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O6ocHoBaHue. [logarpa KpanHe peako HabngaeTcs B JETCKOM BO3PAacTe M MPaKTUYeCKM BO BCEX CyqasxX AETEPMUHU-
poBaHa reHetTuyecKku. [1o3gHee Havasio ypaTCHMKaloLWen Tepanuu y AeTen ¢ nogarpor noBbillaeT PUCK TAKEI0M UHBaJIN-
An3aLmnm o COCTOSIHUIO OMNOPHO-/ABUraTesIbHOro annapara M QyHKUMKY rnoyeK. OnucaHne KAMHUYeCKoro cay4vasi. B Bo3-
pacte 13 net 9 Mec y MaJibdyuKa BriepBble BO3HUK/IM ocTpas 60/b, rMANepTepMnUs U OrpaHn4eHne ABMXKEHUI B NpaBoM
JIOKTEBOM cycTaBe. MICK/Il0YEH OCTPbIN reMaToreHHbI 0CTEOMMENNT. B faibHeleM 0TMeYaancb HEOAHOKPATHbIE PELIMANBDI
apTpuToB 1-ro nawcHepanaHroBoro cyctaBa /1eBOM CTOIMbI, AUCTallbHbIX MexpaaHroBbIX cycTaBoB 3-ro U 5-ro nasabLeB
npaBoy Kuctu. Cnycta 8 Mec Mo MeCTy XUTE/bCTBa YCTaHOBJIEH AMArHo3 «PeBMaTouAHbIN apTpUT, MOJINaPTUKYASPHbIN
BapwnaHT». Brnepsbie BbisiBneHbl runepypmkemus (0,99 MKMOJb//), MOBbILWEHHbIE YPOBHU KpeaTuHUHa (127 MKMOJ/b/N)
M MOYeBUHbI (7,2 MMOJIb/J1) B CbIBOPOTKE, rmnondocteHypus (1008-1009). Hepposiornyeckoro obcie[oBaHms He MPOBO-
aunock. lonyyan HecTepouHble MPOTUBOBOCHAINTEIbHbIE Npenapatbl U cylbgacanasnH 6e3 apdeKkTa, ¢ HapacTaHMem
Aepopmanmm B nopaxKeHHbIX cycTaBax. B Bo3pacte 15 net 7 mMec gnarHocTMpoBaHa rnogarpa Cc ropaKeHMem cyctaBoB
M MoYeK, Havata Tepanusi aanonypuHonoM. Hopmanusaums ypoBHS MOYEBOM KUC/IOTbl B CbIBOPOTKE KPOBU HE [OCTUIHY-
Ta, OTMEYEHbI MOBTOPHbIE MPUCTYMbI MOAarpUY4ECKoro aptpmta. [llpsmMoe aBTOMaTUYECKOEe CEKBEHMPOBAHMNE KOAMUPYHOLLEN
rnocnegoBatesibHOCTM reHa HPRT1, BKaoYasi 06/1aCTM 3K30H-UHTPOHHbLIX COEAMHEHMN, BbisiBUIO MyTauuio €.481G>A
(p.Aia161Thr)CM088136 NM 000194.1 B reMU3UroTHOM COCTOSIHUU. [AMarHoCTMpPOBaHa reHETUYECKM AeTePMUHNPOBAaH-
Hasi TogycHas rnogarpa, XpoHu4yecKasi 60/1€3Hb rnovyexk 2—3-i craguu. [laumeHTy BBeAeH MHIMOUTOp UHTEP/IENKMHa-1 KaHa-
KuHymab (OHOKpaTHasi MHbEKLMS), Ha3Ha4YeHa ypaTCHMKarlLas Tepanms HermypmuHOBbIM MHIMOGUTOPOM KCaHTUMHOKCHAA3b!
pebykcocTaTtom. B pesynbTarte yxe 4epe3 Heaesto 6bii JOCTUTHYT LieS1eBON YPOBEHb MOYEBOM KUC/I0Thl B CbIBOPOTKE KPOBH.
B TeyeHune nocneayrlumx 7 Mec noBTOPHbIX MOAArPUYECKUX aTaK He OTMEeYeHO. 3aKaloyeHme. [1o3gHee Havyano neq4eHus
TOogyCcHOM nogarpbl y nayneHTa nogpoCcTKOBOro BO3pacTta CTaslo NPUYMHON pa3BHUTUSI XPOHMYECKOM 601e3HM MoYeK. BrepBbie
onucaH ycreLlwHbln orbIT MPMMEHEHNS KOMOMHaUUU KaHaknHymaba u pebyKcocTarta y naumeHTa, He gocturiuero 18 ner.
KnroueBbie cnoBa: rnogarpa, runepypukemusi, cuHapom Kennm—-Curmunnepa, KaHakMHymab, ¢ebyKcocTart, noapoCTKOBbIM
BO3PacT, KIIMHUYECKMI CTyda.
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OBOCHOBAHME

Moparpa — cuctemHoe TodycHoe 3aboneBaHue,
XapaKTepusyemMoe OTNOXKEHWEM B pPa3fMyHbIX TKaHAX Y
UL, C TUNEepPypPUKEMUEN KpPUCTanioB MOHOypaTta HaTpwms
W pa3BMBaloWMMCSH B CBA3WM C 3TUM BocnaneHuem [1, 2].
Moparpa OoTHOCKTCA K pa3pagy MeTabonnyeckux 3abonesa-
HWIM, 0BYCNOBEHHbIX CPEAOBbIMU GaKTOpaMu U UMEIOLMX
ayToBOCManUTENbHbIH KOMMOHEHT B CBOEM MaToreHese
WU MOMUIEHHYID HacNeACTBEHHYIO MPeapacrnoNoXeHHOCTb
[3]. Ha npotsxkeHun 2500 net B MeauUMHE npeBannpo-
BaNa TOYKa 3peHus Mnnokpata O TOMm, YTO nogarpa —

yaen 3pesiblx, CEKCyallbHO aKTUBHbIX MYX4YWH, UMEIOLLUX
BbICOKWUI couunanbHbli cTatyc [2]. bonee Toro, B Hay4Hou
JiTepatype UMEIOTCA HEMHOIOYUCIIEHHbIE OMUCaHUSA Chy-
YyaeB nojarpbl, MaHudecTupoBaBLlLEen B JETCKOM Bo3pac-
Te. B 1971 r. J. Treadwell ony6nukoBan nurepaTypHbIn
0630p, CorlacHO KOTOPOMY NepBoe 3aJOKYMEHTUPOBAHHOE
KIIMHUYEeCKOoe HabnodeHue nofarpbl y ABYX MalbiuMKOB
15-neTHero Bo3pacta BbiNosiHeHO J. Morgagni B 1769 .
[4]. MNMepBoe KIMHUYECKOE WCCnefoBaHWe, OCHOBaHHOE
Ha HabnogeHun 14 naumeHToB (M3 HMX 3 AEeBOYKM), BbINO
ony6nmkoBaHo C. Scudamore B 1823 r. [4]. O4eHb paHHee
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pasBUTHE OCTPOro NpUCTyna nogarpbl onvcaHo E. Mayer von
Schopf B 1930 1. y peb6eHKa B Bo3pacTte 5 Hea 1 |. Rosenthal
M coaBT. B 1961 r. y pebeHKa 2-mecsi4HOro Bospacta [4].
B nuTepaTtypHbIX MCTOYHWMKAX, MOCBALWEHHbIX IOBEHUbHBIM
acnekrtam gaHHon npobénemsbl, o 60-x rogqos XX BeKka npea-
CTaBNeHbl CBeAeHUs [NaBHbIM 06pa3oM O «BTOPUYHOMN»
nogarpe, BO3HWKalOWEN BcneacTtBue AMCMETaboNMYECKUX
HapyLweHWn npu nenkosax [4—6], reMOUMTUYECKON aHEMUHU
[4-6], nonnumtemnn [4, 5], BpOXKAEHHbIX NMOPOKax cepaua
[4]. B nocneayouwme rofbl, BEPOSATHO, B CBA3M C NOSIBJIEHUEM
HOBbIX BbICOKOI®PEKTUBHbIX METOAOB Ie4EeHUS 3TUX 3aborie-
BaHWM, M3y4eHne nogdarpbl KaK OCNOXKHEHWS NOTEPSIO CBOIO
aKTyanbHOCTb. B KayecTBe MPUYMH HOBEHWILHOrO Hadvana
nojarpbl Ha NepBbIM NNaH BbIWAW FrEHETUYECKM 0BYCNOBEH-
Hble HapylleHus nypuHoBoro obmeHa. B 1964 r. M. Lesch
n W. Nyhan onucanu y aByx 6patbeB 5 1 8 net cuHApoMm,
BK/IOYAOWNIA TMNEPYPUKEMUIO, YMCTBEHHYIO OTCTanoCThb,
XOpeoaTeTo3 M CKAOHHOCTb K camoarpeccuu, Has3BaHHbIN
BnocneacTsmu cuHapomom Jlewa—HuxeHa [4, 5]. 3ta paboTa
Nocnyuna oCHoBaHWeM A9 60/blOoro Yncna nyéankaumm
C onucaHueMm cuHapoma Jlewa—HuxeHa Kak NPUYnHbI O4EHb
paHHen MaHudecTauuun nogarpbl. B 1967 r. J. Seegmiller
M COaBT. BbIABMAM CBfA3b MeXAy BPOXKAEHHbIM Aedbuuu-
TOM  TUNOKCaHTUH-TyaHnHbochopubosunnTpaHchepasbl
(FTK®DPT), yyacTBylOLLEN B MYPUMHOBOM OO6MEHE, M CUHAPOMOM
Newa—HuxeHa [7]. MNocneaywouime KIMHUYECKUE HABNIOAEHUS
No3BOSIUAW BblAENWUTb NaUMEHTOB ¢ geduumntom atoro dep-
MEHTa, HO HE UMEIOLLMX MCUXOHEBPOIOMMYECKMUX HapYLWEHWN,
B OTAENbHYIO TPynny, KNacCUOUUMPOBAHHYIO KaK CUHAPOM
Kennn—Curmunnepa [4, 7]. B HacTosiiee Bpems M3BECT-
HO, 4YTO NOAOGHbIE X-CLIENIEHHbIE HAPYLIEHUS MYyPUHOBOIO
obmeHa obycnoBneHbl aeduumTom F'KPPT, BbI3BaHHbIM MHO-

rOYMCNIEHHbIMU (OKOM0 260) MyTaUMsiMK, PACMOIOKEHHbIMU
B pas/iMyHbIX JIOKycax reHa HPRT1. MyTtaummn conpoBOXKAaa-
I0TCH pa3BUTUEM KNlaCCUYECKOro cuHapoma Jlewa—HuxeHa,
comMaTMyeckoro tuna cuHgpomMa Kennn—Curmunnepa ¢ npe-
Ba/MpOBaHMEM MNPOSIBAEHUI NoAarpbl IM60 MOYEKaMEHHOM
6one3Hn unu cuHgpoma Kennn—-Curmunnepa ¢ HeBpOSO-
TMYECKMMM HapyLUEHUAMMU Pa3MYHOW CTEMEHU BblpaXeH-
HOCTK [8]. B oTeyecTBEHHOW NuTepaType MMeKTCs OTAeSb-
Hble Ny6NMKaLMK C ONMUCAHUSAMU KITMHUYECKUX HaABNOAEHMI
naumeHToB ¢ gedpuumtom FKPPT u TOdycHOM nomarpon,
OTCpOYKa AnarHosa coctaBuna ot 3 o ~10 nert, 4yto CBMU-
[LeTenbCTBYET O HeLOOLUEHKEe AaHHOM NaToforMuM B KIWMHW-
yeckon npakTuke [8, 9]. o HacTosWero BpeMeHn noabop
Tepanuu y Nnogob6HbIX NaLMeHTOB 3aTpPyAHEH B CBSA3K C 06y-
C/IOBJIEHHOW HECcBOEBPEMEHHOM AWMarHOCTUKOM No3aHen
cTagven 6onesHu, npeanonaratowen Haanyme XpoHMYecKomn
60/1€3HM MOYEK U CTOMKOW YHKLMOHaNbHOM HegocTaToy-
HOCTM 3a CcYeT NOoparKeHWs OMOPHO-ABUraTENbHOrO annapa-
Ta. OcTalTcsd HEU3y4yeHHbIMWU BO3MOXHOCTb 06ecnevyeHuns
aAEKBATHOIO KOHTPONS TMMEPYPUKEMUU MPU Ha3HaYeHWU
CTapTOBOW Tepanuu KaHakKMHyMaboM C nocneayloLlmnmM noa-
KnoyeHnem debyKcocTaTa nauueHTam AeTCKOro 1 noapocT-
KOBOro Bo3pacTta 1 BOnpockbl 6€30nacHOCTU Nogo6bHoM Tepa-
N NPW AONTOCPOYHOM HABAOAEHWUM Y 3TOr0 KOHTMHIEHTa
nauneHToB.

Llenb onucaHUs KJIWHUYECKOro ciay4as — Onu-
caTb peaynbratbl HabAAEHUA 3a NauueHToM ¢ MyTauuen
¢.481G>A (p.Aial161Thr)CM088136 NM 000194.1 B remu-
3UrOTHOM COCTOSIHUKU B reHe HPRT1 n KnacCUYEeCKUMU KIn-
HUYECKUMW NPOSBAEHUAMMU TODYCHON MOAArpbl, C MONOMXKM-
TeNbHbIM OMbITOM MPUMEHEHWUSI MHIMBUTOPA MHTEPNENKUHA
(interleukin, IL) 1 KaHaknMHymaba M HOBOrO HENypuMHOBOrO
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The Experience of Using a Combination of Febuxostat and
Canakinumab in Tophaceous Gout Complicated by Chronic
Kidney Disease in a Teenage Patient: A Case Study

Background. Gout is extremely rare in childhood and is genetically determined in almost all cases. Late initiation of urate-lowering
therapy in children with gout increases the risk of severe disability due to the state of the musculoskeletal system and kidney function.
Description of a Clinical Case. At the age of 13 years and 9 months, the boy first experienced acute pain, hyperthermia, and restriction
of movement in the right elbow joint. Acute haematogenous osteomyelitis was excluded. Further, repeated recurrences of arthritis of
the 1st metatarsophalangeal joint of the left foot, distal interphalangeal joints of the 3rd and 5th fingers of the right hand were noted.
After 8 months, a diagnosis of 'Rheumatoid arthritis, polyarticular type' was established at his place of residence. Hyperuricemia
(0.99 umol/L), high serum levels of creatinine (127 pumol/L) and urea (7.2 umol/L), hypoisostenuria (1,008-1,009) were detected for
the first time. Nephrological examinations were not conducted. He received non-steroidal anti-inflammatory drugs and sulfasalazine
without effect, with increasing deformity in the affected joints. At the age of 15 years and 7 months, gout was diagnosed with damage
to the joints and kidneys, allopurinol therapy was initiated. Normalization of serum uric acid levels was not reached, repeated attacks
of gouty arthritis were noted. Direct automated sequencing of the coding sequence of the HPRT1 gene, including exon-intron regions,
revealed a mutation of ¢.481G>A (p.Aia161Thr)CM088136 NM 000194.1 in the hemizygous state. Genetically determined tophaceous
gout, stage 2-3 chronic kidney disease were diagnosed. The patient was administered the interleukin-1 inhibitor canakinumab
(single injection), urate-lowering therapy with a non-purine inhibitor of xanthine oxidase febuxostat was prescribed. As a result, the
target serum uric acid level was reached a week later. Over the next 7 months, there were no repeated gouty attacks. Conclusion.
Late initiation of treatment for tophaceous gout in the teenage patient caused chronic kidney disease. The successful experience of
using a combination of canakinumab and febuxostat in a patient under 18 years old has been described for the first time.
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MHIMOUTOpPa KCaHTMHOKCKHAa3bl debyKcocTaTa M NpuBIeYb
BHMUMaHWe WWMPOKOro Kpyra NpaKkTUKYIOLWNX Bpadyen K Heob-
XOAMMOCTHM 06CNef0BaHUs AeTen U NOAPOCTKOB C rmnepypu-
KEMWEN C LIENbI0 CBOEBPEMEHHON AMArHOCTUKKM U Tepanuu
noaarpsbl.

KNUHUYECKUIA NPUMEP

O nauueHTe

MaumneHT N., Bo3pacT 15 net 8 mec, BNepBble rocnuTtanu-
3UMpPOBaH B [IETCKOE peBmaTonornyeckoe otaenedve GProHy
HUUP mnm. B.A. HacoHoBoin (MocKkBa) B cBSi3M C »Kanoba-
MW Ha nporpeccupytollyto gepopmaunio nanblLEB KUCTEN
W CTOM, MOBTOPHbIE MPUCTYMbl BHE3AMHOW 60U U MPUMYX-
NIOCTW B TONIEHOCTOMHbIX CycTaBax, B NnatocHedanaHroBom
cycTtaBe 1-ro nanbla 1eBOM CTOMbI C MOTEPEN ONOPOCNOCO6-
HOCTM BO Bpems npucTyna.

AHaMHe3 U3HU. PeGeHOK OT nepBon 6epeMEHHOCTH,
NpoTEKaBLIEN C Yrpo30M MNpepbiBaHWa BO BTOPOM TpuUMe-
CTpe, aHeMUEN B TpeTbeM TpumecTpe. Poabl CTUMYyNMpoOBaH-
Hble, Ha 42-i Hef. Macca Tena npu poxaeHun 3500 r, onunHa
Tena 51 cm. Cneunann3nMpoBaHHOMO BbiXaXUBaHUS He Gbino.
BbinucaH u3 poaggoma Ha 4-e cyT nocne poaoB. PaHHee
NCMXOMOTOPHOE pa3BUTHE MPOTEKANO0 B COOTBETCTBUM C BO3-
pactoMm. M3 AeTCKUX MHPEKUMN nepeHec BETPSHYylo ocny.
B 2002 r. B Bo3pacte 6 Mec, COrnacHoO npeaocraBieHHOM
MEAMLMHCKON JOKYMEHTaLMK1, noayyan fneyeHme no nosogy
MHPEKLUMN MOYEBLIBOAALWMX NYyTEN, BEPOATHOrO NMUenoHed-
puta. lMpodunakTuyeckas BaKUMHaLMUA NpoBedeHa B MOJ-
HOM o6beme. AgeHoTomunss — B ceHTabpe 2008 . O6yyaeTcs
B 06Le06pa30BaTeNbHON LWKOe, ycreBaeMoCTb yA0BNETBO-
putenbHas.

CemeliHbli aHaMmHe3. OanH U3 6paTbeB poaHOM 6abyLu-
KW NO IMHMKM MaTepu CcTpajaeT nogarpon, BTOPON — Moye-
KaMeHHOM 60/1e3HbI0 C Pa3BUTUEM XPOHUYECKON NOYEYHOM
HeaoCcTaToOYHOCTU 4-M CTaauu, HaxXoOAMTCH Ha MpPorpamMMHOM
remognanuse (puc. 1). Pogutenn B pPOACTBE HE COCTOSAT.
B cembe nmeetca mnaglwmm cbiH 6 net. CUMNTOMbI Nopaxe-
HUS OMOpPHO-ABMUraTeNbHOrO annapata y maagwero 6para
WM MaTepu Manb4ymKa Npu KIMHMYECKOM OCMOTpe He o6Hapy-
eHbl. PekomeHOoBaHHOE poACTBEHHWMKam obcnefoBaHue
K HacTosILLEeMY BPEMEHM HE BbINOSIHEHO.

AHamMHe3 GonesHu. 3aboneBaHue pAeblTUpPoOBaNo
14.11.2015 nosiBneHnem nocne GU3N4YECKON Harpy3ku UH-
TEHCUBHOW 601 B MPaBOM JIOKTEBOM CycTaBe, MPUNyX10CTH
3TOr0 CycTaBa C BblpaE€HHOW N0KalbHOW rUnepTepMuen.
B cTaunoHape MO MeCTy XWTeNbCTBa [AMarHOCTUPOBaHbI
OCTPbIM reMaToreHHbl OCTEOMUENNUT NMPaBON NieYeBon KOCTH,
apTpUT NPaBOro JIOKTEBOro cyctaBa. BbinonHeHoO onepatus-
Hoe fieyeHne — octeonepdopaums NpaBon Nie4eBon KOCTH.
Mo paHHbIM nabopaTopHOro ob6cnefoBaHWs nepej onepa-
TUBHbBIM JleYeHneM — neiKoLuTbl 15,3X102/n, HeltTpodubl
78%, cKopocTb oceaaHus apuTtpoumtoB (CO3J) 6 mm/4y. lMpu
noceBe matepuana, NoflydeHHOro npu octeonepdopaLmu,
naTtoreHHon Gnopbl He BbiABAEHO. MpUGAN3UTENBHO C 3TO-
ro }e nepuofa nosiBMnachb peunamMBupytollas npunyxaocTb
1-ro nanbua NeBOKM CTOMbI, COMPOBOXAaeMas MHTEHCUBHOWM
60/1bl0 C HEBO3MOXHOCTbIO HACTyMUTb Ha HOry n3-3a 601U,
KoTopasi KynnpoBanach Ha GoHe Npuema Uam BHyTPUMbILLEY-
HOrO BBEAEHMSA Pas3MyHbIX HECTEPOMAHbLIX MPOTMBOBOCMA-
nutenbHbIx npenapaTos (HMBI). B mapte 2016 r. ctanu npu-
nyxaTtb 3- 1 5-i nanbubl NpaBon KucTu. B anpene 2016 .
B KpaeBOW 60/bHULIE MO MECTY XUTENbCTBA YCTAHOBIIEH AMa-
rHO3 «KOBEHWUbHbIV PEBMATOUAHbIM apTPUT, NOANAPTUKYASP-
HblM BapuaHT». HasHadeHa Tepanusa HIIBI Ha anutenbHbIn
cpoK. CornacHo npeaoctaBneHHON MeOMLMHCKON AOKYMEH-
TauuKn, Toraa e BhepBble Gblin BbISIBAEHbI TMNEpypUKe-
Mus (0,99 MKMONb/1), NOBbIWEHHbIN YPOBEHb KpeaTUHMHa

Puc. 1. HacneactBeHHbIM aHaMHe3 nauuneHTa N. ¢ TodycHon
nogarpov
Fig. 1. Hereditary history of patient N. with tophaceous gout

ApTepuasb-
Has runep-
TEeH31s

MaupeHT N.
MpumevaHue. i — POACTBEHHWKKU MYKCKOro nona, @ —
POACTBEHHMKM }KEHCKOro Nosia, ® — BEPOSTHbIM HOCUTENb MyTaLMK.
Note. =@ — male relatives, ® — female relatives, ® — probable

mutation carrier.

(127 MKMONb/N) U MOYEBUHbI (7,2 MMONb/N) B CbIBOPOTKE
KpoBM, runomnsocteHypua (1008-1009). [lononHUTEeNbHOro
o6cnefoBaHna GyHKLMKU NOYEK HE NMPOBOANAOCH, HEPPONO-
rOM He KOHCynbTMpoBaH. B mae 2016 r. oTMeyeH anu3on
apTpuTa N1eBOoro NOKTEBOro cyctaBa. B ganbHenwem coxpa-
HANacb CTOMKas aedurypauma 3-ro v 5-ro nanbLUeB NpaBon
KWUCTU C BbICTPbIM HapacTaHneM gedopmMaLiMm 1 NosIBEHUEM
6€e10ro NopoLLKOO6GPaA3HOro OTAENSEMOro U3 06pasyloLMXCs
y310B, OTMeYanncb NOBTOPHbIE 3NM304bl apTpuTa 1-ro natoc-
HedanaHroBoro cycraBa /ieBon ctonbl. B Hoa6pe 2016 .
HadHavyeHa 6asucHasa Tepanus cynbdacanasvHoM B [Jo3e
1,5 r/cyt, npogonxeH npuvem HINBI nepopanbHo ¢ fob6aBne-
HMEM BHYTPUMbILWEYHbIX UHBEKLMI B NEPUOL MHTEHCUMBHbIX
6onen. C yyeToM nporpeccrMpoBaHus aedopmauunin cycta-
BOB KWCTEN M MOBTOPSIOLMXCA MPUCTYNOB WMHTEHCUBHbIX
6onen maTb Manbyiuka B uioHe 2017 r. camMoCTOATENbHO
obpatunacb K peBMaTtonory B KOHCY/AbTaTUBHO-AUMArHOCTU-
YECKUM LEeHTP B ApYyrom pernoHe. Mo ntoram o6cnefoBaHuns
Bnepsble Oblf YCTaHOBMEH AMarHo3 nojarpbl ¢ PasBUTH-
€M XPOHMYECKOro NoAarpuyecKoro apTpmuta U nopaxeHvem
noyek. HasHayeH annonypuHon B ao3e 200 mr/cyr. Anq
fJanbHenwero o6¢cnefjoBaHUs U onpeaeneHns TepanesTmye-
CKOM TaKTUKK NauuneHT 6bin HanpasneH B PreHY HANP nm.
B.A. HacoHoBoOWM ¥ rocnutanuanpoBaH B OKTa6pe 2017 .
B [€TCKOEe oTAeNeHue.

dusuKkanbHaa AuarHoctuka. Ha MOMEHT rocnuTanu-
3auuM B [IeTCKOoe peBMaTosiornyeckoe otaeneHne PrbHY
HUUP nm. B.A. HacoHoBOW o6Llee cocTosiHne pebeHKa 6u-
e K yaoBnetBoputenbHoMy. CaMO4yyBCTBME He CTpajaeT.
B ncuxuyeckom craTyce 6e€3 OTK/IOHEHWW OT BO3pacTHOWM
HOpMbl. TPONOPLMOHANLHOIrO TENOCNOXKEHHUS, GU3NYecKoe
pasBuTMe ygosneTBoputenbHoe. Macca Tena 43,6 Kr, pocT
158 cM. KoxkHble NOKPOBbI U BUAMMBIE CM3UCTbIE 060T0YKM
yuctble. B o6nacti guctanbHbix MexdanaHroBbix CycTaBoB
3-ro U 5-ro nanbLeB KUCTeW Ha GOHe MOAKOMKHbIX y3/10B
CUHIOWHO-6arpoBas OKpacka KOXKM, MPOCBeYMBalOT MNpo-
coBuAaHble 6enoBaTble y4acTKM, MMeloWmMe Npu nanbnauum
MJIOTHYIO KOHCUCTEHUMIO (puc. 2, A). JlumdbageHonaTum HeT.
Mpn dun3nKkanbHOM 06CneaoBaHUM CO CTOPOHbI BHYTPEHHUX
OpraHoB naTonornu He BbiiBAeHO. O4aroBoW HEBPONOMK-
YeCKOM CMMNTOMaTUKK HeT. [epudepmnyeckmx OTEKOB HET.
duanonornyeckne OTNpaBneHUs He HapyleHbl. OnopHo-
ABUraTenbHbI annapart: yanuHeHue 3-ro u 5-ro nanbues
npaBon KUCTH; rpybas agedbopmMauuns ¢ yBeinyeHnem B 06b-
emMe B 061aCTu AuCTanbHbIX MexXdanaHroBbix CycTaBoB 3-ro
M 5-ro nanbLeB NpaBoOW KUCTM MO TUMY Y3/10B, OTCYTCTBUE
OBUXEHUN B 3TUX CycTaBax 3a CYeT AEeCTPYKUMM C Mpo-
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KnuHun4yecKoe Ha6GnogeHue

Puc. 2. lebopmauusa nanbues npaBon KUCTK y naumeHTa N.
¢ TodycHOW nogarpomn

Fig. 2. Deformity of the right hand fingers in patient N. with
tophaceous gout

lMpumevaHme. BHELWHWI BUA KMCTU NPW NOCTYNJEHWUM B OKTA6pe
2017 r. (A) u B mapTte 2018 r. Ha doHe npoBogumon Tepanuu (b).
Note. The appearance of the hand upon admission in October
2017 (A) and in March 2018 against the background of already
administered therapy (B).

Puc. 3. Jedurypaumsa nanbues Hor y nauuneHta N. ¢ TodpycHoM noaarpon
Fig. 3. Toes disfiguration in patient N. with tophaceous gout

lMpumevaHue. BHewWwHWI BUA CTON NpY NOCTYNNEHUU B OKTA6pe
2017 r. (A) u B mapTe 2018 r. Ha doHe npoBoaumoin Tepanum (b).
Note. The appearance of the feet upon admission in October
2017 (A) and in March 2018 against the background of already
administered therapy (b).

nubepaumen; HenonHoe pasrnbaHve B NPaBOM JIOKTEBOM
cycTaBe; yKopoyeHue 1-ro nanbLa neBom cTonbl ¢ GopMUpo-
BaHWeM BasblrycHon gedopmauuu (puc. 3, A); BblparKeHHoe
ynaouleHre cBogoB cTom. JIoKanbHas runotpodus obnactu
MOCHbI C ABYX CTOpOH. [loxoaka He HapyweHa. bonewn
B MO3BOHOYHMKE MPU OCEBOMN Harpy3Ke HeT.

MpeaBapuTenbHbIi AguarHo3. [logarpa (XPOHWMYECKUM
nojarpu4yecku apTput, TodycHas ¢opma, XPOHUYECKUM
ypaTHbI TyBYyNOUHTEPCTULMAbHBIM HEDPUT). XpOHUYECKas
60/e3Hb Nnoyek, ctaaunsa 1-2.

Puc. 4. YnsTpa3ByKkoBOe 06cnefoBaHne CycTaBOB KUCTEN

y nayumeHTta N. ¢ TodbycHoM nogarpon

Fig. 4. Ultrasound examination of the hand joints of patient N. with
tophaceous gout

lpumedaHue. TMNepaxoreHHbIN Hapy*KHbIA KOHTYP r’MaanHoBOro
Xpsilia napannenbHo nepexoay CybxoHAPanbHOM KOCTU B XPSLL
B o6nactu 1-ro natocHedbanaHroBoro cyctasa 1e€Bom CTOMbl.
Note. Hyperechoic external contour of hyaline cartilage parallel
to the transition of the subchondral bone to the cartilage near
the 1st metatarsophalangeal joint of the left foot.

[AmarHocTuyeckue npoueaypbl

JlabopaTopHO-UHCTPYMEHTaNnbHOe 06c/efoBaHne Bbl-
nonHeHo Ha 6asax PrbHY HWUMP um. B.A. HacoHoBow
n Prey3 «lleHTpanbHas AeTcKkas KiMHWYecKass 60/bHMLA
DPMBA» (MockBa).

MpK NocTynneHnMn B KIMHUYECKOM aHanm3e Kposu COJ
15 MM/4 (Hopma 2-15), B 6UOXMMUYECKOM aHann3e KpoBwm
YpOBEHb MOYEBOM KUCNOTbl 397 MKMOnb/n (Hopma 200-
350), kKpeaTuHUH 152 MKkmonb/n (Hopma 44,0-106,0), moye-
BMHa 8,1 mmonb/n (Hopma 1,8-8,3). o gaHHbIM ynbTpa-
3BYKOBOro o6cnegoBanusa (Y3WM) cyctaBoB KUCTEW U CTOM
onpeaenancs «4BOMHOM KOHTyp» B BWAE [AOMOMHWUTENbHON
TMNEP3aXOreHHOW NWHWUKW, MapannefibHOW JIMHWKM nepexoa
Ccy6XOHApanbHOM KOCTK B Xpsill, 4TO paccMaTpuBaeTcs naTo-
FHOMOHWYHbIM ANS noAarpbl NPU3HakoMm (puc. 4). Mpn peHT-
reHoNorMyecKkoM o6cnefoBaHNN BbiSIBAEHbI AECTPYKTUBHbIE
M3MeHeHMsa B 06nacTv AMCTalbHbIX MedanaHroBbix cycTa-
BOB C MaKCMMalbHOW BbIPaXKEHHOCTbIO B 3-M 1 5-M nanbuax
KUCTEen 1 nacHedpanaHroBoM cyctaBe 1-ro nanbla NeBow
CTOMbl, COOTBETCTBYKOLWME TaK Ha3blBAEMOMY CUMMNTOMY
«npoborHuKa» (puc. 5, A, B). MNaumneHTy TakKe 6blna BbiNos-
HEHa MarHWTHO-pe30HaHcHas ToMorpadus KUcTem u cron,
BbIiBMBLIAs TOdyChbl M nepudoKanbHOe BoCnanleHne MArkmnx
TKaHeln BOKpYr HuX (puc. 6, A, b).

B nepuvop ctaumMoHapHOro HabngeHus y naumeHTa 6b110
3adMKCMPOBAHO BbIparKeHHOEe 060CTpeHue apTpuTa NeBo-
ro0 roNeHOCTOMHOro cyctaBa C JIOKalbHOW runepTepmuen,
3HAYUTENIbHLIM OTEKOM, BbIparKEHHOM 60/bl0 C HEBO3MOX-
HOCTbIO OMopbl Ha Hory. Mpu nmanbnayuMM 3TOro CcycTaBa
B MOMEHT NpUCTyna oTMeyanacb Kpenutauusa. Mpu guarHo-
CTMYECKOM MYHKUMU MOMYy4EeHO 5 MST CMHOBMWANbHOW XWUA-
KOCTU (pucC. 7), B KOTOPOW MO AaHHbIM MONSAPU3ALIMOHHOM
MUKPOCKOMWU BbISIBNEHbI KPUCTaIbl MOHOYpaTa HaTpus.

Mpn oueHke @YHKLUMOHANBbHOrO COCTOSIHUS MOYeK Mo
JaHHbIM NpPo6bl 3MMHULIKOIO BbIIBNIEHbI OrpaHuMyeHue
N0 OCMOTMYECKOMY KOHLIEHTPUPOBAHWUIO, MaKCUMasbHbIN
yaenbHbin Bec Moynm 1005-1007 (pedepeHcHble 3Haye-
H1s 1010-1025); CHUXKEHUE CKOPOCTU KITy6OYKOBOW DUb-
Tpauun no Lsapuy — 69,1 mMn/MuH Ha 1,73 m2 (Hop-
va 140,0 + 30,0). AKCKpeuns ypaToB PEe3KO MNOoBbIWEHa
(Ur/Cr 1.0, HopmMa < 0,2) No cpaBHEHMIO C 3KCKPeLMen OKca-
natoB (Ox/Cr 0,4, Hopma < 0,01). CytoyHas nNpoTenHypus
0,1-0,05 r/cyt (Hopma go 0,015).

Mo gaHHbIM Y3M noYeK BbiBAEHbI MOBbILEHWE IXOTEHHO-
CTU NUPamMKUIOoK B 06eunx noykax (HedbpoKanbLMHO3) CO CHU-
WeHnem andPepeHUMPOBKM MapeHxMMbl M ocnabneHnem

Puc. 5. PeHTreHorpaMmbl CycTaBoOB KUCTEN U cTON y naumeHTta N.
c TodycHOM noaarpow

Fig. 5. Radiographs of the hand and feet joints in patient N. with
tophaceous gout

MpumevaHune. TUNUYHbIE ANS NOAarpbl AECTPYKTUBHbBIE U3MEHEHNS
cycTaBoB NanbLeB kucten (A) n cton (B) .

Note. Typical for gout destructive changes of the joints of fingers (A)
and toes (b).



KPOBOTOKa B NOAKAaMCylsapHOM 30He, 3HaYMMOoe YMeHbLIEHWEe
obbema o06enx noyek (6osblue crnpaBa) C HEPOBHOCTbIO
KOHTYpoB (puc. 8). lNpu npoBeaeHWN cTaTUHeCKOn Hedpo-
cuMHTMrpadumn noareepKaeHbl Anddy3Ho-o4aroBble M3Me-
HEHWA 06enX MOYEK C KIUHUYECKM 3HAYUMbIM CHUKEHUEM
obuiero o6bema GyHKLMOHUPYIOLLEN NapeHXMMbl (B 3aK/to-
YEeHUU BefIMYMHa NPOLEHTHOrO CHUXKEHUS obbema GyHKLM-
OHMpPYIOLWEN NapeHXNMbIl HE YKa3aHa). bonbHOW NPOKOHCYb-
TUpOBaH HeEdPONOrom, 3aKtoyeHne: «<XPOHUYECKUI YPaTHbIN
TYOYyNOMHTEPCTULMANBbHBIM HEPPUT. XpOHUYecKass 605e3Hb
noyek 1-2-n ctaguu. [JByCTOPOHHUI 04aroBblM HePpOCKe-
pO3 1-i CTENEHM CO CHMKEHMEM 06beMa PYHKLIMOHUPYIOLLLEN
napeHx1mbl».

MaumeHTy 6bIN10 BbIMOAHEHO MOJIEKYNSAPHO-TEHETUYE-
CKoe uccnegosaHue (nabopatopunss MeanmKo-reHeTUYeCcKoro
Hay4yHoro ueHTpa, MockBa): B o6pasue AHK meTtogom
npsMOro aBTOMaTMYECKOr0 CEKBEHWPOBaHMA npoBene-
HO uccnegoBaHUME BCEW Koaupylollen nocneaoBaTenbHO-
CcTM reHa HPRT1, OTBETCTBEHHOro 3a pas3BUTUE CUHAPO-
Ma Jlewa—HuxeHa, BKOYas 06/7acTU 3K30H-UHTPOHHbIX
coeanHeHun. BoiseneHa mytaums c.481G>A, (p.Aial61Thr)
CM088136 NM 000194.1 B reMM3UroTHOM COCTOSIHWUM.
PoacTBeHHWKaM nauueHTa NpeanoXKeHo npoBeAeHne reHe-
TUYECKOTO M KIMHMKO-nabopaTopHOro ob6cneaoBaHus, OT
KOTOPOro OHW BO3AEPHKAINUCD.

KnuHuyeckum gnarHos

Moparpa (XpPOHUYECKUIW MogarpuyecKun apTput, Todyc-
Haa ¢opma, XPOHUYECKUIN ypaTHbIK TyOynoMHTEPCTULNAb-
HbI HEPPUT), pa3BuMBLLAACS Ha GOHe YacTuyHoro gedmumTa
depMeHTa runokcaHTuHdochopurbosmnTpaHchepasbl (CUH-
apom Kennn—Curmunnepa). XpoHunyeckas 60Me3Hb MOYEK,
ctagna 2-3. [IBYCTOPOHHMW o4aroBbii HedpoCKIepo3
1- CTENEHU CO CHUKEHMEM ob6beMa QYHKLMOHUPYIOLLEN
napeHXx1Mmbl.

MeauumnHCK1e BMeLwlaTe/bcTBa

YuutbiBas otcytcTBMe addeKTa OT Tepanunun anionypuHo-
JIOM (COXpaHSALMACS NOBbIWEHHbIN YPOBEHb MOYEBOWN KUC-
NOTbl B CbIBOPOTKE, pa3BMTWE OCTPOro MpucTyna nogarpwu-
YEeCKOro apTpuTa HenocpeacTBEHHO B cTauuoHape), 6bino
NPUHATO pelleHne 0 HEeOBXOAMMOCTM KOPPEeKLMK Tepanuu
nyTeM BbINOMIHEHWUS TPEXAHEBHOW MyNbC-TEPANUK MHOKOKOP-
TuKocTepongamu no 500 Mr Ha BBeAEHME C Mocneaylowmm
Ha3HavyeHueM 16 Mr meTunpeaa nepopasnbHO; anonypuHon
OTMEHEH, Ha3HayeH KaHakuHymab, ogHOKpaTHas MOAKOXK-
Hasa MHbeKuns B go3e 150 mr n dpebykcoctat no 80 Mr/cyT.
Mo pekomeHaauuu Hedponora K Tepanum gob6aBfieH 3Hana-
npun B o3se 2,5 Mr/cyT u KaHedpoH.

AnHamuKa u ucxopabl

MauneHT Haxoawmncsa B cTauuoHape 27 CyT, BbiMUCaH B
CTabWnbHOM yAOBNETBOPUTENIbHOM COCTOSIHUKM MOC/E Kymnu-
poBaHMa apTpuTa M MNPOBEAEHMA KOHTPONbHOro nabopa-
TOPHOro 06cneAoBaHus, He BbISBUBLLErO HexenaTefbHbIX
peakunin Ha doHe npoBoANUMON Tepanuu. Ha MOMEHT BbINU-
CKM ypOBEHb MOYEBOW KUCNOTbI CbIBOPOTKM 279 MKMOAb/N
(Hopma go 350), KpeaTUHUH CbIBOPOTKM 124 MKMONb/N
(Hopma 44-106), CO3 5 mm/4 (Hopma go 10). Mpwu BbINK-
CKe peKoMeHAoBaHbl HU3KOMNYypUHOBaAs AMETa, CobnaeHne
NMUTLEBOIO pexuma, npuvem debykcoctata no 80 mr/cyr,
nocTeneHHoe CHUXEeHWEe J03bl MeTUnpeaa 40 NOMHON OTMe-
Hbl B TeYyeHue 2 Mec, NpUMem 3Hananpuna no 2,5 Mmr/cyrt
CornacHo MpUHATOMY MNAaHy AMHaMWUYecKoro HabnogeHus
pebeHoK o6cnenoBaH B mapte 2018 1. B AETCKOM OTAENEHNHN
®IrBHY HUUP mm. B.A. HacoHoBOM # B HEDPONOrMYECKOM
otaeneHun Prby3 «LeHTpanbHaa AeTcKkas KIMHWYecKas

Puc. 6. MarHuTHo-pe3oHaHcHaa Tomorpadums 3-ro nanbLa npaBon
KUCTK y NnauneHTa N. ¢ TodycHoM nogarpomn

Fig. 6. Magnetic resonance imaging of the 3rd finger of the right
hand in patient N. with tophaceous gout

MpumevaHne. A — pexum T1, b — pexum STIR, caruttanbHble
cpesbl.
Note. A — T1 mode, b — STIR mode, sagittal sections.

Puc. 7. CuHoBManbHas XMAKOCTb, Nonyy4eHHasa y nauneHTta N.

¢ TodbyCHOM NoAarpon Npu NyHKLMKU 1E€BOrO rosIEHOCTOMNHOIO
cycraBa

Fig. 7. Synovial fluid obtained from patient N. with tophaceous gout
during left ankle puncture

Puc. 8. YnbTpasByKoBas KapTMHa HedpoKanbLMHO3a NPaBOM MOYKK
y nauuneHTta N. ¢ TodbycHon nogarpon

Fig. 8. Ultrasound picture of nephrocalcinosis of the right kidney

in patient N. with tophaceous gout

6onbHnua PMBA». 3a nepuoa HabnoaeHUs ¢ oKTa6psa 2017
no MoHb 2018 I. NOBTOPHbIX 3NM3040B OCTPLIX Nogarpuye-
CKMX aTaK He 3apUKCUMPOBaHO, CYCTaBHOM CTaTyC C MOJIOMMU-
TenbHOM gMHamukon (puc. 2 b, 3 b). Ha doHe perynspHown
Tepanun ¢debykcoctatoM B Ao3e 80 mr/cyTr coxpaHseTcs
LleNIeBON YPOBEHb MOYEBOW KWUCNIOTbl B CbIBOPOTKE KPOBM
(meHee 300 MKMOJb/N); TEpanus MMIOKOKOPTUKOCTEPOUAAMM
NOMHOCTbIO OTMEHEHa K MapTy 2018 r. ManbyuK npogomKaeT
nosyyatb HePPOMPOTEKTUBHYIO U METABOIMYECKYIO TEPANUIO

BOMPOCbI COBPEMEHHOW NEAUATPUM /2018/ TOM 17/ N2 5



KnuHun4yecKoe Ha6GnogeHue

B COOTBETCTBMM C pPEKOMeHaauusmu Hedponora, OaHaKo
COXpaHseTcs MefsieHHOe MPOrpeccMpoBaHue XPOHUYECKOM
6051€e3HM noyek — crtagusa 2-3 (KpeaTUHWH KpoBu 161—
177 MKmonb/n, mMo4yeBuHa 9,2-10,5 MMONb/N, CKOPOCTb
KNy60o4KoBOW dunbTpaumun no LWeapuy 55,3 Ma/MuH).

MporHo3s

HKM3HEHHbIM MNPOrHO3 A8 NauuveHTa onpeaensertca
OanbHENLWNUM TEYEHUEM XPOHUYECKOM 60/1e3HM noyeK. lMpu
COXpaHeHWN Ha GOHe NMPOBOAMMOMN KOMMIEKCHOM Tepanuu
LLle1eBOro ypOBHS MOYE€BOWM KMUCIOTbl MOXKHO npeanonaratb
60onee 6naronpuUsaTHbIN UCXOA, OCOBGEHHO C YY4ETOM XOPOLLEro
KoOMMnaeHca nauueHTa. [pu OTCYTCTBMM MPOrpeccupoBa-
HUS XPOHMYECKOW 60SIE3HM MOYEK MOMKHO pacCYMTbIiBaATb
Ha XOpOLWYyK couManbHyl0 aganTauuio C BO3MOXHOCTbIO
3aBepPLIEHUS WKOMbHOro 06pa3oBaHMsa M MOMyYeHUs gab-
Henwen npodeccnoHanbHON NOArOTOBKMU.

BpemeHHaa wKana gns nauneHta N. ¢ TodycHon noga-
rpow npeacrtaBneHa Ha puc. 9.

OBCYXAEHME

Bo3MoOXHOCTH Gonee paHHeh BepuduKauum

AnarHosay fJaHHOro nayueHTa

B ctatbe npeactaBneHo HabnwgeHWe nauneHTa ¢ guar-
HO30M, BepudMLUMpoBaHHbIM cnycTs 1,5 roga nocne KAnHK-
yecKon MaHudecTaumnn nogarpbl. Ha NpoTaKeHUU anutenb-
HOro nepuoga mManb4uK Habnwaanca No MecTy XUTenbcTBa
C AMAarHO30M OBEHWIbHOro peBmatongHoro aptputa. Mpu
3TOM PEBU3US JaHHbIX aHaMHe3a No3BOSET 06paTUTb BHU-
MaHuWe Ha psi CYWECTBEHHbIX OCOOGEHHOCTEN CyCTaBHOWM
CUMNTOMATUKK: OCTPbIA apTPUT IOKTEBOrO cycTaBa B Aebto-
Te, notpeboBaBLWNN UCKIKOYEHUS OCTEOMMUENMUTA; Mocneay-
lowee BoBeYeHWe MatocHedanaHroBoro cycraBa C peuu-
OMBAMU WHTEHCUMBHbIX 60ONIEN, NOKaNbHOW rMNEpPTEPMUEN,
rMnepemMuen; COBCEM HexapaKTepHoe [A15 IOBEHWIbHOIO
apTpuTa HapacTaHue fgedbopmaluu C MOSBAEHMEM KPOLLU-
KOoOBpa3HOro oTaensemMoro B 065acT¥ MESIKUX CyCTaBOB
Knucten. Kpome T0ro, y pebeHka BbisiBieHa 3Ha4vyuTebHas
runepypukemunsa. CodvyetaHve crneumPUyeckoro CyctaBHOro
CUHAPOMA W TMNEepPypUKeEMUKU NO3BOANIO 3aN0f03pPUTL Noaa-
rpy, MPOBECTM COOTBETCTBYOLLEE AONONHUTENbHOE O6Ce-
[oBaHWe 1 BepuduLUMpoBaTb NpaBUbHbIM AMarHO3 B COOT-

BETCTBMM C KNacCUPUKALMOHHBIMU KPUTEPUSMU OCTPOro
apTpuTa npu nepBUYHOM nogarpe AMEpUKaHCKOW Konse-
run pesmaTtonoros (American College of Rheumatology,
ACR) oT 1977 r. [1], oA06peHHbIMU K UCMONb30BaHUO Bee-
MWPHOW oOpraHusaunen 3apaBooxpaHeHus [1], a Takke
KnacCMOUKALMOHHBIMU KPUTEPUSIMKU MOAArpbl, YTBEPHKAEH-
HbiMn CoBeTom aupektopoB ACR [10] n UcnonHUTENbHbIM
KomuTeTom EBponenckon aHTupeBmaTtnyeckon nmrn (EULAR)
B 2015 r. [10]. 3adpuKcmpoBaHHOE Ha MOMEHT YCTaHOBMIEHUS
[MarHo3a BEHUbHOro0 PeBMaToOMAHOro apTpuTa NoBbIlWe-
HWE YPOBHS MOYEBOM KWUCNOTbl B CbIBOPOTKE 3aKOHOMEPHO
npeanonarano BbICOKMM, No4TU 90%-Hbl PUCK pPa3BUTUSA
OCTPOM nojarpu4yeckon aTaku COrnacHO WCCeaoBaHMIo,
BbINOAHEHHOMY A. Shoji n coaBT. [11]. Ha TOT MOMEHT Heo6-
XoauMMo 6bI10 nccnegoBatb PYHKLMOHANbHOE COCTOSHME
noYyeK (CKOPOCTb KNy6oyKoBon dunbtpauunm no Lsapuy, ypo-
BEHb CYTOYHOM NPOTEUHYPUU, SKCKPELMU COJIEN), BbIMOMHUTb
MHCTPYMEHTaNbHble MeToAbl 06cneaoBaHMs (YNbTpasByKO-
BOE MccnegoBaHWe Mno4veK, HeppocumHTUrpaduio), Hanpa-
BUTb MaLMEHTa Ha KOHCyAbTauuio Hedponora, 4To MO3BO-
N0 Obl YTOYHUTb CTEMNEeHb MOparKEHWs MoYeK, 0COBEHHO
C YYETOM Y}KE UMEBLLErOCS MOBbIWEHUS YPOBHSA KpeaTUHUHA
CbIBOPOTKM M TMNOU3OCTEHYPUU KaK MPOSBIEHUS XPOHMUYe-
CKOM 60/1e3HM MOYeK. BbiMNOSHEHHbIE MO3XKE PEeHTreHorpam-
Mbl CyCTaBOB BbISIBUIN U3MEHEHUS, NATOTHOMOHUYHbIE AN
nogarpbl — XOPOLUO U3BECTHbIN PEHTTEHOIOMMYECKUI PEHO-
MEH «MpobonHuKa» (cM. puc. 5 b). Cneagyet NnogYEPKHYTb, YTO
nogo6Hble peHTreHorpadu4yecKn AuarHocTupyemblie Uame-
HeHus pasBuBatoTcs Y 10—40% 60/bHbIX NOCAe NOBTOPHbIX
aTaK nojarpuMyecKkoro apTpuTa v ABASIOTCS OAHUM M3 M034-
HUX NPOSIBAEHUM 60Nne3HU [1]. 3TN AaHHble, a TaKXKe No3aHAA
CTaaus XpOHUYECKON BONE3HU MOoYEK NO3BONSAIOT 06CYKAaTb
HanuMymMe AOBONbLHO AWTENbHO TEKYLLEro npolecca y Halwe-
ro nauuMeHTa nNpu KIWMHUYECKOWM MaHudecTaumm OCTporo
apTpuTa NpaBoOro JIOKTEBOro cyctaBa B Hosibpe 2015 .
O6HapyKeHWe KpUCTanoB MOHoOypaTa HaTpus B CUHOBM-
aNbHOM WAKOCTU B MEPUOA OCTPOro 3nu3oda nojarpu-
4YeCKOro apTpuTa BO BPEMS FOCMUTANM3aLMKU B KIMHUKY
dreHY HUMP mm. B.A. HacoHoBO fiBUIOCb, 6€3YCNOBHO,
Ba*KHOM HaxXOAKOW, TaK KaK xapaKTepu3yeTcs MaKCuManbHOM
cneundunyHocTblo (100%) npy yMepeHHOM YyBCTBUTEIbHOCTHU
(63-78%) [1], xOTa U HE WUMENO AOMOSHWUTENbHON AWarHo-
CTUYECKOW LIEHHOCTU B KOHKPETHOM KIMHWYECKOW CUTyauuu

Puc. 9. MNMaumneHT N.: XxpoHonoruns te4eHuns 601e3HK, KtoYeBble COObITUS U MPOrHO3
Fig. 9. Patient N .: Chronology of the disease course, key events and prognosis

narHos: tOPA. MNoatee eHa
. A ATBEDHK/ Hopmanusauumsa
1-1 anu3oa Mnepypukemus. reHeTUYeCKu-
[wnarHos: nogarpa. ypoBHs MK cbIBOPOTKH,
OCTPOro apTpwuTa, MoBblWweHne TeveHme: eTepMUHUPOBaHHas Ho
UCKIOYEH KpeaTuHuHa. ) noaarpa. HasHaveH
annonypuHon, HMBIM nporpeccupoBaHue
ocTeoMuenuT Neyenue: HMBIM, KaHaKnHymao, XBM
cynbdacanasuH debykcoctaT, MK

HeobxoanmocTtb OtcytctBHE [porHo3 onpenensercs BO3MOXKHOCTbIO
HeppPONOrMyecKoro apdeKTa noafepaHus uenesoro yposHa MK
obcnegoBaHma oT Tepanuu 1 nporpeccupoBaHvem XbI1

lNpumeyvarme. FOPA — 10BEHWUbHbBIN peBMaTouaHbIin apTpuT, HINBI — HecTeponaHble NPpOTUBOBOCNANUTENbHbIE Npenaparhl,
'K — rniokokopTruKocTeponabl, MK — moyeBasi knucnota, XbIN — xpoHuyeckas 601e3Hb NoYekK.
Note. JRA — juvenile rheumatoid arthritis, NSAIDs — non-steroidal anti-inflammatory drugs, GC — glucocorticosteroids, UA — uric acid,

CKD — chronic kidney disease.



C Y4ETOM 3anylleHHOM cTagnn 3aboneBaHus. BbiaBneHHble
npu Y3U cyctaBoB M3MEHEHUS TaKKe ABNAI0TCA AOCTaTOYHO
XapaKTepHbIMKU AN1F NOAarpbl U B HacTosiLiee BpeMs BXOAAT
B KnaccuduKaunoHHble KpuTepun [10]: Todychl (nogarpuye-
CKMe y3/bl) U «ABOMHOMN KOHTYp» — AOMNOJIHUTENbHAs CBETNas
NIMHKS, NapannenbHas NWHUM nepexoja Cy6XxoHApanbHOM
KOCTU B XpsAll, CBSi3aHHas CO CMOCOGHOCTbIO KPUCTannoB
MOHOypaTa HaTpMsa A4enOoHMPOBaTLCS Ha MOBEPXHOCTM XpaLla
(c™m. puc. 4).

0coGeHHOCTU BepUPUKALIUM FrEHETUHECKHU

AEeTepMUHUPOBAHHOI0 HapyLWeHUs NypPUHOBOIro

o6meHa

B Hay4yHOW nuTepatype MMEKTCHd HEMHOMOYMUC/IEHHbIE
CBefeHUs O 4YacToTe nogarpbl M TUNEpypuKeEMUU cpeau
naumeHToB mnagwe 18 net. o gaHHbIM MccneaoBaHue,
npoBegeHHoro B Kutae, 4yacTtota runepypukemMun y aeteu
B Bo3pacTe oT 3 go 6 net coctasmna 10,1% n Koppenupo-
Bana c pasBuTneM oxupenus [12]. CornacHo cBeAeHusM,
0ony6/AMKOBaHHbLIM SIMOHCKMMM aBTOpaMu, 4actoTa runep-
ypuKkemun coctaBuna 3,7% cpean geten ot 6 go 15 ner,
HE UMEILNX N36LITOYHOW Macchl Tena, CTpajatoLnx racTpu-
TOM, UHPEKLIUAMU BEPXHUX AblXaTeNbHbIX MyTEN, cepAaeyHo-
cocyaucton nartonorven, n gocturana 19,4% cpeaun peten
¢ oxupeHunem [13]. 3a nepurog ¢ 2008 no 2012 r. B AnOHUK
3adUKCMpoBaHO BCeEro 7 ciyyaeB nogarpbl y AeTen B BO3-
pacte oT 12 go 18 net (6 Manb4YMKOB M OAHa AEeBOYKA)
[14]. B Poccuitckon degepauun uccnegoBaHue ypoBHS
MOYEBOW KWUCNOTbl BbiNONHEHO B KemepoBo E. ByHWHOM
W COaBT. HA OCHOBE M3Y4YeHWsa NonysuMK aeTen B Bo3pacte
oT 12 po 15 net, cornacHo KOTOPOMY 4acToTa runepypuke-
MWK coctaBuna 9,5% [15].

K Hanbonee pacnpocTpaHeHHbIM MPUYMHAM rMnepypuKe-
MWK B NeanMaTpUYecKon MpaKTUKe OTHOCATCS 3aboneBaHus
noyek [5, 16], cBA3aHHbIE C HapylWeHWeM npoLuecca BbiBe-
OEHWS MOYEBOW KUCNOTbI M3 OpraHM3ma (yHacnefoBaHHble
reHHble MyTalLMK, CBA3aHHble ¢ AeDEKTOM MPOAYKLIMM BenKa,
W3BECTHOrO0 Kak ypomoaynuH [11], a TakKe MyTauus rexa,
OTBETCTBEHHOrO 3a MNPOAyKUMIO peHuHa [B]), meTabonu-
YEeCKUM CUHOPOM [6] U rEeHETUYECKM OEeTePMUHUPOBaHHbIE
runepypukemun [2, 4, 7—-9]. Cpean reHeTM4ecKn aetepmu-
HUPOBAHHbIX HApPYyLWEHWN NYPMHOBOIro 0OMeHa y AeTen Bblae-
NK0T cuHApoM Jlewa—HuxeHa — X-cuensieHHoe HapyLleHne
nypuHoBoro obmeHa: aedbmunt F’KPPT, BbI3BaHHbIN MyTaL1-
aMun B reHe HPRT1 [4, 7, 8]. MNpu NOJHOM OTCYTCTBMWU 3TOrO
depmeHTa pasBuBaeTca cuHApom Jlewa—HuxeHa ¢ Tsxe-
NibIM MOparKEHWeM LEHTPaNbHON HEPBHOM CUCTEMBbI, ayTo-
arpeccuen co CKIOHHOCTLIO K CaMOMOBPEXKAEHMIO U PaHHEN
nofgarpon ¢ nopaxkeHWem Mo4vYeK M ONOPHO-ABUIraTebHOro
annapata [4, 7-9]. bonee peakWn YacTUyHbIM AedUUUT
TKOPT — cuHapom Kennn-Curmunnepa — npoTekaet
C MeHee TeNblMU HEBPONOTMYECKUMU MPOSIBAEHUAMU UK
TONbKO B BMAe noaarpel [4, 7—9]. [[puHMMasn BO BHUMaHUe
paHHUI Oe6loT nodarpbl ¢ 6bICTPbIM NMPOrpeccUpoBaHUEM
KaK CyCTaBHbIX U3MEHEHWIN, TaK U XPOHWYECKOW 6ONE3HM
no4YeK, a TaKKe aHanuM3 [aHHbiIX CEMEeWHOro aHamHesa
(c™M. puc. 1), nornyHo 6bIS1I0 NPEANnONOKUTb HanMymne y Halle-
ro nauueHTa He NepBUYHON, @ FEHETUYECKU OEeTePMUHUPO-
BaHHOW GopMbl nogarpbl. 3TO MNOCAYKWUIO OCHOBaHWEM Ans
nposegeHus AHK-aMarHoCTMkM MeToaoM NpsMOro aBToma-
TMYECKOro CEKBEHMPOBaHMS. BbisBNeHHas B JaHHOM cryvae
MyTaLMsl, XxapaKTepHas KaK Ans nauueHToB C CMHAPOMOM
JNlewa—HuxeHa, Tak n ¢ cuHgpomom Kennu-Curmunnepa
[7-9], HacneayeTcs No X-cuenneHHOMY TUMY, U B COYETAHUHU
C K/IMHWMYECKOM KapTUHOW MO3BOASET MOATBEPAUTb Hanwu-
ynMe y nauueHTa BTOPUYHOM nogarpbl Ha GOHe cuHApOoMa
Kennn—Curmunnepa. HocutenbHuuamm nogo6HbIX mMyTaLumim

ABAAIOTCH, KaK NpaBuio, matepu O0/bHbIX, MyTauuu de
novo coctaBasitoT okono 30% [8]. C yyeToM OTCYTCTBUSA Y
MallbinMKa KaKux-nMbo MCUXOHEBPONOrMYECKUX HapyLUEHWH
AnarHo3 BTOPUYHOW nodarpbl BEpUdULMPOBaAH KaK CUHOAPOM
Kennn—Curmunnepa. K coxkaneHuto, Ha MOMEHT HanncaHus
CTaTbM PEKOMEHAOBaHHOE POACTBEHHMKAM o6cnefoBaHue
He 6blN0 NpoBeAEHO.

MpoGnembl BbiIGOpa TepaneBTUYECKON TAKTUKHU

npu TodpycHOM noparpe ¢ XpoOHU4ECKomn

60/1e3HbI0 NoYeK

Cnepytouien BaKHOW Npo6neMon, Ha Hall B3rnsad, npea-
cTaBnseTcs noabop Tepanuu y nogo6HbIX nauneHToB. Mpu
aHanuse npenocraBleHHON MeAULMHCKOW OOKYMEHTaLuK
obpallleHO BHMMaHWe Ha 6eccucteMHoe npumeHeHne HIMBIM
y Hallero nauueHTa, KOTOpOe He KOHTPO/NMpoBaNio Teye-
HWEe 3a60NeBaHUsA M MO0 YCYrybuTb TeYeHue XPOHWYe-
CKOW B0NE3HM MOYEK MPU CTOMKOM CHUMKEHUU UX DYHKLMUK.
Ha3HayeHue KonxuuuHa Takke 6bl10 TMMUTUPOBAHO 3any-
LLIEHHOW cTagMen nopakeHus noyvyeK. Mcrnonb3oBaHue rMio-
KOKOPTUKOCTEPOUAOB HOCUT MpW Mnojarpe OorpaHUYeHHbIN
XapaKTep B CWUly KpaTKOBpPEMEHHOW 3PpDEKTUBHOCTH (TOSIb-
KO ANna KynupoBaHusa NpucTyna), TMMUTUPOBAHO ObICTPbIM
GOPMHUPOBAHMEM 3K30MEHHOIrO TMNEPKOPTULM3MA U HEXKe-
naTtenbHO MPU XPOHUYECKOM 60ME3HU MoYeK. NHrmbuTtopsbl
KCaHTMHOKCKUAA3bl, B MEPBY0 o4epeab annonypuHos, OTHO-
CATCA K npenapatam MNepBON SIMHUKU Tepanuu B JieYeHuu
nogarpbl 6narogapsi Mx BbICOKOW 3DDEKTUBHOCTU, NMO3BO-
Nqolen 3a cyeT ypaTcHuxatowero adpdeKta OOCTUTHYTb
HEeaKTMBHOro cratyca 6one3Hu [1]. OgHaKo Ha3Ha4eHHbIN
HaweMmy nauueHTty B uioHe 2017 r. annonypuHON He npu-
BEeNl K MOSIHOMY KOHTPO/O Haj npucTynamu, Heob6xoauMMbli
YPOBEHb MOYEBOM KUCNOTbl HE Obla AOCTUTHYT. [IpUMeHeHne
annonypuHona MOMeET OblTb OrpaHMYeHO HEBO3MOXKHO-
CTblO UCMONb30BaHMA BbICOKMX A03 MpenapaTta y 60bHbIX
C HapylweHHOW @yHKUMEN noyeK. [lpn 3TOM HeBbICOKUE
[403bl npenapata NO3BOASAOT AOCTMYb LIENEBOW YPOBEHb
MOYEBOW KUCMIOTbl TOMbKO Yy HEBGONbWOro 4Yucna 60MbHbIX
[17], Kak 3TO HabnwAganocb y Hawero nauuveHta. bonee
o6HafexunBatoLwme peaynbratbl Tepanum G6bliM AOCTUTHYTbI
nocne nosiBneHns Ha GapmMaLeBTUHECKOM PbIHKE npenapaTta
debyKkcocTaTta. B nocnegHue rogbl HaKomnaeH 3Ha4nTeNbHbIN
OnNbIT, AEMOHCTPMPYIOLWMIA BO3MOXKHOCTb NepeBoja naumneH-
TOB C PE3UCTEHTHOCTbIO K annonypuHOY WAM C NOYE4HOM
HeLOCTaTOYHOCTLIO C Tepanuu anionypuHONIOM Ha feyeHne
dpebykcoctatom [18]. CornacHo pekomeHgauusm EULAR
no fevyeHuto nogarpbl, NnpumeHeHne debyKcocTata Heob-
XOAMMO BK/OYUTL B TepaneBTUYecKue onuuu npu noabo-
pe ypaTCHUXKalolen TepanmMm B Nogo6HbIX cutyaunsax [19].
B oTnvMyme oT annonypuHona 3TOT CENEKTUBHbIN WMHIMOU-
TOPp KCaHTMHOKCKMAA3bl HEe BAMSIET Ha aKTUBHOCTb [APYrux
depMeHTOB, YTO MOTEHLMANBbHO CHUMKAET PUCKWU Hexena-
TenbHbIX peakuunin. PebykcocTaT MOXKeT 6onee 3PDEKTUBHO
CHUXKaTb YpOBEHb MOYEBOM KMUCNOTbl B CbIBOPOTKE KPOBM
3a cYyeT noJaBfeHUs 1 peayLMpoBaHHOM U OKCUOANMPOBAHHOM
GopMbl KCaHTMHOKcUAa3bl. MetabonuMam npenapaTta Mpo-
MUCXOAMT NMPEUMYLLECTBEHHO B MEYEHW MyTEM KOHblOraLmu,
a YyaCTMyHas ero 3KCKpeuus ¢ MOYOM — B KOHDBIOrMPOBaH-
HOM BMAE, YTO UCKIIOYAET AOMONMHUTENbHBIE PUCKU B Criydae
npumeHeHnsa ¢ebyKcocTata y MNauUMEHTOB C XPOHWYECKOM
6onesHblo noyekK. Mo pgaHHbIM Y. Shibagaki n coasT. [20],
npu AAMTENBHOM MPUMEHEHWM 3TOrO Mpenapata CKOpPOCTb
NPOrpeccupoBaHns NOYE4YHON HEAOCTATOYHOCTU MOXKET CHMU-
aTbCs, a dunbTpauMoHHas CMOCOOGHOCTb MOYEK MOXKEeT
[JaKe HEeCKOMbKO ynyylwuTbes. B npogemMoHCTpupoBaHHOM
HaMK KIMHUYECKOM HabnwaeHun debykcoctaT NO3BOMAMUI
KOHTPONMpPOBaTb YPOBEHb MOYEBOWM KWUCMOTbl CbIBOPOTKM
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KnuHun4yecKoe Ha6GnogeHue

B PEKOMEHAYEMbIX Mpedenax npu xopolwew nepeHocMMo-
CTU Tepanuu, OAHaKO, K COXaNneHuto, Ham He yaanocb noka
no pesynbratam KOHTPOJIbHOro o6cneqoBaHng Yepes 4 mec
Tepanuu OCTaHOBWTb MPOrpPeccUpytollee CHUXKEHME CKOPO-
CTW KNy604YKOBOM pUNbTPaLMK.

MexaHu3mbl GOPpMUPOBAHUA XPOHUUYECKON GOJNIE3HU

NoYeK y NaLMeHTOB C FTMNepypukeMuen u ee BausiHue

Ha BbIOOP TEpaneBTUYECKON TaKTUKHU

3aduMKCUpoBaHHOE Ha MOMEHT BeEpUPUKaLMKM AMarHosa
nogarpbl CHUXeHWe GYHKLMM NOYeK Yy Hawero nauueHTa
UMENOo yXKe MO3AHI0 CTaAMI0 C HanuM4ymMeM ABYCTOPOHHErO
Hedpocknieposa. OTcyTcTBME HEOOGXOAMMOrO Hedponormnye-
CcKoro o6bcnegoBaHusa B anpene 2016 r. Ha MOMEHT MocTa-
HOBKM AMarHo3a BEHUILHOMO PEBMATOMAHOrO apTpuTa,
Koraa Obln BbISIBAEHbI MOBLIWEHHbIE YPOBHU KpeaTWHU-
Ha M MOYEBOW KUCNOTbl B CbIBOPOTKE KPOBW, HE MO3BO-
SIMN0 CBOEBPEMEHHO [MarHOCTUPOBaTb HaM4YMe XPOHMU-
yecKon 60Me3HU Mnoyvek, Tpebywulen 6onee KOPPEKTHOro
nogxoda K Ha3Ha4YeHUIO BCEN MeAUMKaMEHTO3HOW Teparnuu.
XpoHuyeckas 60/1e3Hb NoYeK, Mo KOTOPON NOHMMAIOT CTOK-
KWE CTPYKTYPHbIE M3MEHEHMSI MOYEK WAW HapylleHWe WX
PYHKUMK, KOTOpPbIE coXpaHstoTes 6osiee 3 Mec, B HacTosllLee
BPEMSI paccMaTpuMBaeTCs Kak oAHa M3 rnobafbHblX Mpo-
671eM 3[paBOOXpPaHEeHUs, MMetowas TEHAEHUMIO K POCTY,
CYLLECTBEHHO BAMSIOWAA Ha WHBaAMAW3AUMIO W MOBbILIE-
HWe cmepTHOCTK [21]. MexaHU3M MOoBpPEXKAEHMS MOYEK Mpu
rMNepPypMKEMMUK A0 KOHLL@ He N3yyeH. Ha ceroaHalHnim aeHb
MMEITCH AaHHbIE, YTO NMPU CTOMKOW TMNEepPypUKEMUM B YCNO-
BMSAX HU3KOM KMCNOTHOCTM MOYM BO3HMKAOT ONTUMAsbHble
ycnoBus 4ns o6pa3oBaHusl KPUCTanIoB MOHoypaTa HaTpus,
KoTopble ctumynupytoT NLP3 nHdnammacomy, 4to B nocneay-
OLLEM 3a CYET aKTMBauuu depmeHTa Kacnasbl-1 npuBoauT
K BblcBOOGOMAeHMO IL1B u IL18, BbI3biBalOWMX pas3ButUe
XPOHMYECKOro BOCMaNeHus, 3a CYET KOTOPOro MpOoUCXOauT
NnoBpeXAeHNE NoYeYHbIX KaHanbLueB 1 GopMUpoBaHue Ty6y-
NIONUHTEpPCTUUManbHOro ¢ubposa [22]. Kpome Toro, cama
no ce6e runepypmuKeMmns BHe pacCMOTPEHNS BOMpoca O Npo-
BOCManUTENIbHOM AENCTBMM KPUCTANNOB MOHOypaTta HaTpus
ABnseTcs GaKTopoM pUCKa MNOBPEKAEHWS IHAOTENNS, MOBbI-
WEeHWS apTepuanbHOro AaBieHus, pa3BUTHS caxapHoro auna-
6eTa 2-ro TMna, accoUMmnpyeTcst C POCTOM 06LLEN U cepaey-
HO-COCYAMCTOM CMEPTHOCTU [22].

0OGocHOBaHUe NMPUMEHEHUSI KOMOUHaLUKU

KaHaKMHyma6a u ¢pebyKcocTtaTa

JledyeHve noparpbl Ha CTaguMM XPOHWYECKOro apTpuTa
c TodycaMn W MOpaxKeHMEeM MNOoYEK npeacTaBnser coboun
BeCbMa CNOXHyt0 3agadvy. [lpn Bbi6ope MeauKaMeHTO3-
HOM Tepanuun y 06CY)KAAaeMOro naumeHTa Mbl CTONKHYINUCH
C HECKO/IbKMMMU CYLLLECTBEHHbIMK Mpo6aemMamu. MNposoanmas
B TeyeHue AnuTenbHoro BpemeHu Tepanus HIBIT He npwu-
Be/Ma K KynupoBaHWIO CYCTaBHOro cuHapoma. [danbHenuwee
npumeHeHne HIBI, Ha3dHayeHne KONAXuMuMHa W TNHOKOKOP-
TMKOCTEPOMAOB JIMMUTUPOBANOCh HalMYMEM XPOHUYECKOWM
60ne3Hu noyeKk. HasHayeHne annonypuHona He NO3BOAMIO
[LOCTUTHYTb LIeNIEBOr0 YPOBHA MOYEBOW KWUCNOTbl B CbIBO-
POTKE W NpeaoTBpaTWTb MOBTOPHbIE aTaku, MNpM 3TOM
NoBbILEHNE [03bl IMMUTUPOBAOCH MOPaXeHWeM MOYeK.
AHTUTMNEPYPUKEMUYECKYID Tepanuio, B TOM 4ucine dpebyk-
COCTaTOM, PEKOMEHAYETCH HayYnHaTb TONbKO B TOM Chyyae,
KOrAa y nauMeHTa HeT CMMNTOMOB apTpuTa B TedeHue 2 Hega,
B CBSI3W C BbICOKMM PUCKOM OBGOCTPEHUS CYCTABHOMO CWH-
apoMa M ycyrybneHuss MMelollencss noyevyHon naTosiorum
Ha HayanbHbIX 3Tanax Tepanun. Takum o6pasom, He AOCTUr-
HYB KYNMMPOBaHMWS OCTPOro apTputa, AOGUTLCA HOPMOYPUKe-
MUK HE NPEACTaBNANOCh BO3MOMXHbLIM. Y4UTbIBAsS BCE U3/0-

YEHHble 06CTOATENbCTBA, GaKTUYECKN Be3anbTepHATUBHbLIM
BapuaHTOM o6ecneyeHnss HadeKHOro npoTMBOBOCMNANM-
TeNbHOro apdeKTa ABUNOCL Ha3HavyeHne nHrnéutopa IL1R
KaHaknHymaba. [pMMeHeHMe KaHaKuHymaba y 60JbHbIX
nogarpon NPoOAEMOHCTPUPOBAO BbICOKYIO 3PEKTUBHOCTb
npu Xopowen MNepeHOCMMOCTM Tepanuu W BO3MOMKHOCTH
nsbexarb PUCKOB, CBHA3AHHbIX CO CHWMXEHUEM CKOPOCTH
K/Ty6O4YKOBOW QUNbTPALIMK, TaK KaK KOPPEKLMKU 03bl KaHa-
KMHyMaba npu no4Ye4yHOW HEeOOCTaTOYHOCTU He TpebyeTcs.
Mpn 3TOM pUCK 060CTPEHMI apTpUTa NPU NPUMEHEHUM KaHa-
KMHyMaba y 60/bHbIX MOAarpon Co CKOPOCTbIO Ky6O4YKOBOM
dunbTpaumnmn meHee 60 MA/MUH HUXKE, YEM MPU NPUMEHEHUMU
rMIOKOKOPTUKOCTEpOonaos [23].

B neanaTpuMyecKon npaKkTuKe KaHaKuHymab 3aperu-
CTpUpOBaH AN npuMmeHeHuss B Poccuiickon dPepepauun
B MapTe 2013 r. NpuM CUCTEMHOM BapuaHTE OBEHUbHOIO
manonaTtuyeckoro aptputa [24]. HasHavyeHne KaHakuHyma-
6a B neavMaTtpuMyeckonm pPeBMaToNormMn IMMMUTUPOBAHO €ero
BbICOKOW CTOMMOCTbIO, OAHAKO B OT/IMYME OT CUCTEMHOIO
BapuaHTa OBEHWIbLHOrO apTpuTa Npu nojarpe npenapar
MOXET MCMONb30BaTbCA KaK pas3oBas OMNUMS Ha MOMEHT
nogarpuyeckon ataku [23]. ToAyY4EHHbIM HaMW XOPOLLUM
KIMHUYECKNN IDPEKT KaHaKMHymaba KaK C TOYKM 3pe-
HUS BO3MOMHOCTM ObICTPOro KynupoBaHWs BOCNaneHus,
TaK M C y4eTOM BO3MOXHOCTM KOHTPO/S Hag 06CyAaeMbIMu
Bblll€ PUCKaMMU MCMONb30BaHUS YPaTCHUMKAIOWEN Tepanuu
Nno3BOJISET paccMaTpmMBaTh NPEACTABEHHbIM HAMU KIWHU-
YEeCKMM ONbIT Kak BecbMa O6HaeunBatlowWwmim, Npu ToM 4To
[aHHOe HabnoaeHne SBnseTcs BnepBble 0Ny6IMKOBaHHbIM
cnyvyaem NpUMEHEHMS KaHakMHymaba npu nogarpe y nauu-
€HTa, He gocTurwero 18-neTHero Bo3pacTa.

TakMM 06pa3om, B pesynbrate nogbopa ypaTCHUKatowen
Tepanuu yganocb JO6GMTbCA KOHTPOAS HaA aKTUMBHOCTbIO
3a60neBaHns C TOYKM 3PEHUS AOCTUKEHUS LLENEBOr0 YPOBHS
MO4Y€BOWM KMC/OTbl B CbIBOPOTKE KPOBM U MPeAoTBpaLLEHMUS
NMOBTOPHbIX MPWUCTYNOB noaarpbl. Ha cerogHaWwHWi AeHb
B KayecTBe MNepBOCTEMEHHOM Npo6neMbl BbICTynaeT BO3-
MOXHOCTb 3OPEKTUBHOM Kypauun XPOHUYECKON 601e3HU
noYyeK, onpeaenstouen 40 IrOCPOYHbIN, B TOM YUCNE USHEH-
HbIW NPOrHO3 3ab0sieBaHWs Y Hallero nauueHTa.

3AK/TIOYEHUE

MpoaeMOHCTPUPOBAHHbIN KIMHUYECKUI MpUMeEp CBU-
[eTenbCTBYET O HEOOXOAMMOCTM 3HAHWMS MPaKTUKYOLWUMHK
neguaTpamMmmn-peBMaTosioramm Takom «B3pOocion» Npobemsl,
KaK nogarpa. lMony4yeHHbIn HaMK ONbIT noagbopa Tepanuu
C NpUMEHeHWeM Ha QOHe aTaKu nogarpuvyeckoro apTpuTa
KaHaKuMHyMaba y 60/1bHOr0 XPOHMYECKOW TodycHOM noaa-
rpow C NO3AHEeN cTagnen XpOHUYECKon 601e3HM MNOYEK CBU-
OEeTeNbCTBYET O XOPOLWIEM KIMHMYECKOM addeKTe npenapa-
Ta, YTO MO3BOINIIO HaM U36eXaTb OC/TOKHEHUIN, CBA3AHHbIX
C 060CTPEHUAMU apTpuUTa NPU UHULMALMK ypaTCHUXKaOLWEN
Tepanuun debyKcocTaToM.

WHO®OPMUPOBAHHOE COINIACUE

OT naumMeHTa n ero maTepu Nosly4eHo yCTHOe cornacue
Ha WCNoNb30BaHWE CBEAEHWW U3 €ro UCTOpUM 6ONEe3HU
N n306paxKeHun a8 NpoBeAeHUs KIMHUYECKMX pa3bopoB
1M nyénuKauum, NnMCbMeHHoe WMHOOPMUPOBAHHOE cornacue
He Moy4eHOo MO NPUYMHE YAaNEeHHOCTM MeCcTa MPOXMUBaHKS.
MpeactaBneHHble AaHHbIE 06E3UYEHDI.
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