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Ileab uccaedosanus — anaruz u npedcmaenenue KAUHU4eCKUx cay4aes meuerus oosesnu Cmuana 83pocavix (bBCB) u ocobennocmeii me-
Panuy y NAyUeHmKu ¢ MOHOUUKAUECKUM meyeHueM 3a001e6anus, umesuiel K Ha4any Habao0eHus evicokull cucmemubii cuem (12),
Uy nayuenma c peyuousupyouum mevenuem 3a0604e6anus u 064a2onpusmubimu ucxooamu 3a 25 u 10 1em npochekmueHo2o HadA00eHuUs.
Mamepuanvt u memooewt. Ilayuenmia JI., 35 aem, nocmynuna 6 mepanesmuueckoe omoenexue Kauhuku ¢ auxopaoxoii 3§—39 °C, o3nobom
U NOMAUBOCMbIO, CIMOLIKOLL He 3y0saulell Cbinblo, AuMpadeHonamueil, NPU3HAKAMU MUOKAPOUMa, cHuxcenuem maccol meaa Ha 20 ke, 6bi-
NOMHBIM NACBPUMOM, BbIPANCEHHOU 00bIuKOl (00 40—48 6 murymy), opmonHoa, maxuxapoueii do 130 y0/mun, muareusmu, eenamocnie-
Homeeanueil, boasmu 6 ycugome. B anamnese: 3a 2 mec 601e3HU 00c1€006a1ACH U N€4UAACH 8 PA3MUMHBIX CMAUUOHAPAX Oe3 eepupuxayuu
duaeHo3a ¢ npeonoaazaembiym CencUcom U nPoepeccupo8anuem cumnmomos 6onesnu. CosoKynHocmo nposeaenuii 3a601€8anus NO3604UNU
cpopmyauposams duaenoz BCB npu nepesooe 6 nawy kaunuky. [Iposodunracy mepanus undomemayunom no 150—200 me/cym 6 meuenue
1200a u 6 mec 6 couemanuu c J[-nenuyunrsamurom no 450 me/cym c pazeumuem pemuccuu U MOHOUUKAUHECKUM MeHeHUeM 3a Nepuoo Ha-
oarodenus (0o konya 2016 e.). VY dpyeoeo nayuenma b., 57 aem, 6 debrome 3a6oneeanus ommeuer cyogebpusumem, 6oau 6 obaacmu
AUMKA, MPOMOOUUMO3 U HAPACMAHUE GbIPANCCHHOCMU SMUX CUMIIMOMOE 6 meueHue 2 Hed 6 8ude CMOoUKOl (eGpuabHOl AUXOPAOKU, AUM-
ghadenonamuu, usmenerus 1a60pAMOPHbLIX NoKazamenell, NPU3HaKose Hegponamuu u Hyegasuma. Ilpogedensvi 06caredosanus no npo-
epamme OHKONOUCKA.

Pesyabmamot. Yemanoenen duaenoz BCB, mepanuio npoeoduau duksogenakom u memompexcamom 6 meuenue 4 nem ¢ peuuousamu
NpU CHUMCEHUU 003bl NPENnapamos; Ho 8 NOCACOYIoueM mepanuio Y0aioc OMMeHUMb, U peyudusos 3a001eeanus ¢ mevernue 4 rem Haoar0-
deHus He ObLA0.

3akarouenue. B 0aHHbIX KAUHUYECKUX CAYHASAX NPedCcmaBaeHbl 0COOeHHOCMU MeyeHUs, OuazHOCmuKU, eederus 60abHbix ¢ BCB u 603modic-
HOCMU HA3HAYEeHUSI HeCMepPOUOHbIX NPOMUBOBOCHAAUMEAbHbIX NPENAPAMO8 U CUHMEMUYECKUX OA3UCHbIX NPOMUBOBOCNANUMENbHBIX NPe-
napamoe 8 0oCMuICeHUU CMOUKOU pemuccuy 3a601e6anus.

Karoueesvte caosa: orumenvuas auxopadka, oughghepenyuanvuolii duazros, opgantvle 60ae3uu, 6oae3ny Cmuiia y 63pocavix, mepanus
Oone3nu Cmuana y 83pocavix, NpocheKmugHoe HabndeHue 6 meuenue 25 iem Ha (hoHe pemuccuu, npocneKmueHoe HabaOeHUe 8 meveHue
10 nem npu peyudusupyrowem meveHuu, MOHOYUKAUMECKUL gapuanm meuenus ooneznu Cmuiia, peyuousupyouuil 6apuarm me4eHus
6oae3nu Cmuana
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STILL’S DISEASE IN ADULTS (CLINICAL CASES)

M.Z. Kanevskaya, T.B. Kondratyeva
1. M. Sechenov First Moscow State Medical University, Ministry of Health of Russia;
2/6 B. Pirogovskaya St., Moscow 119881, Russia

Objective: to analyse and describe clinical cases of Still’s disease in adults and peculiarities of therapy in patient with a monocyclic course
of the disease who had at the beginning of the observation a high systemic account (12) and in patient with a recurrent course of the disease
with a positive result for 25 and 10 years of a dynamic observation.

Materials and methods. Patient L., a female, 35 years old, was taken to the therapeutic department of the clinic with fever of 38—39 °C,
chills and sweating, resistant not itching rash, lymphadenopathy, signs of myocarditis, loss of 20 kg of weight, exudative pleurisy, pro-
nounced orthopnea with respiration rate of 40—48, tachycardia up to 130 beats per minute, myalgia, hepatosplenomegaly and abdominal
pains. In past medical history for 2 months of the disease the patient was examined, and the sings of disease progression were present.
The clinical constellation in patient L. allowed us to formulate a diagnosis of Still»s disease. Some investigations were conducted repeatedly
to track the changes. The following therapy by Indomethacin in a daily dose of 150—200 mg/day for 1 year and for 6 months in combination
with D-penicillamine in a dose of 450 mg/day induced remission. Till the end of 2016 the disease recurrence was not revealed. In another
patient B., a male of 57 years old, the disease manifested with sub-febrile temperature, pain in a testicular area, thrombocytosis, and

57

OnucaHue cnyvyasa



OnucaHue cnyvyasa

HIAWHULIHCT 1°2018 Tom 12

the symptoms increased in 2 weeks and included resistant febrile temperature, lymphadenopathy, changes of laboratory ftests, signs of ne-
phropathy and encephalitis. The patient was examined to exclude oncology.

Results. Still’s disease was diagnosed and the following therapy was administrated: diclofenac and methotrexate for 4 years with episodes
of disease recurrence in case of decreasing the doses of the medications, but in future the therapy managed to cancel, and there was no re-
currence observed.

Conclusion. These clinical cases have demonstrated peculiarities of course, diagnostic and management of patients with Still’s disease,
the possibility of prescribing non-steroidal anti-inflammatory drugs and synthetic basic anti-inflammatory drugs for achievement of persis-
tent disease remission.

Key words: prolonged fever, differential diagnosis, orphan diseases, Still’s disease in adults, therapy of Still’s disease in adults, prospective
observation for 25 years associated with remission, prospective observation for 10 years with a recurrent course, monocyclic variant of clini-
cal course of Still’s disease, recurrent variant of clinical course of Still’s disease

For citation: Kanevskaya M.Z., Kondratyeva T.B. Still’s disease in adults (clinical cases). Klinitsist = The Clinician 2018;12(1):57—62.

Beenexue

JIuxopaaka HEsSCHOTO IPOUCXOXACHUS BCTpeYaeTCs
IPYU MHOXECTBE MaTOJIOTMYECKMX COCTOSTHUIA, 3aTparuBa-
OIIMX JIIOOYIO CUCTEMY OpPraHM3Ma 1 OTHOCSIIITUXCS K JII000i1
rpymnie 6osne3Heit. M3-3a aToro 6osplIas 4acTh JUCKYC-
CUi, TIOCBSIIEHHBIX JTMXOPAIKe HESICHOTO MPOUCXOXKIE-
HUSI, HOCUT CYOBEKTMBHBIN XapaKTep W ONpeaesisieTcs
ONBITOM M MHTEpecaMM yJacTBYIOIIUX B HEl CreIau-
ctoB. [ToMruMO MH(MEKITMOHHBIX TPUINH €€ BOSHUKHOBE -
HUST U3BECTHBI 3a00JIeBaHUsI, JJII KOTOPBIX JIMXOpaaKa —
MaHUGbECTHBI M SApKUH CUMIOTOM. MHOTrMe M3 HUX
OTHOCATCS K IpymnIe peakux (opcdaHHbIx) 6bone3Heit. EB-
pOCOI03 TIPUHST ClieAyioliee orpeneieHre ophaHHBIX
oose3Heit: «OpdanHoe 3a00ieBaHUE — 3TO yrpoxalollee
>KU3HU Y 3I0POBbI0 XpOHWYECKOE 3a00JIeBaHIE, KOTOPOE
MMeeT HaCTOJIbKO HU3KYIO BCTPEYaeMOCTh, YTO HEOOXOI1 -
MO TIpUMEHEeHUE CITeMaIbHBIX YCIIOBUIA ISl TIPeIOTBpa-
IeHUsT 3a00JIeBaEMOCTH, paHHEl CMEPTHOCTH U TOBBI-
IIeHUsT KayecTBa >XM3HM O0oabHBIX» [1]. He cyiiecTByer
KaKOT0-TO €IMHOTO YPOBHSI PaCIPOCTPAaHEHHOCTHU 3a00-
JIEBaHUSI B TIOMYJISIIUM, TPU KOTOPOM €ro HayMHaloT
cuutath peakuM. Opranuzanusi EURORDIS (European
Organisation for Rare Diseases — EBporneiickasi opraHuza-
LIS IO PEAKUM 3a00JIEBaHUSIM) BBIIENSIET 1O 7 THIC. Op-
(aHHbIX 3a007eBaHMii. COBOKYITHO TaKMMU OOJIE3HSIMU
cTpamaioT oT 6 1o 8 % xwureneit 3emiu, 65 % ciyvaeB
MPUBOIIAT K MHBAJIMIHOCTH, a CITMCOK 3TUX 3a00JIeBaHUI
nocTosiHHO yBeanuuBaercs [1]. bone3sns Ctuiia B3poc-
Jix (BCB) oTHOCUTCS K rpymine ophaHHbIX 3a001eBaHUIA.

bonesns 6buta onucana E.G. Bywaters B 1971 1. [2].
ABTOp onrcain 14 B3pociIbIX ¢ CUMIITOMaMy apTpuTa U CU-
CTEMHBIMU TIPOSIBJICHUSMU, UACHTUYHBIMU CUCTEMHOM
¢opMe 1OBEHWILHOTO peBMaTouaAHOro aptpurta. B 1987 1.
ObL1a onMcaHa HauboJbllas rpymmna u3 228 6oabHbIX [3].
W xots Bnepsbie mpusHaku BCB omucanbl B 1896 .
Kak TpOSIBJIEHUS] PeBMAaTOMIHOTO apTpuTa [4], MHTepec
K 3TOMY 3a00JIeBaHMIO He ociiabeBaeT. MHOXeCTBO MmyOu-
Kauuit nosiBusioch B 2010—2017 rr. BCB — penkoe 3a60-
JIeBaHHME, €ro pacipocTpaHeHHOCTh — oT 1,5 ciaydas Ha
100 TBIC. MO 1,5 cimyyas Ha 1 MITH B3pociBIX [5, 6]. KeH-
IIIMHBI OOJICIOT TaK K€ YacTO, KaK MY>KUYMHbI, MJTU HECKOJTb-
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ko yate (60:40) [7]. BCB pasBuBaeTcs B J1I000M BO3pacTe,
yalie y MOJIOIbIX, HO B TOM YMCJIe W Y TTOXWIBIX JIIOAei
[8, 9]. YUeTBepo u3 38 O0JbHBIX Halllei TpymIibl 3200111
B Bo3pacte 48, 53 u 57 u 59 net. [IpuunHbI 007€3HU HEU3-
BecTHBI. IHTEpec K 3a00JIeBaHUIO OITPENeIsieTCsl pa3HOO-
Opa3ueM, SIPKOCThIO KIMHUYECKOUW KapTUHBI, TSIKECThIO
MPOSIBJIEHUIT M HEOAHO3HAYHBIM MPOTHO30M, a TaKxe,
T0-BUIMMOMY, OTCYTCTBUEM €IMHOTO B3IJIsIIa Ha TEPAITHIO
BCB. [ns ouenku tsxectu nposisiaeHuit bCB J. Pouchot
MpemoXu MHAEKC (cucTeMHbIi cyeT) oT 0 mo 12, rae
3a 1 6am1 npuHUMaeTcs oJHa U3 MaHudecTauuil 3aboe-
BaHMSI: JIMXOPAIKa, ChIllb, TUIEBPUT, THEBMOHUT, ITIEpUKap-
JIAT, TeTIaTOMEeTaJTVsI VI TTOBBILIIEHUE TIEYeHOUHBIX (DYHK-
LIMOHAJILHBIX TECTOB, CIICHOMETaINS, TuMpaneHOnaTusI,
JerkouuTos >15 000/MMm3, 601b B ropjie, MUAITUSI U 6OJIb
B xxuBote [10].

Ienb uccienoBanus — aHAJIM3 U TIPEICTaBICHUE KU -
Huveckux ciydyaeB bCB, ee TeueHuss u ocoOeHHOCTEN
Tepanuy y MalMeHTKU ¢ MOHOIMKINYECKUM TeUeHHEM
3a00J1eBaHUSs, UMEBIIEH K Haually HaOII0ACHUS BEICOKUIA
cUCTeMHBIN cueT (12), ¥ malueHTa ¢ peuuaIuBUPYIOIIUM
TeYeHUEeM 3a00JIeBaHUSI U OJIATOMPUATHBIMU HCXOIaMU
3a 25 u 10 1eT NpocneKTUBHOro HaOII0AEHUS.

Knuxuveckue Habniopexus

boavnasa JI., 3a601ena 6 35-remnem 6o3pacme, 6 dexabpe
1990 e., koeda eHe3anHO NOOHAAACL Memnepamypa mena
do 39 °C. Ilodsem memnepamyput CONPOBOHCOANCS BbIPANCEH-
Hbim 03H0O0M. Tlocredyrowue 12 Oneil memnepamypa mena
CHUMICANACH HA KOPOMKOE 8DeMSL C GbIPANCEHHOU NOMAUBO-
CMbI0 NOCAE NPUEMA ACRUPUHA U BHOBb NOBBIUAAACH C O3HOOOM.
llayuenmka neuunacy 6 NOAUKAUHUKE ¢ OUACHO30M «epUNn»,
npuHuMana acnupux u cyrvpaoumemorxcur. Ha 6-ii denv
3a001€6aHUSL BO3HUKAU O4EHb CUNbHbLE AU 6 20pie, COXPAHAB-
wuecs 5 OHell, u pacnpocmpaneruvie muaneuu. Ha caedyrowuii
denb Ha Kucmsx, npeonaeuwvsx, bedpax, 60K08bIX NOBEPXHO-
CIAX JHCUBOMA OMMEMUNa He 3VOAUYI0, HEeNOCHOAHHYIO
6 meyenue OHsL 3PUMEMAMO3HO-NANYAE3HYIO CbINb PAZMEPOM
do 2,5 mm, apumemy 6 06aacmu A0KMEBbIX CYCMAB08 U 60U
8 epyoHoll kaemie npu Ovixanuu. Ha 13-it denv om nauana
00n1e3HU ObINa 20CNUMANU3UPOBAHA 8 UHGDEKYUOHHOe omdeneHuUe
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obnacmuoil boavHuywbl ¢ memnepamypoii meaa 40,3 °C. Bui-
56/1€Hbl YBeAUUeHHble UleliHble, NOOMbluledHble, NaX08ble
aumgpamuuecKue y3avi, COXPAHANUCH MUAAUU U KOJICHAS
coinb. Ha 19-ii denwv 604ae3HU ¢ OUaCHO30M «AUXOPAOKA He-
SCH020 NPOUCXONCOeHUs» 00AbHAS OblAa NepesedeHa 8 UHPpeK -
YUOHHYIO KAuHUu4eckyr 6oavHuyy No 1. Ilomumo auxopaoku
38—39 °C ¢ 03HO00M U NOMAUBOCMBIO UMEAUCH CIMOUKAS
He 3Y0Auas cvinb, AumM@adeHonamus, NPUHAKU MUOKAD-
duma, macca mena cHususace Ha 10 ke, 6 anaruse Kposu
8bla6454CA Aetikoyumos — 0o 16,4—25,0 moeic/mia ¢ Helimpo-
Gunezom (37—48 % nasoukosdepnvix Helimpopuaos),
yeeauueHue ckopocmu ocedanus pumpovuumos (COD) do
52—65 mm/u. B oanvretiviem na gpore 6oneii 6 ne6oit nonosu-
He epYOHOIl KAemKU, 8bINOMHO20 NAe8PUMA NPUCOCOUHUAACH
suipaycenHas ooviwka (0o 40—48 6 munymy), opmonHos,
maxukapous 0o 130y0/mMun, ycuausucy Muaieuu, NOSIUAUCD
eenamocnaeHomezanusi, 6oau 6 scusome. Yepes 3 ned om Ha-
yanra 3a601e8aHUsI COCMOAHUE 00AbHOU Pe3K0 YXYOulua0Ch
u ycuauauco 6oau 6 ycueome. Ilocae npogedenus yrompa-
38YK08020 UCCAe008aHUS OPIOWIHOL NOAOCMU U NOYeK Oblao
8bICKA3AHO NPednoaodIceHUe 0 Haruuuy naparehpuma u Kap-
OyHKYAQ NOYKU, YMO ONPeoesun0 nepesood 8 yponouieckoe
omdenenue I'KE No 67. 3a nepuod nposedenus ougpgeperiyu-
anbHo20 dUaeHo3a 00AbHAS NOAYHAAA PA3AUYHbIE AHMUOAK -
mepuanvHvle npenapamol (2eHMAMUUUH, KapOeHUUUANUH,
Kegh3zon, couemanue aHmubuomuxos). uaeHo3 noveuyHoeo
HaeHoeHUsl He Obln no0meepicoeH, U danvHelluiee 00c1ed08a-
Hue 601bHOT NPOBOOUAU 8 MEPANeBIMUYECKOM OmdeneHul, 20e
aHmubaxkmepuanbHas mepanus ovtaa npodoaxcera. 3a 1,5 mec
om Hauaaa 3a60ae6anus nayuenmia noxyoena Ha 20 ke, co-
XPAHSAUCH ONUCAHHbIE Bblille OPeaHHble HapyuleHus, becno-
Kouau 8bipasicenHvle Mudieuu, apmpum A0Kmesbix, Ay4e3a-
NACMHbIX CYCMAB08, COXPAHSACS HELIMPODUALHDBLIL ACUKOUUMO3,
Pa3eunacs HOpMOXpOMHAs anemust (ecemoenodoun — 70 e/a, apu-
mpoyumol — 2,3 x 10%/n). Ilpu nanapockonuu 6vin gviaeien
CKYOHbIIL cepo3Hblil SKccydam, 8bipajiceHHoe 830ymue npagoil
N0A0BUHbBI MOACMOU KUWKU, Y8eAuYeHUe NeveHU U CeNe3eHKU.
Penmeenonoeunecku onpedensiau scudkocms 6 naedpanbHoil
noaocmu caesa 6 cunmycax u npucmenouno om VIII pebpa
do cpedHeil noomblueurHoll aunuu. Tlpu ob6credosaruu cmpyk-
mypbol u QYHKUUU NOUeK U3MeHeHUIl, 006ACHAIOUUX KAUHUYe-
CKYH0 KapmuHy, 6visieaeHo He 0blio. Tlpu axokapouoepaghuu
dusramayuu kamep cepoya u KAANAHHOU NAMOA0UU MAKHCe
He obHapyaceno. Qbcyxucoanucy cencuc, Aumgoepanyirema-
mo3, UepcuHU03, OPHUMO3, cenmuueckKuil 3HAokapoum,
Q-auxopadka, cucmemHbvle 3a001€6aHUSL COCOUHUMENLHOLL
MKaHU (CUCMeMHas KpacHas 0A4aHKa, Y3eAK08blll noauap-
mepuum, HedughghepenyuposanHulii KoaiaeeHos). lanree 601b-
Has Obina nepesedeHa 8 KAUHUKY 20CNUMANbHOU mepanuu
MMA um. U. M. Ceuenosa na 6aze I'Kb Ne 20. Yuumvisas
Xxapakmep meyeHus U KAUHUKO-1a00paAmopHble NposeaeHUs
3aboneeanus, ovin cgpopmyauposan duaeno3 BCB, evicokas
aKmu@HoCMb, cucmemHas gopma (cucmemmoiii cuem 12 6an-
108), pynkyuonanvhwlil Kaace 111, C momenma ycmarnoeneHus
duaenosa 6oavuas noayuasa 150 me undomemayuna. Temne-
pamypa meaa CHU3UAACb 3a 3 OHs, 0OHAKO BbIPAJCEHHbLE

CUMRIMOMbL OP2AHHBIX NOPANCEHUN KYRUPOBAAUCH MEONCHHO.
Ha 39-ii denv 6osesnu na ¢hone npuema undomemayuHa
memnepamypa no eeuepam He npesviwanra 37,2 °C, ommeua-
AUCH 01e0HOCb KOJICU, NOHUNICEHHOE NUMAHUE, MeAKOmMOoYeH -
Has He 3y0Auas Cbinb N0 OOKOBLIM NOBEPXHOCMAM JHCUBOMA
U Ha npeonieuvsx, ygeaudeHHvle uleiinvle, NOOMblUleHHbLe,
KpynHble naxogvle aumpamuueckue y3avl, COXPAHANUCL MU-
aneuu npeonievuil, apmpum KOAeHHbIX CYCMas0s, yseauteHue
neueru. OOblUKa YCUAUBANACH 8 NOAOICEHUU Aedca, YACMOMA
dvixamenvuvix 0sudiceruli 6 nokoe 22—26 pas/mun. Onpe-
0e45110Cb NPUMYNACHUE 8 HUNCHUX 0mdeaax neekux, 6oavuie
caeea, ede Obixauue Obl10 pe3Ko 0cAabAeHo; Ha (hoHe IMOpUOo-
Kapouu, RpueAyUeHHbIX CepOeyHblX MOHO08 U KOPOMKO020
CUCMOAUMECK020 WYMA YACMOMA CepOe*HbIX COKPAujeHull
cocmasasana 8§4—90 yo/mun. B nepughepuueckoii kposu
VMEHbUUAACH 8bipadiceHHOCmb Aelikouumosa (10,0 x 10°/a),
anemuu (2emo2nobun — 96 2/n, spumpouumot — 2,7 x 10%/n),
AHMUHYKACAPHYLIL U PeBMamouoHbLil (haKxmopbl He 8blAGASAU.
Joza undomemayuna bvina yeeauuena do 200 me/cym, umo
onpedensinoce pe3uUcmeHmHOCMbIO CUMRIMOMO8 3a001e8aHUS
u xopouieli nepeHocumocmoio mepanuu. Mnoomemauyun danee
no 150 me 6oavras nonyuana 6 meuenue 1 eoda u 6 mec 6 co-
uemaruu c Jl-nenuyusnamurom no 450 me/cym. Ilpenapam
OblL 8bIOPAH SIMAUPUMECKU KAK OA3UCHBLI NPOMUBOBOCHANU-
menvHutil npenapam (BIIBII). Hacmynuaa noanas pemuccus
3abonesanus, u 3a nepuod Habarodenus (0o kounya 2016 e.)
peyudusos 604e3HU He OMMeUeHo.

Iayuenm b., 57 nem, cocnumanu3ayuposar 6 okmsope
2007 e. 6 yponoeuueckoe omoenenue T'Kb No 20 u3z-3a 6vi-
DpaxceHHoll 604U 8 obracmu auuKa cnpaea u cyogedbpuiume-
ma 6 meuenue 3 Oueil. Ilocre uckarouenuu ypoaoeuueckoil
namonoeuu 601bHOU Obin nepegedeH 8 Mepanesmu4eckoe
omaoeneHue ¢ npednonazaemoll hHeemonueil. Mmeau mecmo
cybghebpurumem ¢ nomausocmoio, 604b 6 004ACMU AUYKA,
noevluterue yposHsa aeikouumos kposu 0o 9,8 x 10°/a (na-
A0UKO0s0epHble Heumpoguavl — 6 %), mpomboyumos 0o
520,0 x 1°/a, yeeauuenue COD do 30 mm/u. Ilpu penmeero-
epaguu epyoHoll KaemKu ONUCbIBAAU 04a2080e YCUNeHUE Ae-
204H020 DUCYHKA, BO3MOICHO, CEA3AHHOE C UHMEPCMULUAND-
HOUl nHeemoHuel. B meuenue Hedeau nauyuenm noay4ain
uyegmpuaxcorn no 2,0 ¢ HympuseHHo U OUKAOPEeHAK no
50 me/cym u3-3a UHMeHCUBHO20 0601€6020 CUHOPOMA 8 AUUKeE.
Yorce uepes 3 ona npuema oukaoghenaka nayuenm nouys-
cmeoean ceds 300po8biM, HACMAUBAA HA BbINUCKe. YposeHb
AEUKOUUMO8 KPOBU HOPMAAU3084ACs, BOAb 8 AUUKe UCHe3Na,
COXPAHANCS MPOMOOYUMO3, KOMOPbLU He Haulen 00vsICHeHUs,
duknoghenax Ovin ommenen. boav 6 auuke onpedensnace
acenmuveckum 6ochaineHuem 000404Ku. B nocaedyrouem
y3eaxkoeulil apmepuum Ovin uckaroved. QOHako uepes He-
denio nocae BblINUCKU NAYUeHM Obld 20CHUMANU3UPOBAH
bpueadoii ckopoil MeOUYUHCKOU NOMOWU 8 C853U C AUXOPA0-
Kot do 38,6—39,3 °C, conposoxucoasuieiics o3nobom. B cma-
YUOHApe BbIABAEHO: Y@eauteHlUe NeHeHl, KOmopas 8blCMyna-
A4 Ha 3 cM HUice Kpas pebepHoll Oyeu, yeeauueHue cene3eHKU,
HOPMOXPOMHAA aHemus (eemoenobun — 92 e/a, apumpouyu-
mot — 2,9 x 10°/n), neiikouyumos, 6 omoeaenuu 0ocmueuiuil
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23,4 x 10°/n (nanoukosoepuvie — 11 %, ceemenmosioepruvie —
72 %, s03unopunrvt — 2 %, monoyumoer — 4 %, aumeouu-
mot — 11 %), mpombouumos do 580,0 x 10°/a, yeeauuenue
COD (45 mm/u). B buoxumuueckom anaiuse Kposu ommeua-
AU noevluierue o,-en06yaunoe 0o 12,8 % u y-enobynunoe
00 25,8 %, npuznaku yumoausa: araHuHamMuHompaucgepa-
3a — 68 ME/a u acnapacunamunompancgepasza — 58 ME/x,
C-peaxmusnuiii 6enok (CPB) — 86 me/n, kpeamunun —
132 mkmonwv/n, movesuna — 9,8 mmonv/n. B anasuze mouu
OvL1 00Hapyucen 6enok do 0,4 e/cym, apumpouumypus (0o 5
6 nose 3peHus). B meuenue Heckonvkux OHell y nayueHma
DA3BUAC GDMPUM AYHE3ANACMHO0 CYCMABA, NOABUAACH 00b
8 NAe4esblX U 1e60M KONEHHOM CYCMABAx, 8 MblULLAX nieye-
6020 nosca, yeeauuenue uieiinvix (0o 4 cm 6 duamempe),
KyOumanvHoix aumpamuseckux y3n06. Jlokaruzayus yeeau-
YEHHBIX WELHbIX AUMPAMUUecKux y3108 onpedensinag Heobxo-
JuMocmb UCKAIOYEHUST ONYX0AU Wumoeuonoi xceneswvl. Co-
Xpausnace maxukapous 00 96 6 MUHymy npu HOPMAAbHOM
VPO8He apmepuanvHoeo oasaenus. B dunamuke koauvecmeo
mpomboyumos ygeauuunsocv do 1000 x 10°/a, nayuenm no-
Xyden Ha 6 ke. Peemamouodnwiii u anmuHykaeaprwlili (paxmopboi
He 8blA6A54U, YposeHb (eppumuna cocmaensin 1900 ne/ma.
Pezyavmamut 06caedosanus, uckarouusuwiue eHoliHo-60cna-
AUmenvHole, OHKOAOUHECKUe, ceMamonoeuyecKue (mpomoo-
yumapuslil 1eliko3), peemamonoeuyeckue (y3eaKowlii no-
auapmepuum) 3a004e8aHUS, NO3GOAUAU CEHOPMYAUPOBAMD
duaernos BCB y e3pocavix (cucmemnbiii cuem 6, auxopadka,
CYCMABHOU CUHOPOM, CHUMICEHUEe MACChbl mead, AUMpaoeHo-
namusi, eenamocnieHoOMe2anust, HelmpoguabHblil AeliKoyu-
mo3, mpomoouumo3, Hegpponamusi, IHyeharonamus, AaKmMue-
Hocmb 3). B amom nepuod navueHm ommemun omcymcmeue
CHQ U NOABACHUE 8 HOUHDBLE HACDl OULYUCHUSL, YO «€20 201080
omaoensiemcsi om meaa, U oH ee (20108y) audum». B OnesHble
yacwl smu ougyuieHus: He 6ecnokouau. Koncyromuposan He-
8D0N02OM, NCUXUAMPOM, HO OONOAHUMENbHbIE NPEnapamol
boabHOMY He HasHauanu. [Ipoeoduru mepanuio oukiogena-
xom no 100—150 me/cym, 0o3za Komopoeo onpeodensnacw
NOBblUeHUEM YPOBHS KPeAMUHUHA, CKOPOCMb KAYO0UK080LL
urompayuu — 52 ma/mun/m>. Budenus ucuezau uepes ne-
dento, ypoeeHb KpeamuHuHa HOPMAAU308dacs vepe3 2 Hel,
KapmuHa Kpogu u opyeue nposieaeHus 3a601e6aHUS YMEHb-
wuaucy nocmenenno 6 meuerue I mec. Ilomumo dukaogena-
Ka nayuenm 6 meueHnue 4 aem noayuanr Memompexcam
no 15 me 6 Hedeaio ¢ nepuodamu cHuxiceHuss 003bi do 10
u 7,5 me 6 Hedenro. Ocnosarnuem 045 desckanrayuy 003vt 0bL10
Jcenanie nayueHma, yyecmeosasie2o ceds 300p08oim; 00-
HaKo npodoaiicenue mepanuu npeocmasnsinoco Heobxo0UMbIM
U3-3a NOBMOPHLIX 3NU30008 apmpuma, cyopebpurumema
U NOBbLUEHUS 8 2MOom nepuod ypoeHs kpeamunurna (138—152
MKMOAb/1), UBMEHEHUI 8 AHAAU3AX MOUU 6 8Ude HeOO0AbULOI
NPOMeEUHYpUU U IPUMPOUUMYPUL, VEeAUYeHUsl KOAUHeCm8d
mpomboyumos (460—500 x 10°/2), COD u CPE. Yposens
aA30MUCMbIX WAAKO8 6He 000CmpeHUsi 0bin HOPMANbHBIM.
Tepanus memompexcamom u OukA0(eHAKOM OMMeHeHa
6 2014 2. npu omcymemeuu KAUHUKO-A1A00PAMOPHBIX CUM-
nmomoe 3abonesanus. Takum obpazom, nayuenm, UmMegUILI
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K Havaay mepanuu cucmemubli cyem 6, 0eMOHCMPUpPO8an
He moabko maxcenviit eapuanm BCB, Ho u pedko onucviéae-
Mble nopascenust: Hegpponamuio u nyegarum. Kpome moeo,
do pazeepmuléarus Kaunuueckoil kapmunvl bCB umen mecmo
MpomooyUmo3, docmuuuili O4eHb 8biCOK020 YPOBHS U Peyll-
dusuposasuiuii 6 nepuodvl axmueayuu 3a6oseeanus. Taxce-
AbIX 060cmperuil y0anoce uzbexncams, NOCKOAbKY KOPPEKUUIo
mepanuu npogooUAU NPU NepébiX NPUHAKAX AKMUBAUUU
68 CBS3U C MUAMenbHbIM MOHUMOPUHeOM (uepe3 3 mec) u om-
BEMCMBEHHbIM OMHOUIEHUEM D01bH020, 00PAUIABULE20CS K CBO-
emy epauy npu mansetwux cumnmomax yxyouienus. Tem
He MeHee 0034 MemompeKcama onpeoesinaco UMeHHO Om-
HouleHuem 60AbHO20 K mepanull.

06cy:xpeHue

HuarHoctuka BCB BbI3bIBaeT CYIIECTBEHHbBIE TPYI-
HOCTM BBHWIY pPa3HOOOpa3usl CUMIITOMATMKHU. AHaIu3
KJIMHUYECKON KapTUHBI 3a00JIeBaHUS IPOBOIST JIMOO
PETPOCHEKTUBHO, IMOO MPOCIEKTUBHO, HAab101as1 00JIb-
Heix [10]. Mcnonb3yloT AuarHocTUYeCKUE KpUTEpUU
M. Yamaguchi u coaBrt. [11] u A.J. Reginato u coasT. [12].
Kpurepun M. Yamaguchi 1 coaBT. UMEIOT BBICOKYIO UYB-
CTBUTEJIBHOCTb, HO TPEOYIOT WCKIIIOUEHHUS IIHPOKOTO
cnekTpa 3aboneBaHuit. Kpurepuu B. Fautrel u coast. [13]
Oosiee cnelUM(pUYHBI, HO BKJIOYAIOT MajOAOCTYITHBIN
B KJIMHUYECKOM MPAaKTUKE METO]] NCCIIeI0BAHUS TIMKO3H-
JmpoBaHHOTO (hepputrHa (>20 % HOpMaIbHOM KOHIIEH-
tpauuu). M xors kputepuu M. Yamaguchi u coaBT. yaiiie
PEKOMEHIYIOT ISl AMaTHOCTUKM 3a00JIeBaHs, HaM TIpe-
cTaBisieTcsl OoJibliiee ynoocTBo KputepueB A.J. Reginato
U COABT., OMUCHIBAIOIIUX KIIMHUYecKue mposiBieHus: bCB.
TeM He MeHee ciieTyeT OpUeHTUPOBAThCS U Ha 1abopaTtop-
Hble TPU3HAKW: 3HAYMMOE YBEJIMYEHUE CHIBOPOTOYHOTO
depputiHa (>1000 Hr/MJT) B COYETAaHNH C JTJaOOPaTOPHOM
AKTUBHOCTBIO, HEUTPO(UIBHBIM JIEHKOLIMTO30M, YBEINYE-
HMEM YPOBHE alaHMHaMUHOTpaHchepasbl U acrapTaTaMu-
HOTpaHCchepasbl, CHIKEHUEM CHIBOPOTOYHOTO AJIbOYMUHA,
YMEPEHHOI HOPMOXPOMHOM aHeMUEl, TPOMOOLIMTO30M.

PaGoThl pa3IMUHBIX UCCeaoBaTeNeil BbIASSIOT Clle-
nytoiue BapuaHTbl TedyeHusi BCB: 1) snuzonuyeckue
CHCTEMHBIE aTaKM C apTPUTOM WU Oe3 Hero; 2) 3MU3011-
YECKUI OJUTOapTUKYJSPHBIA apTpuT; 3) aedbopMUpylo-
LW XPOHUYECKUI apTPUT, TPEOYIOIINIA XMPYPIrUYECKOTO
BMeIIIaTeIbCTBA U [UTUTEIbHON TTPOTUBOBOCIIAIUTEIBHOM
Tepanuu [14—16], u 3 KIMHUYECKUX BapyaHTa TeYeHMUsI
BCB, Kaxplii U3 KOTOpbIX HabaogaeTcs npumMepHo y 1/3
6osbHBIX [17, 18]: MOHOLIMKIMYECKUT [9], monuuuKInye-
ckuii [15] u xpoHudeckuii cycraBHoit [9]. IlpeacraBieHHble
MalMEHTHl COOTBETCTBYIOT MOHOIIMKJIMYECKOMY U TOJIU-
LIUKJIMYECKOMY BapyMaHTaM TeYEHHsI C pa3BUTHEM JIJTUTEb-
HOM peMuccUM, oTpenessieMoi TPOBEICHHOM Tepanuei.

HecMmoTtps Ha GyaTo Ob1 BechbMa O1aronpusiTHOE Tede-
HUe B OONBIIMHCTBE ciiyyaeB, bCB mo-npexHeMy OTHOCSIT
K IPYIIIE TPYAHBIX IJII IMAaTHOCTUKY «IJTUTEIBHBIX JIMXO-
PaioK HEeSICHOTO ITPOUCXOKIEHUS», TPYIHO KypaOeIbHbIX
3a00JieBaHUI C HESICHBIM TPOTHO30M. DTO, B CYLIIHOCTH,
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W omnpeneseT 60JblI0e YUCIO MyOaMKaluii, MOSIBISIO-
IIHUXCS B Pa3IMYHBIX CTpaHaxX 0 HACTOSIIETO BPEMEHU
M OTIPEeSISIONINX YUeT TaKMX MAllMeHTOB B HALIMOHAIBHBIX
peructpax [7, 14, 19—22]. dna BCB onucaHbl ociioxHe-
HUSI, YTPOXKAOIIME XXU3HU: peaKTUBHBIN reModarourap-
HbI TuMdorucTronuTos [23], CUHAPOM TUCCEMUHUPO-
BaHHOT'O BHYTPHUCOCYIMCTOTO CBEPTHIBAHUS, YTO MOXKET
OCJIOXHUTH TeUeHUe reMo(arouTapHoro JMM@orucTu-
OILIMTO3a, TPOMOOTHUYECKYI0O TPOMOOILIMTONEHUYECKYIO
nyprypy [24].

Jleuenue bCB npoBoawiu canuuiaaramu [25] v B mo-
CJIeYIONIEM Pa3IMIHBIMU HECTEPOUTHBIMU TIPOTUBOBOC-
majauTeabHbiMK TipenapatamMu (HITBIT) [2, 26], Ho Gosee
MTOJIOBMHBI OOJIBHBIX HYKAQJIMCh B TIPUCOSTUHEHUHN TJTIO-
kokoptukouaos (I'K) mist KoHTpoas auxopaiaku [2, 26],
a E.G. Bywaters pekoMeHI0Bal UX Ha3HauYeHUE B J03€
1 MT/KT Macchl Tena [2].

B teparmuu bCB nomumo HITBIT, T'K npumMensim v nipu-
meHs10T BITBIT (MeToTpekcar, HMKIOCTIOpUH, [-meHu-
LIUWJJIaMUH, cyJabdacana3rH, COJU 30J10Ta, a3aTUOTPUH,
nepayHomun) [9, 27—-29], uuknopochamuna [30]. Ipe-
Mmapatamu rnepBoro psiaa B iedeHun bCB paccmaTtpuBaioT
T'K [31]. CornmacHo coBpeMeHHbIM TpeacTapaeHusM bITBIT
Ha3HayaloT cpasy Xe MPU MOCTAHOBKE AUarHo3a U OJHO-
BpemeHHO ¢ HITBII B TepaneBTUYECKUX UM HECKOJIBKO
MPEBBIIAIONINX TeparleBTUYECKUe 103aX ISl KyITMpoBa-
HUSI JIMXOPAaKW, CYCTaBHOTO CHHIpPOMAa M CUCTEMHBIX
MposIBJIeHU 3a00j1eBaHus [25, 26]. Y nauueHTOB, HE OT-
Bevaromux Ha Tepanuio BITBIT u I'K, ncnonb3yioT reHHO-
WHXEeHEepHbIe Ouoyiornyeckue mpenapaTbl. OO0CHOBaH-
HOCTh MX MPUMEHEHUS OIPEAC/ISIeTCSI BO3MOXHOCTBIO
MOAaBJIEHUS IPOBOCTIAJIUTENIbHBIX IIMTOKMHOB — (hakTopa
HEKpOo3a OITyXOJI! o, UHTepiieiikimHa-6 u -18 [20, 32] — n no-
Ka3aHHOU KoppeJsiluen MeXTy KOHLEHTpalue MHTEpIIei-
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3aknioyenue

BbCB oObl1a onucaHa Oojiee 45 jeT Haszan, OJHAKO
BO MHOTHX CJTy4asiX M CETOMHS BO3SHMKAIOT TUArHOCTHUYE-
CKME TPYIHOCTHU MPY HAOIIOAEHUM OOJIBHBIX C TMXOPAIKOI
HesICHOTO TeHe3a. Halll coOCTBEHHBIN OIBIT MO3BOJISIET
ob6cyxaath 6ostee cymiectBeHHYI0 posib HITBII B 1eyenuu
00JIe3HHM TTPH UCTIOJIB30BAHUH X B TepalleBTUUECKUX WJTH
(TIpu XOpoIlIeit TepeHOCHMOCTH) B ITPEBRITIAIOIINX TaKO-
Bble no3ax B couetaHuu ¢ BIIBII y mauueHTOB, paHee He
nosydyaBmux I'K. Y 6oablMHCTBA TaKMX OOJIbHBIX, UMEB-
IIUX K MOMEHTY ITOCTAaHOBKHM IMArH03a BEICOKUIT MHIEKC,
npeioxeHHbli J. Pouchot 1 coaBT., ynanoch TOCTUTHYTh
CTOMKOW PEMUCCUU.

IIpn TpymHOCTSIX B MOCTAHOBKE MMarHo3a B clyvae
JUTMTEIBHOM JIMXOPAIKHM CJIEMyeT BCIIOMUHATH O CYIIIECTBO-
BaHUY PeIKUX, oppaHHBIX 3a00/IeBaHIIA, UMEIOIINX IPKHE
MPOSIBIIEHUS ¥ HEPEIKO HeOIaronmpusITHEINA TporHo3. Co-
BpeMeHHasT Tepanys, B TOM YHCje TeHHO-UHXXEHEPHbBIE
OuoyiornvecKye mpernaparhl, TOMOTaeT MOJTHOCTHIO YCTpa-
HUTB MIPOSIBIICHUS 3a00JIeBaHKS, Byl K MHBATUI3a-
LMY TIAIIMEHTOB, U30eXaTh TSIKeJIbIX ocoxHeHui. C apy-
roit cTopoHbl, paHHee ucnoab3oBaHue BITBIT u HITBII
MOKET TTO3BOJINTH TOCTUYD JKEJTaeMBIX PE3YIBTATOB Y 3THX
MalMeHTOB 03 MPUMEHEHMS JOPOTOCTOSIIETO JISYSHUS.
1O.B. HaconoB u E.JI. HacoHOB oTMe4aloT, 4TO pacIpo-
crpaHeHHocTh BCB B Poccun He uzydeHa, He pa3pabora-
HBI METOABI IMTPOTrHO03a 3 GHEKTUBHOCTU JICUSHHSI, UTO SIB-
JISeTCS 3amadeii OyayImx ucciaenoBanuii [36].
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