
B mrone 2015 r. manueHT Hampas-
JIeH B OTHeJeHMe pPeBMAaTONOTUU
Knunukn Hedpomoruu, BHyTpeH-
HUX ¥ IPOdeCcCcHOHANTbHBIX 3a0071e-
BaHmit um. E.M. Tapeesa IlepBoro
MOCKOBCKOTO TOCYHapCTBEHHOTO
MEIAMIMHCKOTO YHUBEPCUTETA VM.
M.M. Ceuenosa.

JIOIO/THUTeIPHO IPOBEEHO XOJITe-
POBCKOe MOHMTOPMpPOBaHMe (CyTOU-
HOe MOHMTOPUPOBaHNe 3TIEKTPOKap-
nuorpamMel (IKI)). Ob6HapyskeHbI
CYIIPaBEeHTPUKY/IAPHbIE IKCTPACIHC-
TOJIBI, yKOpOYeHUe MHTepBana PQ.
Ha sxoxappuorpadun — 6e3 Bblpa-
YKEHHOVI MaTOIOTUM, IPY MarHUTHO-
pesonancHoit Tomorpadpuu (MPT)
cepALia ¢ KOHTPACTMPOBAHUEM —
MUTpPaIbHASL PETYPIUTALNS IEPBOIL
CTeIleH.

Muxkpoanp6ymMunypust - 349 mr/n
(nopma - 30 mr/m).

Koncynpranuusa odTranpmornora:
[IPU3HAKM BOPOHKOBIIHON Keparo-
aTHN.

Ha MPT ronosnoro mosra — B mpa-
BOJ 3aJHEBMCOYHON 00IacCTU OYa-
rOBbIe M3MEHEHNs, KOTOPble MOTYT
OBITb paclieHeHBI KaK XMMUYEeCKUIT
CABUT 13-32 MUKPOKAJIbI[THATOB.
[eHeTUYeckoe wucClIefOBaHNUeE.
[IpsiMoe ceKBeHMpOBaHME TeHa BBI-
Asuno myTauuio c.550T>C B remu-
3UTOTHOM COCTOSIHUM (MOJIEKYIISAp-
HO-TeHeTMYeCKOe JCCIefoBaHue
Ha Oone3up Pabpu mpoBoguUTCA
B Poccunm 6ecriaTHo).

Jl1arHos o pesyabTaTaM KOHCHINY-
Ma: 6ornesup ®abpu (MyTaLus B reHe
GLA) ¢ nopakeHnem Koxu (aHruo-
KepaToMBbl), LIeHTpaIbHOI (0Yaro-
BbI€ MI3MEHEHMs B TKAHAX TOJIOBHOTO
Mosra) u nepugepneckoii (akporma-
pecTe3nn, CeHCOpHbIe HapyLIeHNA)
HEPBHOII CHCTEMBI, MBIIII| I CyCTa-
BOB (MMaIruyL, apTPaIryi), HOTOBBIX
Kere3 (TMITOTMAPO3), moveK (mporTe-
unypus 1o 0,5 r/cyT), opraHa 3peHus
(BOpOHKOBU/IHASI KepATOMATI), /TN~
XOpaJOYHBIN CUHIPOM.

TakuM o6pasoM, y maiueHTa ode-
BUJHbIE PEBMATOIOTMYECKIIe TIPUIN-
HbI JAHHOV KIMHUYECKON KapTUHBI
nckmodensl. CuMITOMaTnKa pac-
IleHeHa B paMmKax 6onesHu dabpu,
HOATBEPXK/IeHa pe3y/IbTaTaMI IeHe-
TUYECKUX U OMOXMMIYECKIX TeCTOB.
HasnaueHo nedeHme: arajcmpasa
6eTa 1 MI/KI KaXK/ble [IBe HeMle/u 10~
KM3HEHHO.

C despansa 2016 r. manueHT exe-
HeJle/IbHO B CTAllMOHApe IOMydYaeT
mpemnapar 1 Mr/Kr BHYTPUBEHHO Ka-
Ie/IBHO.

B pesynbraTe nmedeHMs caMOYyBC-
TBJE GOIBHOTO YAYUIINIOCh: OTCYT-
CTBME MYYUTETbHBIX 6oneil B cyc-
TaBaX, JAMXOPAJKM, YMEeHbIIEHIE
obmient cmabocTy, MOBBINIEHE all-
HeTHTA.

Dbl B3SATHI aHAIM3BI KPOBU Y POJIC-
TBEHHIKOB 6O/IBHOTO.

Y marepnu, 6abymku Mo MarepuH-
CKOJl TMHUY, IBOIOPOTHBIX CecTep
HOJITBEP>K/IEHO HOCUTENbCTBO T'eHa
6omesnu Pabpu.

B uione 2015 r. y 6para maumeHra
M ISV TUATHOCTUPOBaHa 60Ie3Hb
©abpu. Y papu (45 ner) mo muHuUM
MaTepy 4YeThIpe rofia OTMeYasauch
Myd4uTenbHble 6GOMM B KUCTIAX
U CTOIAX JUTENTbHOCTBIO 1O BYX
[HEll, KOTOpble YCUINBAIUCh NIPU
¢dbusudeckoil Harpyske u B Xapy,

JddekTBHaA dapmakoTepanua. 4/2018



3AMETb! 3ANOA03PU!
NCKJTIOYH !

2TO MOXKET bblTb
BOJIE3Hb ®ABPU

HecmoTps Ha To, uto bonesxb @abpu - peakoe 3abonesaHue,
OHa 4acTo BCTpeYaeTca cpeav POACTBEHHUKOB NaLueHToB%.

OBPATUTE BHUMAHMWE HA CNEAYIOLWME HACTOPAMUBAIOLWLME NPU3HAKN:

MNOYKU:®
.lp - MukpoanebyMUHY PUA, NPOTENHYPKA

« YpenwueHnHan akckpeuws GL-3 c Mmouoi

+ Mamenerue TyGynapHoi peabcopbuymn,
CEKPELIMM 1 IKCKPELIMK

- MopaxeHue NOYEK, KOTOPOR MOMXET NPUBECTH
K XMH v HeobxoaMMOCTH NPoREEHWA [Wanvia

% CEP[ILIE:*

o [ 1EpT FJD{E}HH MWOKAPOE NEROND HenyaouK-d,
dPUTMIA

» CocyawcTan HegocTaTouHoCTE
» Mndapkr MUuoKapaa
» MWUTpankHan HefoCTaTOMHOCTh

KOMA:*

M . AHFL‘IGHEPBTD."-’H:I: CKonneHve TeMHO-KPacHbiX

MNATEH, KOTOPLIE HE {'l!'l!:",U,HEFUl NP# HagaelnnBaHHM,

PacnonaralTc B OCHOBHOM Ha Aroguuax,
B obnactu naxa, Nynka v BepxHen Jyactk benep

+ [NoHumeHHOS NOTOOTAENEHWE / OTCYTCTEWE
NoToOTAENEHNA

MPU NOAO3PEHNUW HA BONE3Hb ®ABPW KPAMHE BAXKHO NPOBECTW AWATHOCTUKY.
A8 3TOro Bbl MOMETE HANPABUTL MALIMEHTA K BPAYY-TEHETUKY WU NO3BOHUTD
HA FOPAYYIO NIMHUIO ANA YTOYHEHWUA NNABOPATOPUIA,
NPOBOAALMX BECMNATHYIO AMArHOCTUKY 8 (800) 100-24-94

AHHAR W DOPRUALMA NPE fTHA SHANFHA TONEKD ANA CNELMATC TOE JPARIOPAHFHRR

7

Cd

o

HEPBHAA CUCTEMA:"*

« AKpONapecTeIvm, XapaKkTepUayIWMecH
CHEMEHHEM, NOKANBIBIHWEM, HIYUeHd Gonko
W AVCKOMEORTOM B NAOOHAX W NOOOWWBEY CTON

« «Kpuabl Dabpus» - OCTPbIS NPUCTYTIbI,
MyuMTENLHAA BOMb, KOTOPaA OBBLIUHO HAUWHAETCH
B KOHEUHOCTAX M MPPagWuDYeT K LIEHTRY, MOTYT
ONVTECA OT HECKONBKMX MAHYT 10 HECKONBKMX
HEOENb

« HerepeHoouMoCTh Mapbl, XONOAa W GUINUBCKAY
Harpy 30K

« CHUMEHWE CITyXa W LWYM B YILEX
« PaHH We HHCOYNETR!, repMUnnervia, reMiaHecTe3ana
L] Tp.'l HIWTORHBE MILEMWYECKME aTakKn

MA3A:*¢

. ”UM}"IHEHHE POrOBULB B BWAE 3aBUTRA, ROTODDE
HE ocnatnaer ApEHNE

= NoBpesasHke COCYOOR KOHBIOHKTUEEI M CETYATKI

KENYAOYHO-KUILEYHbIA TPAKT: ¢

« MeTteopuam u GonM, BOSHWEAIOWME Nocne npyema
NMULLK, CRiasMedl, TOWHOTa W gWapen

= [pyrve NpUsHaKK HenyaouHO-KHLLEYHL
paccTpoicTa

GZEA FARRLY7.ON012E

1, frrving K., Maleschirahi D, Maag R w1 &' FabieySoan @ sorsering 1ol for early detection of Fabory daesie § Newrcl (20071 2583393-2400. 2, Robert |, Damnich, Rosoes Sracly, John Bararuger et al, Fabry Disease, sn
Uneher-ecogeifed Muhisystemic Daorder Expeet Recommesndations for [iagreis, Managemen, snd Ereyme Replascement Theapy, Ann iriein Med, 2005 138338346 3 Pazel MR, Cerchi P Ciomandk B, et s Cardio-
wascul events in patenis with Fabry disease natural history data from the Fabryregistry. § &m Coll Cardict 3071 ST 1093 | (9% 4, Sims &, Poltei | Bandiazemi M, et al Seoke in Fabry disease requently ooours befone
diagmosis and in the absenco of other dinical eventa natural history data fiomithe Fabry Begistry. Stroke. 200% S0 C7E8- 7515 Schiffmann f, Warnock DG, Banilazemi M, et al Fabry disease progicuion of nepheopathy,
and prevalence of cardiac and cerchrovasoular events belore enzyme replacement theragry. Nepheol Dial Transplant. 2008 J4{7:-2 102-21 11 d.Mebta A, West ML, Pintos-Moeell G ot al Therapeutic goaly in the Treaiment

of Fahry dissnseGones Med. 7070 Mo 2000171320

Canodn Dmenzaim, npegerasurenscreo AD «Cavodn Asentne Mpyns

125009, r. Mockea, yn. Teepckan, a. 22. Tenedowu 8 (495) 721-14-00

pexmama

SANOFI GENZYME wp



KNuHnyeckaa npaktuka

26

[OBBIIIEHVE TEMIEPAaTypPhl Tesa
no 39 °C, BpICHIIIAHMUA Ha KOXXe
6e3 syma (B HacTosIlee BpeMs Ia-
nueHT obcimenyercs). Y pomHo-
ro 6para mangMeHTa OTMEYAITCS
nepebon B paboTe ceppia mocie
¢dbusnyecKoit HArPy3KM U BBICHIIIA-
HIsI Ha KOXKe B IIaXOBOI 061acTu
u obmactu mymnka. VI3 anamHesa:
¢ 18 meT BBICHITaHUA OYypPOBOTO
1BeTa B 00/1aCTy IyNKa U Ha CIU-
31CTOI 060/M04YKe BepxXHell Iyosl,
mepebou B pabore ceppua. Ilpu
o6cIenoBaHNM MalMeHTa B OT/e-
neHun pesmaronoruu KiamHukn
Hedponoruyum, BHYTPEHHUX
n npodeccuoHanbHEIX 60e3He
uM. E.M. TapeeBa mpoBefieHO reHe-
TUYEeCKOe MCCIe0BAHIIE, TTOATBEP-
puBiiee myrtannio. O6beKTUBHO:
B MaXOBBIX 06/IaCTAX U OKOJIOIY-
IIOYHOIT 0671acTN 0OHAPYIKEHBI aH-
TMOKEPAaTOMBI, CyCTaBbl He M3Me-
HEeHBI, TOHBI CepAlia sSICHbIE, PUTM
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Fabry Disease in a Rheumatologist's Practice

V.T. Komarov, N.S. Hichina

Burdenko Regional Clinical Hospital of Penza

Contact person: Nataliya Serafimovna Hichina, nataliyahichina@rambler.ru

Pain in distal interphalangeal joints of the upper and lower limbs is usually regarded as a sign of rheumatic
pathologies. However, it may be the result of diseases of other etiologies.
In the article on the specific example the similar case is considered. For a long time a patient with arthralgia was
observed with regard to the different rheumatic diseases. In 17 years the correct diagnosis of Fabry disease (a rare
genetic disorder) was made. Its timely diagnosis will allow providing adequate treatment which as a result will
improve the prognosis and quality of life of patients.
Key words: Fabry disease, angiokeratoma, alpha-galactosidase, hypohidrosis, acroparesthesias, joint pain,
left ventricular hypertrophy, renal failure, family screening
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