KnuHuyeckoe HaoGnwoageHue

DOI: 10.15690/vsp.v18i5.2060

E.A. JluroctaeBa, H.A. LlypukoBa, U.A. LibiraHok, H.H. Ko63eBa, B.1l0. ABgeeHKo

O6nacTHasa geTckas KinHMYeckasa 6onbHULUaA, PocToB-Ha-[oHy, Poccuiickas Penepauus

Tepanua KaHaKMHYMaooOM cecTep

C KOJIXULLUHPE3UCTEHTHOU dopmMoH
ceMenHoOu cpean3eMHOMOPCKOM
NUXOpaAKU: KIIMHUYECKoe HaobloaeHue

KoHTaKTHas unpopmauus:

JiuroctaeBa EneHa AneKkceeBHa, KaHaMAAT MeAULMHCKUX HayK, 3aBeayloLlas neanaTpuyecknm otaeneHmem O6nactHom AeTCKON
KIMHUYECKOM 6ONbHULBI

Appec: 344015, PoctoB-Ha-loHy, yn. 339-i1 CTpenkoBon AnBuaum, 4. 14, ten.: +7 (863) 219-04-17, e-mail: elena-odb@ya.ru
Cratbs noctynuna: 01.10.2019 r., npuHaTa K neyatu: 28.10.2019 1.

0O6ocHoBaHue. KonxuUMHPEe3UCTEHTHbIE CJlyyan CeMenHOM cpean3emMHOMOpPCKon anxopaaku (CCJ1) conpsix<eHbl ¢ BbICO-
KMM PUCKOM pPa3BUTUS aMUJIOMA03a MOYEK M TAIKEbIM TEYEHUEM MPUCTYMNHbIX NEPUOAOB BOE3HMU, XapaKTepU3YIOLMXCS
HebpuIbHON TMXOPAAKON, apTpuTamMm, naeBpuTamu, nepmkapantTamm. KoHTposib 60/1€3HU Y KOIXUUMHPE3UCTEHTHbIX 60/1b-
HbIX TPYAHOAOCTMXUM M TPEBYET UCMOb30BaHMSA Mr€HHO-UHXEHEPHbIX BUMOI0rMYECKNUX rnpenapaTtoB. OnMcaHue KInHhYe-
cKoro cayyas. [lpegcraBieHo HabloAeHNe CEMENHOro ciyydas Tskenoro te4eHmsi CCJ/l. OnucaHo ycrnelHoe npumMeHeHme
MOHOKJ/IOHaJ/IbHOro aHTUTeNa K MHTEPJIeNKUHY 1 KaHaKnHymaba y cectep ¢ KOXULUMHPEINCTEHTHON GOPMOH 3ab0/1eBaHMs.
Yike yepes 4 Hep nevyeHunss 6blsiv MOJHOCTbIO KYNMMPOBaHbl INXopadKa, CycTaBHOM 1 ab4OMUHa bHbIN CUHAPOMbI, OTMEYeHa
Hopmanu3aums 1abopaTopHbIX MPU3HAKOB BocrnaseHns. Yepes 32 Heg tepanuu nabopaTopHble MoKa3aTesim aKTUBHOCTH
60/1€3HM (CKOPOCTb OCeAaHUsi IPUTPOLIMTOB M KOHLEeHTpauusi C-peakTMBHOro 6esika) COXpaHsanCh B npegenax pepepeHc-
HbIX 3Ha4YeHU, NPUCTYNoB 601e3HM He 6bi10. 3a nepuoa HabawgeHns (32 Hel) Ha GoHe Tepanum KaHakMHyMmabom pa3BuTUS
HexKenaTtesibHbIX peakunii He oTMe4yeHo. 3akmdeHune. [lokaszaHa BbiCOKasi 3POEKTMBHOCTb KaHakMHymaba y nalmeHToB
¢ TsKenbiM TedeHnem CCJ1, pe3nCTEHTHOM K Tepanmm KOJIXMLMHOM.

KnroyeBble cnoBa: €T, ceMeinHasi Cpean3eMHOMOPCKas IMXopaaKa, KIMHUYECKMI CayYan, nepmoandeckas 60/1€3Hb, KOJI-
XMUMH, KAHaKMHYMab, NHTEPJIENKUH 1, aKTUBHOCTb 60/1€3HU, HEXXEaTe/IbHble peaKLmu.

(Ana ymTnpoBaHuns: luroctaesa E.A., LlypnkoBa H.A., UbiraHok M. A., Ko63eBa H.H., ABaoeeHko B. 0. Tepanuns KaHakuHy-
MaboM cecTep C KONXULMHPESUCTEHTHOM GOPMON CEMENHON CPEAN3EMHOMOPCKOM TNXOPaAKKU: KITMHUYECKOE HabntoaeHe.
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Two Sisters with Colchicine-Resistant form of Familial
Mediterranean Fever on the Canakinumab Therapy:
Clinical Case

Background. Colchicine-resistant cases of familial Mediterranean fever (FMF) are associated with high risk of kidney amyloidosis and
severe episodes of the disease with pyretic fever, arthritis, pleurisies, pericarditis. It is difficult to achieve disease control in colchicine-
resistant patients and it is required to use genetically engineered biologic drugs. Clinical Case Description. The observation of the
family with severe course of FFL is presented. The successful use of canakinumab (monoclonal antibody to interleukin-1) in sisters with
colchicine-resistant form of disease is described. Fever, articular and abdominal syndromes were completely reversed after 4 weeks
of treatment as well as normalisation of laboratory tests was noted. Laboratory indexes of disease activity (erythrocyte sedimentation
rate and C-reactive protein level) have stayed in reference ranges after 32 weeks of therapy, no new episodes of the disease were
recorded. There were no adverse effect on the canakinumab therapy during the observation period (32 weeks). Conclusion. The high
canakinumab efficacy in patients with severe colchicine-resistant forms of FMF is shown.
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OBOCHOBAHME

CemerHaa cpeanseMHoMmopcKas nmxopagka (CCJl;
aHm. Familial Mediterranean Fever, FMF) — cuctemHoe
aytoBocCnanutenbHoe 3abofieBaHue, Bbi3BAHHOE U3MeHe-
HWEM HYK/IeOTMAHOM nocnefoBaTenbHOCTM B reHe MEFV
(mediterranean fever gene), oTBevatoLlleM 3a cMHTE3 6enka
NUpUHa: U3MEHEHMe CTPYKTypbl nupuHa npu CCJ1 Beget
K yBEMYEHMIO BbIpabOTKM MPOBOCMANUTENbHbIX LIMTOKK-
HoB [1, 2].

CCJ1 xapakTepu3dyeTcss ayTOCOMHO-PELLECCUBHBIM
TUNOM HacnefoBaHuWs, NPOTEKaeT C KOPOTKUMWU U peLu-
AVBUPYIOWMMU 3NM30A4aMU TMXOPAAKK, MOAUCEPO3UTOB,
CUHOBWTOB, BOCManUTENIbHbIX MOPAa*KEHUN KOXW, C pas-
BWUTMEM Y HEKOTOpbiX nauuneHtoB AA-amunouposa [1, 2].
MaHudecTtauna 601e3HU MPOUCXOANUT, KaK npaBuno,
[10 necATuneTHero Bo3pacta [3]. PacnpoctpaHeHHocTb CCJ1
B MUpe, No pa3HbiM oLeHKaM, coctaBnseT 100-150 Toic.
yenosek [4, 5]. B mMupe cpean pasnmyHbiX 3THUYECKMUX
rpynn Hanbonee yacto CCJ1 BcTpeyaeTcs cpean xutenen
cpeansemMHomopbs — apaboB, rPEKOB, TYPKOB [6]. Ha Tep-
putopun Poccurickon depepauymm CCJ1 Hanbonee 4vacto
peructpupyetca y espeeB-cedpapioB, apMaH, HapoLoB
KaBkasa [7].

OaHo 13 nepsbix onucaHunin CCJ1 66110 ony6/MKOBaHO
B 1908 . T. Janeway 1 H. Mosenthal. 3a6oneBaHue pa3su-
nocb y 16-neTHen eBpeNCKON AEBOYKH, Y KOTOPOM C poXKae-
HUA PErMCTPUPOBAIUCb KPAaTKOBPEMEHHbIE MPUCTYMNbl 60K
B XMBOTE U 3Nn304bl nuxopasku [8]. B 1948 1. X. PeHmaHH
BMepBble BBE/N TEPMUH «Nepuoanyveckas 60/e3Hb», onucas
B OCHOBHOM Yy NpeacTaBUTeNen eBpPenCcKOM HauMoHanbHO-
CTW NEepPUOAMYECKYIO NTMXOPaAKy, BO3HUKAIOLLYIO B AETCKOM
BO3pacTe U nepcucTupylowyo B opraHname go 10 net [9].
B otaenbHyto Ho3onorunyeckyto ¢opmy CCJ1 6bina BblaeneHa
B 1992 r.[2, 10].

Matorenes CCJ1

feH MEFV koaupyeT MUpUH (MU MapeHOCTUPUH) —
AA-npoTenH, coctoawmn n3 781 aMMHOKKUCAOTbI. [MUpUH
CUHTE3UPYIOT HENTPOPUIbI, 303UHOP U LI, MOHOLIUTBI, AEH-
APUTHbIE KNTIETKU U CMHOBUWanbHble pubpobnacTbl [11, 12].
B Hopme nupuH y4yacTBYyeT B MHaKTUBaUMW GaKTepuaib-
HbIX TOKCMHOB W PpEerynupyeT CeKpeuuto WMHTepnenKkuHa
(interleukin, IL) 1 [1, 11, 13]. OnucaHo, 4YTO B OCHOBE
pa3sutnga CCJ1 nexaT To4yeYHble M3MEHEHUS HYKNeoTUA-
HOW nocnefgoBaTenbHOCTM reHa 6enka nupuHa (onuca-
HO 6onee 50 BapuaHTOB reHa [14]), pacnonoXeHHOro
B KOPOTKOM nneye xpomocombl 16 (16q) [2]. CornacHo
OfHOM rnnoTese, 06bACHSAOWEN MexaHn3m pa3sutua CCJI
(«cekBecTpaLMOHHasa» runotesa), UBMeHeHne HyKIeoTua-
HOW nocnegoBaTtenbHOCTU reHa MEFV npuBOaWUT K U3Me-
HEHWIO CTPYKTYPbI MMPUHA, KOTOPbIM B pe3yfnbTaTe He cro-
cobeH noAaBnATb aKTMBHOCTb Kacnasdbl 1 — depMeHTa,
yyacTBYIOWEro B MNpeBpalleHUM HeaKTUBHOro npo-IL1p
B aKTUBHYIO ¢GopMmy C nocneaylowen runepnpoayKum-
en IL1B u pasButuem BocnaneHunsa. CornacHo BTOPOK
runoTtese passutusa CCJ1 (rMnotesa «MMPUHOBON UHPNAM-
MacoMbl»), MUPUH, NOAOOHO KPMOMUPUHY, yHacTByeT B Gop-
MUWPOBaHWN MHGNAMMacOMbl, aKTUBMPYIOLWEN npoKacna-
3y 1 M nNocpeacTBOM 3TOro depmMeHTa CTUMYIMPYoLEen
cuHTE3 IL13 [15].

B HacTosAWMW MOMEHT BbISBAEHO 8 TUNOB MyTauui
B C-KOHLIEBOM y4acCTKe reHa nupuHa, Npu KOTOpbIX Mpounc-
XOAMT 3aMeHa 04HON aMUHOKKUCNOTbl. M3 Hanbonee YacTbIx
MyTaUui BbIAENSIOT TPW, Ha OO KOTOPbIX MPUXOAMTCA
okosio 90% cnyvae CCJl: M680Il (3ameHa u3onenumHa
Ha MEeTMOHWH), M694V (3ameHa BanMHa Ha METUOHUH),
V726A (3ameHa anaHuMHa Ha BanuH) [11, 15, 16]. Mpu
aToM BapuaHT M680I BcTpeyaeTcs B OCHOBHOM Y apMsiH,
BapuaHTbl M694V n V726A — BO BCEX 3THUYECKMX rpynnax
[2, 17-19]. Tak»Ke 6bl/I0 yCTAHOBMIEHO, YTO AETU C BapuaH-
ToM M694V 3a6oneBatoT B 605ee paHHEM Bo3pacTe U nme-
10T 6onee Taxenoe TevyeHne 6onesHun [2, 18]. MHTepeceH
TOT daKT, YTO reHeTUYecKoe TeCTMpoBaHMe NO3BOASET Noa-
TBEPAWTb AnarHo3 nuwb 60% NnaunMeHToB C TUMMUYHbIM TeYe-
Huem CCJ1[17, 20].

KnuHuyeckaa KaptuHa CCJ1

K Knaccuyeckum KiuMHUMYeckuM nposasneHuam CCJ1
OTHOCHAT NOBTOPSIOWMECS, cCaMOOrpaH1M4MBatoLWMecs anu-
304bl $ebpubHON NMXopaaku, 60nb B rpyau (Bcneactesune
BO3MOXHOIo pasBUTUA NNeBpuTa, nepukapauta), 60/b
B JXMBOTE, OOGYC/MOBMIEHHYIO B HEKOTOPbLIX Clyyasx pas-
BUTMEM acenTUYEeCKOro NepuToHUTa, apTpUTbl U POXKENOo-
[o6Hyto apuTemy. B nepuoa npuctyna y naumneHtos ¢ CCJ1
perucTpupyeTcs NemKoLMUTO3, NOBbILEHWE CKOPOCTHU Oce-
faHusa aputpoumnTtoB (CO3), CbIBOPOTOYHON KOHLEHTpaLMK
C-peaKtnBHoro 6enka (CPB) u A-amunonaa, 4To cBUAeTENb-
CTBYET O BbICOKOM pUCKe pa3BuTmusa AA-amnnoungosa novex
[2, 21, 22]. BtopuyHbih AA-aMUnonaos ABASETCA O4HUM
M3 Haunbosiee TaXenblx ocnoxHeHun CCJ1, npoTeKatolwmnx
C NPeuMMyLLeCTBEHHbIM BOBEYEHWEM B MATONOrMYECKUI
npoLecc MNo4vyeK, HaAMOYEYHWKOB, MEYEHU W CENEIEHKM,
pasBuUTMUEM TEPMUHANIbHOW MOYEYHOW HEOOCTaTOYHOCTH.
B psge uccnegoBaHWi OTMEYEHO, YTO PUCK pPa3BUTUS
amMuionao3a 3aBUCUT OT ITHUYECKOW MPUHAANEKHOCTH
M BapbMUpyeT B pasHbix nonynsumnsax ot 10-40 go 60-70%
[2, 21, 23].

C uenbio cBOEBpeMeHHOW BepuduKaunu auarHosa
6blIM NPEANOXKeHbl 60blKne U Mmanble Kputepuu CCJT [15]:
e (GONblUME KPUTEPUM — peLUaUMBMPYIOLLME 3MU30AbI

NINXopaaKu ¢ nonmcepo3nTom, AA-ammnaonaos npu oTeyT-

CTBUM APYTrUX NPUYKH, 3IOPEKT OT Tepanmm KONXMLUHOM;
® Malble KPpUTEPUU — PELMAMBUPYIOLLME 3MU304bl TMXO-

pagKku, poxenogobHble BbiCbiNaHusd, Hanndne CCJI

Yy POACTBEHHMKOB 1-W NTMHMUKN POACTBA.

Mpn Hanuuuu 2 60MblUMX KpUTepmneB unnm 1 60abWworo
M 2 Manblx roBopaT 06 onpeaeneHHoM auvarHose CCJ1, npu
1 60/bWOM U 1 ManoM — O BEPOATHOM AuarHosze [15].

Tepanusa CCJl

B 2016 r. EBponenckas nura npoTuB peBmMaTnu3ma
(aHrn. European League Against Rheumatism, EULAR)
pekomeHgoBana anropmutm nedeHns 6onbHbix CCJ1, cornac-
HO KOTOPOMY B Ka4ecTBe CTapTOBOM Tepanuu cieayeT Ha3Ha-
yaTb KOAXMuMH [18]. Y meten B Bo3pacTe A0 5 NneT gosza
KonxuuuHa coctasnsetr 0,5 mr/cyt, y geten 5-10 netr —
0,5-1,0 mr/cyt, y geten ctapwe 10 net u B3pOCAbIX —
1,0-1,5 mr/cyt [18]. bonbwurHcTBO (90-95%) nauuneHToB
¢ CCJ1 geMOHCTPUPYIOT XOPOLLUMM OTBET Ha Tepanuio KOIXu-
LIMHOM, B OCTalbHbIX Cly4asx peBmMaToIor cTajaKkmnBatTcs
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C KONXMUMHpEe3ncTeHTHon dopmon 3aboneBaHus [18, 20].
KputepusmMmn ycToMYMBOCTU K KONXMLMHY ABNSIOTCS cne-
ayolne ycnosus: 6onee 6 TUNUYHbIX OBGOCTPEHUN B rog
Mnu 6onee 3 TUMNUYHLIX 0OOCTPEHUN B TevyeHue 4—-6 Mec;
HEeMNONHOLEHHble 060CTPEHNS C HE MEHEE YeM ABYKPATHbIM
noBbllleHnemM nokaszatenen CPB, CO3 n/unun cbiBOPOTOY-
Horo amunouga A (CAA) mexay obocTpeHusmu [24, 25].
HenonHoe o060CTpEHWE HOCUT PEeLUaMBUPYIOLLIMK XapakK-
Tep, conpoBoxaaeTrcs 601eBbIM CUMHAPOMOM M OTIMYaeT-
Ccsl OT TUMKUYHOrO (MOJIHOTO) 06OCTPEHMUSA Hannynem 1 nnu
2 NPU3HAKOB U3 HUXKecneaywmx [25]:

e TemnepaTypa Tena HopManbHasa unu Huxe 38 °C;

® aTaKu MNPOAO/IKMUTENIbHEE WM KOpoYe, Yem O6bl4HO

(HO He MeHee 6 4 1 He npogomkuTenbHee 1 Hep);
® HEeT NPU3HaAKOB NepUToHUTa BO BpeMs abaoMUHa bHON

aTaku;

e abgoMuHasbHas ataka HOCUT JIOKalM30BaHHbIM Xa-
pakKTep;
® apPTPWT MHbIX CYCTaBOB, KPOME YKa3aHHbIX BblLLeE.

B cny4yae oTcyTCTBUSA KOHTPONSA Hag TeYeHUeM 60/1e3HHU
y AETEN, NONYyYaloOLWMX KONXMLMH, paccMaTpmuBaeTcs BONPoC
O BO3MOXHOM MOBbIWEHUN AO3UPOBKU KOMXWUUMHE [0
2 Mr/cyT MakcumanbHo [15, 26].

Mpu perncTpaunmn KONXMUMHPEIUCTEHTHOINO BapuaH-
Ta CCJ1 nM6o npu HEenepeHoCUMOCTM KONXULUMHa cneayeT
paccMoTpeTb BOMPOC O Ha3Ha4yeHMM npenapaToB BTOPOW
NNMHUN. QPPEKTUBHOCTb U 6E30MaCHOCTb 3TUX NpenapaToB
nM3y4yanacb B psige uccnegosaHuin [26—28]. BBuay noHM-
MaHus naToreHesa 60/€3HM B HacTosillee BpeMs Bce
6onbllee BHUMaHWE yaenseTcs naydyeHnio apOeKTMBHOCTH
M 6e30nacHOCTM MHITMBKUTOPOB IL1 (aHaKMHpa, puaoHaLenT,
KaHaKnHymao).

[MonyyeHbl gaHHble B NOAb3Yy ObICTPOro U YCTOMYMBOIo
paspeleHns CUMMNTOMOB W/WAKW HOPMann3aunn YPOBHS
nabopaTopHbIXx MapKepoB y 60bHbIX CCJT Ha doHe Tepanuu
nHrnéutopamu IL1L [7, 25, 28]. KaHakKnHymab — eOuH-
CTBEHHbIN 3aperncTpmpoBaHHbin B Poccuiickon ®enepauunn
npenapart U3 rpynnbl MHrMGuUTOpoB IL1 ans mMoHoTepanuu
CCN y B3pocnbix 1 aeten B Bo3pacte = 2 net. CornacHo
pekomeHgaumam EULAR, npumeHeHre 6n0OKaTopoB peLlen-
Topa IL1 cunTaeTcs «nepCcnekTUBHbIM BapuaHTOM Tepanuu
BTOPOM NIMHWUW» B CNEeayoLLMX CRyYHasX:
® YCTOMYMBOCTb K KOJIXMUMHY: = 1 060CTPEHUSA B Mecsl,

Ha ¢&OHe JieYeHUs KONXULMHOM B MaKCUMalbHOMU

NnepeHoCUMon 403e ANUTENbHOCTbIO HE MeHee 6 Mec,

HO TONIbKO NOCNe MOATBEPXKAEHWUS MPUBEPKEHHOCTH

Nle4yeHuto;
® naoxas NepeHOCUMOCTb [Aaxe HevyacTbiX 060CTPEHWH

WU MPU3HAKKU 3HAYMMOIO CTOMKOro CyOKIMHUYECKOro

BOCMaseHus, T. €. BbICOKUI PUCK Pa3BUTUS aMUIOMA033;
® HenepeHoCUMOCTb KONXULMHA.

bnokaga peuentopoB IL1 urpaetr 0COGEHHO BarKHytO
pofib B JfIe4EHUM MALMEHTOB C CEMEWHbIM aHaMHE30M
AA-amunongosa [18, 24, 25].

Y4ynTbiBas HU3KYIO 4acTOTy BCTPEYAEMOCTM KONAXMLMH-
pe3ucteHTHon dopmbl CCJ1 cpeaun aeten, aktyanbHO Npea-
cTaBneHne AaHHbiXx 06 3DDEKTUBHOCTM M 6GEe30MacHOCTU
Tepanum UHrMbutopom IL1 Taknx nayMeHToB.

B HacToaWwmMMn MOMEHT noj Hawum HabnageHnemM Haxo-
OATCA ABe CecCTpbl, TYPYaHKU MO HALMOHANbHOCTHU, C KOf-

XMUMHpPe3ncTeHTHoM dopmon CCJI1, nonyyatowme Tepanuio
KaHaKnHymabom.

KNUHUYECKUHA NPUMEP

MauyueHTKa A. (cTaplias cecrtpa)

MaymeHTKa A., Bo3pacTt 10 neT, NOCTOSHHO NPOXKMBAET
B PocTtoBcKon o6nactu. Bnepsble o6patunacb B 'BY PO
«OKbB» ¢ )xanobamun Ha 6011 B KMBOTE, a TaKKe 60/1b, yBe-
IM4eHne B 06beME U OrpaHUYeHnE ABUKEHUIN B KOMEHHbIX
cycTaBax.

AHaMHe3 3abosieBaHus. CunTaeT cebs 60/IbHON C O-neT-
Hero BO3pacTa, Korga BMepBble BO3HWK 3anun3oa abgo-
MWHaNbHOIO W CYCTaBHOIO CUHAPOMA, XapaKTepu3yembli
BblpaXXEHHOW NPUCTYyNnoo6pa3Hon OCTPOoM 60Nb0 B KUBO-
Te, a TaKxe 60/blo, OrpaHUYEHUEM ABUKEHUN B MpaBoOM
KOJIeHHOM cycTaBe 6e3 Npu3HakoB cnuHoBuTa. lNpun obene-
[OBaHWW MO MECTY XKMUTENbCTBA B KIMHUMYECKOM aHanu-
3e KpoBM noBbllweHne CO3 go 23 MmM/4, B BUOXMMUYE-
CKOM aHanunse KpoBu — CPB oTpuuaTenbHbin. Xupypramu
C MEeCTa XMUTeNbCTBa Ha amMbBynaTopHO-MOANKINHUYECKOM
YPOBHE 6bl/T UCKITIOYEH OCTPLIN KMBOT. [leBOYKe Obl1 HAa3Ha-
yeH aMKnodeHak Ha 5 cyT n3 pacyeta 1,5 Mr/Kr B CYTKH,
Ha $oHe nNpMemMa KOTOpPOro NpuUcTyn Kynuposasncs. Janee
Kaxable 3—4 Hepa y AeBOYKM 6€3 BUAMMbBIX MPUYUH CTanu
OTMeYaTbCH pPeuuanMBUPYIOLLME MPUCTYMbl BbIPaXKEHHbIX
OCTpbIX 60M€EN B XWBOTE, CONPOBOXKAAEMble BPEMEHaAMU
M3MEeHeHMeM cTyna (CTyN KalunueoobpasHbli C NPUMECHIO
CN3K), a TakKe 60J1bl0 B JIOKTEBbIX, KOJIEHHbIX U FTONEHO-
CTOMHbIX CycTaBax; AMTENbHOCTb MPUCTYNOB COCTaBnsna
no 5-7 cyt. [leBoyKa Habawoganacb neguvatpamu nonu-
KNIMHWKKM MO MECTY XWTenbCTBa, BO BPEMS MNPUCTYNoOB
npuHMMana cna3moinTnuku. B Bospacte 10 net BnepBble
rocnuTanuavpoBaHa B neguatpuyeckoe otaeneHuve BY
PO «OAKB».

AHaMHe3 XW3Hu. Pogunacb OT nepBon 6GepemMeHHo-
CTW, poabl B cpoK Ha 38-1 Hen. Pocna u pasBuBanach
no Bo3pacTty. [podunakTMyecKkne NPUBUBKKU MPOBELEHDI
COMNacHO POCCUMCKOMY HalMOHaNbHOMY KaneHgapto npo-
dUNaKTUYECKUX NPUBUBOK. M3 nepeHeceHHbIX 3aboneBa-
HUA — OCTpble pecnupaTtopHble MHbEeKuMM o 5-6 pas
B rod, GyHKLMOHaNbHblE PAaCCTPOMNCTBA XeNyAo4YHO-KMLLEY-
HOro TpakKTa, racTpwT.

CemeliHbIn aHaMHe3. I3BECTHO, YTO poAUTENN NaLMEHT-
KW — TypKK. Y oTua cumntombl CCJ1 OTCyTCTBYIOT, Y MaTepu
oTMevaloTcs nepuoguyeckme 60nM B cycTaBax AuTeNb-
HOCTblO A0 5-6 cyT, BbiIBNIeH MNaTO/IONMYECKUM BapuaHT
B reHe MEFV — M694V. lNonyyaeT Tepanuio KONXMLUHOM.

dunsmnkanbHaa guarHoctuka. lNpu ocmoTpe oTMeyvanu
HannymMe rpsA3HO-XKENToro Haneta Ha s3blke, 60/b MNpwu
nanbnauyuMuM B anuracTpanbHoM 065acTh, 3KCCyaaTUBHbIE
M3MEHEeHUS B KONEHHbIX cycTaBax, 60/b, OrpaHU4yeHue
[OBWKEHUIN B HUX; YTPEHHSAS CKOBAHHOCTb B CycTaBax OTCYT-
cTBOBana.

JlabopaTtopHad M WHCTPYMEHTasbHass AuarHoCTUKa.
Mo A@HHbIM KIMHWMYECKOro aHanu3a KpoBW (BTOpble CyT-
KW rocnutanusauunu) 6bi710 BbiIBIEHO MoBbllweHMe CO3
0o 30 mm/4. Mpun dubporactpoayoaeHOCKoNMK (BTOpble
CYTKM rocnutanuM3daunmn) obHapyrKeHbl 3HAOCKOMUYECKue
NPU3HaKK ractpogyodeHuta. o gaHHbIM KOMMbIOTEPHOM
TOMOrpadumn KONeHHbIX CYCTaBOB (TPETbM CYTKU rocnuTanu-



3auuMun) naTonorMM He BbiiBieHO. Bo Bpemsa rocnutanusa-
LMK 6blNO YCTAHOBMIEHO, YTO y MAaALen cecTpbl NaLUeHT-
KM A. ¢ 6-neTHero Bo3pacta OTMe4aloTcs nepuoamyeckoe
noBblleHWe Temnepatypbl Tena go 39 °C 6e3 KaTtapasbHbIX
NPOSIBAEHUI, 60/ B KOJIEHHBIX U FONIEHOCTOMHbIX CycTaBax.
Matepu 6blna NpeasoxKeHa rocnuTannsaunsa B ctalMoHap
Mnagwen govepu ., oT KOTOPOW MaTb OTKa3anach.

lpeaBapuTebHbIN AUarHo3. XpOHUYECKNIM NOBEPXHOCT-
HblIV FracTpuT, ob60CcTpeHme. 3anogo3peHo TeveHune CCJI.

HasHayeHbl Tepanus UHrMbuTopamMm MPOTOHHOM MOM-
Mbl, HECTEPOUAHbIE MPOTMBOBOCMANUTENbHbIE MpenapaThbl
(aMKknodeHak Kypcom Ha 1,5 Hef 13 pacyeTa 2 Mr/Kr B CYTKK)
C NONOXWUTENbHON AMHaAMWKON. locne KynupoBaHusa abao-
MWHaNbHOrO M CyCTaBHOro npuctyna pebGeHoK Obll BbiMu-
CaH M3 CcTauuoHapa B CTabUbHOM COCTOSIHMM Ha 12-e cyT
C peKoMeHAauuen NOBTOPHOM rocnuTanm3auum obeunx
cectep B BY PO «OKB» 4epes 3 mec. lpu BbINUCKE
PEKOMEHLOBAHO reHeTuyecKkoe o6cnefoBaHne Ha Hannyume
n3MeHeHun B reHe MEFV. lMocne BbINUCKU M3 CTauMOHa-
pa reHeTnyeckoe obcnegoBaHue poauTensaMu He 6bi1o
npoBeAeHo.

Mauunentka . (Mnagwasa cecrtpa)

MayueHTKa [l., BO3pacT Ha MOMEHT NepBUYHOro obpa-
weHus B 'bY PO «O4KBE» 10 net, NOCTOSHHO MNPOXKMBAET
B PocTtoBCKOM o6nacTtu. [JeBoyKa 6blna rocnutannsanpoBa-
Ha BMecTe CO cTaplen cectpou A.

AHamHe3 3ab6osieBaHMs. W3BECTHO, 4TO y O6ONbLHOM
¢ 6 net oTMeyvaloTca NepuoanvyecKoe MOBbIWEHWE Temne-
patypbl Tena o 39 °C 6e3 KatapabHbIX NPOsiBeHUN, 60/1b
W NPUNYXI0CTb B 060UX KOMIEHHbIX U FOIEHOCTOMHbIX CycTa-
Bax, NPUCTYMNHbIM nepuog oTMe4veTcad 1-2 pasa B Mecsl,
NPOAO/IKUTENBHOCTb MNPUCTYNHOro nepuoga 7-14 cyt.
K Bpayy He o6pautanuce. B 10 neT BnepBble rocnnutanmnsu-
poBaHa B 'BY PO «O1KbB».

AHaMHe3 XU3Hu. Poamnacb OT BTOPOM GepPeMEHHO-
CTW, poabl B cpoK Ha 38-39-i Hed. [JeBo4yKa TaK ¥Ke, Kak
W cTaplias cectpa, pocfia W pas3BuBanacb Mo BO3PacTy.
MpodurnakTMyeckne NPMBMBKM NPOBELEHbI B COOTBETCTBUM
C POCCUMCKMM HauMoHaNbHbIM KaneHgapem. M3 nepeHe-
CEeHHbIX 3abofieBaHU — OCTpble pecrnupaTopHbie UHDEK-
UMK, OYHKLMOHAbHbIE PACCTPOMCTBA XKENyAo4HO-KMULLEY-
HOro TpakKTa, racTpur.

®dusunKkanbHasas guarHoctmka. lpu ocMmoTpe oTmede-
HO Ha/inyme rpsa3HO-KENTOro Hanera Ha A3blke, B CycTa-
Bax — 9KCCyAaTMBHblE U3MEHEHUS B KOJIEHHbIX CycTaBax,
COMPOBOXJaBLINeca BblparkeHHbIM 60/1€BbIM CUHAPOMOM,
GYHKUMOHaNbHOW HEOCTAaTOYHOCTbIO B HUX; YTPEHHSASA CKO-
BaHHOCTb B CycTaBax OTCyTCTBOBana.

JlabopaTopHasi n MHCTPYMEHTa/lbHasi AuarHocTmka. B Knu-
HWYECKOM aHa/n3e KpPoBM (BTOPbIE CYTKM roCnuUTanmMaaumm)
BbiiBIeHO noBbiweHne CO3 go 43 mm/4, B BUOXMMUYeE-
CKOM aHanu3e KpoBW (BTOpPble CYTKM rocnutanuvsaumm) —
CbIBOpPOTOYHas KoHueHTpauus CPb 254 mr/n. MNocne Kynu-
poBaHWs NpUCTyna oTMeyanacb HopmanuM3auus 3HaYeHUn
nabopaTopHbIX MOKa3aTeNen BocnaneHus.

lpeaBapuTesibHbIN AMArHo3. Y4uTbiBasd ITHUYECKYHO
npeapacnofioXeHHOCTb MNauMEHTOK, AaHHble aHamHesa
3aboneBaHunsa 1 pesynbTaTbl NPOBEAEHHOro obcnefoBaHus,
BbicTaBneH gnarHo3d CCJ1 (KNMHUYECKM).

AuHamuKa u ucxopabl

lMocne BbINUCKU M3 CTalMOHapa naumeHTKa A. Ha npo-
TAXEHWWU roa Habntoganacb No MECTY XXUTENbCTBA, K Bpaydy
He obpalwanacb. [1o cnoBam maTtepu, y AEBOYKM COXpaHs§-
NIMCb NEePUOAMYECKM BO3HUKaOWME ¥Kanobbl Ha MPUCTYNoO-
ob6pasHble 60111 B }KMBOTE, 60/b U YBETMYEHUE KOMEHHDIX,
JIOKTEBbIX M FOIEHOCTOMNHbIX CYCTaBOB, BPEMEHAMM C orpa-
HUYeHMEM GYHKLMKU, Kynupyemble NpueMoM AnKnodeHaKa
13 pacyeta 1 Mr/Kr B CyTKM B TedeHue 5-7 cyT. B 11 net
nauueHTka A. NMOBTOPHO rocnutanM3vMpoBaHa B neaua-
TpudecKkoe otgenenve 'bY PO «OKB» (B TOT e nepuopn
rocnutannauMpoBaHa M Mnagwas cectpa [.). Mpu noctynne-
HUM NauMeHTKa A. npeabsaBnsana *anobbl Ha 60/1b B 060MX
KOJIEHHbIX CyCTaBaX, OrpaHW4YeHne ABUMKEHWUN B HUX, yBe-
NIM4EeHNe KONEeHHbIX CyCTaBOB B 06beme. B comaTnyeckom
cTaTyce OTMevyaNlocb HallnymMe BblParKEHHbIX 3KCCyaaTUB-
HbIX N3MEHEHWN B KOJIEHHbIX CycTaBax, 60/1b, OrpaHuyeHne
OBWXEHWN B HUX, YTPEHHSAST CKOBAHHOCTb OTCYTCTBOBa-
na. B kKnnHnMyeckom aHanuse KpoBu — noBbiweHne COJ
10 35 MM/4, B OBUOXMMMUYECKOM aHan3e KPOBWU — MOBbI-
LEHNEe CbIBOPOTOYHOM KOHLEHTpauum CPB go 133 wmr/n.
1o AaHHbIM PEHTreHO/I0rMYEeCKOro UccneaoBaHuUs KOMeH-
HbIX CYCTaBOB KOCTHO-AECTPYKTUBHblE M3MEHEHWUSA B HUX
He 06Hapy»XeHbl. INTeNnbHOCTb MPUCTyNa cocTaBuna 8 cyT.
Mo 3aBepleHnn NpUcTyna B KIMHUYECKOM U BUOXUMUYe-
CKOM aHanu3ax KpoBW B AMHAMWKe MpPM3HaKOB Bocnase-
HUS HE BbISIBJIEHO.

C nomMoubio aHannsa TevyeHuss 60N1e3HN YyCTaHOBEHO,
4TO y 06enx cectep oTMeYanncb peLunanBupyloLine cyctas-
Hble CMHAPOMbI, y CTapwen cecTpbl — peuuavBupyolime
abJoOMMHaNnbHble CUHAPOMbI, Y MAaAWen — peunanBupy-
oume anmaoabl GebpubHOM NTMXopaaKu, B 060MX crydasnx
NPUCTYNbl COMPOBOXAANIUCH BOCNANUTENbHLIMW MU3MEHE-
HUSIMW B aHanu3ax; ANUTEeNbHOCTb MPUCTYNOB COocTaBasNa
oT 5 go 10 cyr. Ctapwasi cecTpa HECKO/bKO pa3 Obina
KOHCY/IbTMPOBaHa XMPYProm rno MecTy KUTeNbCTBa C LeNblo
WCKJTIOYEHUS «OCTPOro KMBOTa». Y cTaplien cecTpbl B BO3-
pacte 12 net, a y mnagwen B Bo3pacte 11 net npw
NpoBeAEHUN MOJEKYNSAPHO-TEHETUYECKOTO 06CNe10BaHuUA
BbISIB/IEH MaTONIOrMYEeCKM BapuaHT B reHe MEFV B romo-
3UrOTHOM COCTOSIHUU (M694V). C pedynstatamu aHanusa
MaTb o6paTunachb K reHeTUKY: KaK MaTepu, Tak 1 ee Jo4e-
psiM 6bII0 PEKOMEHAOBAHO HayaTb TEPANMUI0 KOMXMULIMHOM.
PeKomeHayemas o03a KONXMLMHA Ha TOT MOMEHT COCTaBNs-
na 1 Mr/Kr B CyTKM ana o6eunx cecrep.

Ha MOMeHT oyepeaHoOW rocnutanusauuun B neanaTpu-
yecKoe otaenenue 'bY PO «O4KB» cTapwen cectpe 6bi10
14 net, mnagwen — 13 netr. Ha ¢doHe Tepanum KOnxu-
UMHOM Yy 06eunx cecTep OTMeYalucb peuuanBupylolme
a6aoMWHaNbHblE U CyCTaBHblE CMHAPOMbI, XapaKTepuaye-
Mbl€ BblpaK€HHON 60/bl0 B XMBOTE, CUHOBUTAMMU JIOKTE-
BbIX, KOJIEHHbIX, FOJIEHOCTOMHbLIX CycTaBoOB, $Geb6puIbHON
NIMXOPaAKON, BblparKEHHbIMW BOCMNaNUTENbHbBIMW U3MEHE-
HUSIMWM B aHanmM3ax KpoBu (nosbiweHue COJ, cbiBOpO-
TOYHOW KOHUeHTpauun CPBE). JleBo4yKkaM BbICTaBNEH guar-
HO3 «AyTOoBOCNanuTenbHbiM cuHagpom — CCJl». MNpoBeaeHa
KOPPEKLMS Tepanuu KONXMUMHOM: 06enMM cecTpam [o3a
npenapata yBenuyeHa o 1,5 mr/cyt. locne Koppek-
UMK Tepanuu KOHTpons TeyeHus 3aboneBaHua AOGUTbCS
He yaanocb: y o6eux cecTep Npoao/Kanu oTmedvaTtbes
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KnuHun4yecKoe Ha6GnogeHue

peunanBupyloLmMe anmM3oapl CyCTaBHOro CMHAPOMa, y cTap-
Len cecTpbl, MOMUMO 3TOro, oTMevascs abaoMUHaNbHbIN
CUMHAPOM, a y Mnaawen — anu3oabl GebpubHOM nnxopaa-
KW, NPUCTYNbl BO3HMKann 1-2 pasa B 4-6 Hed, 4MIUCH
0o 10-14 cyT 1 conpoBOXAanuCb MOBbLILWEHWEM OCTPO-
das30BbIX MapkepoB BocnaneHus. B despane 2018 T.
06e 4eBOYKM rocnuTanmManMpoBaHbl B peBMaToorMyeckoe
otaenedne ®ray «HMWL 3gopoBbsa aetein». B otaeneHune
o6enM cectpam MNpoBeAeHO reHeTuyeckoe obcnegoBa-
HWe, BbIIBUBLLEE HapylleHWe HYKNeoTWAHOM nocnefoBa-
TeNbHOCTU B reHe MEFV B roMO3MroTHOM COCTOSIHUM —
¢.2080A>G.

YuntbiBass HEIPPEKTUBHOCTb Tepanum KOJXULMHOM,
K Tepanuu 6bin Ao6aBNEH FEHHO-UHMKEHEPHbIN MHITMOUTOP
IL1 KaHakMHymMab B o3e 2 Mr/Kr Ha BBEeJEHME MO CXeme
1 pas B 8 Hefd. YKe nocne nepBon UHbEKLWK 3aperucTpu-
poBaHbl Hopmanusaums yposHs CPB n CO3 y o6enx cectep.
Yepe3 4 Hep nocne Havyana neYeHUss KaHaKUHymMabom
y 06eunx cectep MNOJIHOCTbIO KynmMpoBanUCb NMXOpajKa,
CyCTaBHOM M aBAOMWHaNbHbIA CUHAPOMbI, BOCMaUTENbHbIE
M3MEHEHNS B aHanu3ax KpoBu. Yepes 32 Hen Tepanuu
nabopaTopHble MNoKasaTeNn aKTMBHOCTM 60ne3Hn (COJ,
CPB) coxpaHsinucb B npegenax HopmasbHbIX 3HA4YE€HWUH,
NPUCTYNOB He 3aperncrtpupoBaHo. [JeBOYKM nocelatoT
LUKONY, MONHOCTbIO COLMaNn3npoBaHbI.

MporHos

YuutbiBas otcytcteue npuctynos CCJT y obeux cectep
Ha NpoTsXeHun 32 Hep nocne Ha3HavyeHus Tepanun KaHa-
KMHYMaboMm, a TaKkke NpuHMMasi BO BHUMaHWE pesynbra-
Tbl psiga uccnegoBaHWK, MOCBALWEHHbIX 3QOEKTUBHOCTH
1 6e30MacHOCTU KaHakuMHymaba y nauueHtoB ¢ CCJ1, npor-
HO3 A1 XXM3HW NaLUEHTOK 6/1aronpUATHbIN.

MHeHue nauueHTa
Co cnoB maTepu, Tepanus KaHakKuMHymabom 6naro-

NPUATHO MOBAMANA Ha COCTOSIHUE 3[0POBbS €e JoYepe.

BpemeHHas wkana

CneayeT OTMETUTb BbICOKMM KOMMJAEHC MeEXAy Bpadyamu
M CeMben B Nepuoj nedvyeHus aeten. [JeBOUYKM nonydvatoT
Tepanuio perynsipHo 1M 4yBCTBYIOT ce6s 340POBbIMU, MpPU-
BEPXXEHHOCTb MPOBOAUMON TEPANUMU BbICOKas.

OBCYXAEHUE

CCJ1 — cucteMHoe aytoBocnanutenbHoe 3aboneBa-
HWE C ayTOCOMHO-PELECCMBHbLIM TUMOM HaciefoBaHus,
Bbl3BaHHOE WM3MEHEHWEM HYKNEOTUAHOW nocnefoBaTesb-
HOCTM B reHe MEFV v xapaKTepuaylolieecs peuuanBupyto-
WMMHK 3NU30A4aMK IMXOPaAKK, NONNCEPO3UTOB, CUHOBUTOB,
BOCMaUTENbHbIX MOPAaXKEHUM KOXU. U3BECTHO, YTO y NaLu-
eHTOoB, cTpagatowmx CCJ1, NponUCXOaUT CHUMKEHME KavyecTBa
JKW3HUW, pa3BMBaETCs [Lenpeccusi, onucaH BbICOKWUM PUCK
pa3sutna AA-ammnnongosa — Hanbosiee OnacHOro OCoX-
HeHus [29].

K Hanbonee 4acTblM NaToreHHblM annensam B reHe MEFV
oTHocuTes pP.M694V, pacnpocTpaHeHHOCTb KOTOPOro Kose-
6netca ot 36,5% (B ApmeHuu, Cupumn) oo 65% B nonynsaumm
eBpees [10, 30]. YctaHoBneHO, 410 56% nayMeHToB C nep-
CUCTUPYIOLLEN aKTUBHOCTbIO SBASIOTCA FOMO3WUIOTHbIMU
HocUTeNnaMK naToreHHoro annens p.Me94V B reHe MEFV
[25]. MpumepHo y 20% nauuneHToB ¢ CCJT aKTMBHOCTb
BO BHEMNPUCTYNHOM nepuoae 601e3HM He CHUMKaeTCs, YTo,
KaK NpaBwi0, CBWAETENbCTBYET O TAXKENOM deHoTune,
BbICOKOACCOLUMUPOBAHHLIM C HanMineM rOMO3UIOTHOro
HOCUTENbCTBaA NaTonorMyeckoro annend p.Me94v [29].
Haunbonee 4yactbiM ocnoxHeHuem CCJT aBngeTca MWUKpPO-
LMTapHaa aHeMus, accoLMmnpoBaHHas ¢ NePCUCTUPYIOLLUM
XPOHMYECKMM BOCMNaneHMeM. Yactota aHeMUK, NO AaHHbBIM
pasHbiX MccnefoBaHWM, BcTpeyanacb y 53% nauueHToB
C BrepBble ycTaHOBNEHHbIM agMarHo3om CCJ1, y 31% naum-
E€HTOB Ha Tepanuu KonxuumHom [31]. Y 48% peten ¢ nep-
cucTupytowen aHemuen O6bl10 BbISIBEHO TOMO3WIOTHOE
HOCUTENbCTBO Martonoruyeckoro annens p.M694v [31, 32].
B rpynne peten ¢ XpoOHUYECKUM apTpuTtoM Ha ¢doHe CCJI
yactoTa natoreHHoro annens p.M694V B romMo3uMroTHOM
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WU FreTepo3nMroTHOM BapuaHTe coctaBnseT 70%, ¢ OCTpbIM

apTputom — 63%, a B ob6uwen nonynaumu nauneHToB
¢ CCNN — 54% [32].
Jluxopagka — Haub6onee 4actblin cumntom CCJT —

BcTpevaeTca y 90% aeten n 100% B3pocnbix [29]. bonb
B uBote npu CCJ1 npoao/IKUTENbHOCTbIO HE MEHbLle
6 4 oTmMevaeTcs B 82—-96% cnyy4aeB, cBA3aHa C acenTtu-
YECKUM MEPUTOHWUTOM, XapaKTePU3YeTCH MONOMKMUTENbHbI-
MW MEepPUTOHEaNbHbIMWU CUMMNTOMaMK U SBASETCS BTOPbLIM
no 4vactote nposieneHnem CCJ1 [25]. ApTtput npu CCJl,
KaK npaBwnio, npotekaet B ¢opmMe MOHOapTpuTa C nopa-
EHMEM KOJIEHHbIX, FONEHOCTOMHbIX MAKM Ta306e4peHHbIX
cyctaBoB [33, 34]. YactoTa apTtpuTa cpeau 605bHbIx CCJI
Konebnetrca ot 26—-37% B apabckux cTpaHax [30, 32]
0o 47% B Typuwnu [35].

B 2016 r. EULAR paspaboTaH U peKoOMeHAoBaH CTaH-
JapTHbIK anroput™M fiedyeHunss CCJl: KONXMUMH — aBASeTCS
CTapTOBbLIM NpenapaTtoM ANns fedYeHns gaHHoro 3abonesa-
Hus [25]. B ToM cnyvae ecnv perncTpupyroTcst KONXULUUHpe-
3UCTEHTHbIN BapuaHT TedyeHnsa CCJ1, nMbo HenepeHOCUMOCTb
KONXMLMHa, paccMaTpuBaeTcs BOMPOC O Ha3HavyeHue npe-
napatoB BTOpon nvHuKU. brnokaga peuentopoB IL1 cuntaet-
Csl «NMEepPCNeKTUBHbIM BapuMaHTOM Tepanuu BTOPOW NIUHWUW»
ANS AAHHOW rpynnbl NaLMeHToB.

B npeacraBneHHOM HabnlOAEHUUM CEMENHOro cny4vas
KONXMUMHpe3ncTeHTHoro TedeHmnsa CCJ1 y cectep Typeu-
KOW HaLMOHaNbHOCTK ObI/I0 BbIABIEHO OJHO M3 Hanbonee
YacTblX M3MEHEHWIW HYKNEOTMAHOM NocneaoBaTebHOCTH
B reHe MEFV B roMO3UroTHOM cocTtosiHun (M694V), noka-
3aHO ycnewHoe NPMMEHEHME MOHOK/IOHANbHOro aHTuTena
K IL1 KaHakuHymaba. Ye yepe3d 4 Hep fievyeHus y obe-
WX MaLMEHTOK OblM MOMHOCTLIO KyNMPOBaHbl IMXOpaaKa,
CyCTaBHOM U aBAOMWHaNbHbIM CUHAPOMbI, BOCNAUTENbHbIE
W3MEHEHUS B aHanu3ax KpoBW. [laHHbIM 3dpdeKT oT Tepa-
MUK coxpaHsanca n K 32 Hed HabNOAEHUS, YTO cornacyertcs
C pe3ynbTaTaMuM MHOMOLEHTPOBbIX KIAMHWUYECKUX uHCChe-
poBaHun [18, 24, 26]. Takum o6pa3oM, MOXKHO caenaTb
BbIBOA O BbICOKOM 9ODEKTUBHOCTM KaHaKMHyMaba y nauu-
E€HTOB C TsKeNblM TedeHnem CCJ1, pe3nCTEHTHOM K Tepanuu
KONXULMHOM.

3AK/IIOYEHUE

B cnyyae Taxkenoro tedyeHnsa CCJ1 npu HenepeHocMmo-
CTU UM PEBUCTEHTHOCTM K Tepanuun KONXMLMHOM KayecTBO
W3HW CTpajaeT CywecTBeHHO. B nutepaType umetoTcs
[JaHHble O BbICOKOM PWUCKE pa3BUTUS amMUIOMA03a MOYeK,
HEeo6X04MMOCTM NPOBEAEHMS reMoauannida U TpaHcnnaH-
TalWW, YTO CYLLECTBEHHO BAMSIET Ha MPOAOIKUTENBHOCTb
W3HW. Ha3HayeHue reHHO-UHXKEHEPHbIX GUONOTrMYEeCKUX
npenapatoB MNO3BOJIAET MOBbICUTb KA4E€CTBO XU3HU, a TaK-
e 61aronpuaTHO NOBAUATb HA NPOrHO3 NALMEHTOB C TAXKe-
nbiM TevyeHuem CCJ1. OnucaHHble KAMHUYECKME Cyyau
OEMOHCTPUPYIOT, YTO Tepanus KaHakuHymabom y aeten
C KONXMuUmMHpe3uncTeHTHon dopmon CCJ1 no3Boanna 4o6UTb-
CSl KOHTpPONS Haj TeyeHueM 3aboneBaHus, He Bbi3Bana

YXYALIEHNS 0BLLErO0 COCTOAHUS, HOBbIX Xanob 1 CMMNTOMOB
3aboneBaHus, a TaKKe NabopaTopHbiX M3MEHEHUN. YKe
rnocne nepBoM MHbEKLWM KaHaKuMHymaba y obeux cecrtep
nabopaTopHble MoKa3aTeNn aKTMBHOCTM 3abofieBaHus
otcytctBoBanu. K 32 Hea Tepannun KaHakMHymaboM y o6emnx
cecTep He 3aperucTpupoBaHo anmM3o40B o6ocTpeHus CCI1.
3a Becb nepuoj Tepannn KaHakMHymabom B KOMOUHaLMK
C KONXMLMHOM HexenaTtenbHble peakunn Ha GoHe neyeHuns
He BO3HMKaNu.

WHOOPMUPOBAHHOE COIIACUE

OT MaTepu NauMeHTOK NOly4eHO NMCbMEHHOE UHPOPMMH-
poBaHHOEe A06POBOJILHOE corniacue Ha Ny6anKaLumio pesyib-
TaTtoB 06cneaoBaHus u nevenuns geten (ot 01.04.2019 r.).
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