vsss IETCKOM 4
HEBPOAOTUU

Pyjunamup (MIHoBenoH) B nevyeHuu cuiapoma Jiennoxkca-racmo
(0630p numMepamypbl U onucaHue cnyyas)

K.IO. Myxun, O.A. IIsl1aeBa
000 «Hucmumym demckoii Hespoaoeuu u snunencuu um. Cesmumens: Jlyku»;
Poccus, 143396, Mockea, noc. [lepsomaiickoe, dep. [lyuxoso, yr. Ceemaas, 6

Konmaxmot: Koncmanumun IOpvesuu Myxun center@epileptologist.ru

Cundpom Jlennoxca—Ilacmo (CIII) — anunrenmuueckas snyegaronamus ¢ 0e61omom 6 0emcKom 03pacme, NPOAGAAOUAACS HACMbIMU NOAU-
MOPHBIMU RPUCMYNAMU, BKAIOHASL MOHUYECKUE KCUANbHBLE, BbIPAICEHHBIMU KOCHUMUBHBIMU HAPYUEHUAMU, XAPAKMEPHLIMU USMEHEeHUAMU
Ha 31eKmposHyepanrocpamme U pe3ucmeHmHoOCmyvlo K mepanuu. B cés3u ¢ covemanuem 6 kapmune 3a0041e6aHUs NPUCHYNO08 HECKOAbKUX
MUNOB U UX Pe3UCMEHMHOCIbIO K MeOUKAMEeHMO3HOU mepanuu 60abuiue Hadexcobl 6031a2aOmcsi Ha c030aHUe HO8bIX AHMUINUACNMUMECKUX
npenapamoe ¢ NPUHUUNUANBHO UHBIMU MEXAHUBMAMU 0elicmeusl, HaUeAeHHbIX UMEHHO Ha AeveHue OAHHOU maxcenoll popmul snuiencuu. Ae-
mopbL hpedcmaegasiiom 0630p 3apyoecHoil AUmepamypbl, NOCEAUEHHbLL NPUMEHEHUIO HO8020 AHMUINUACNMUMECK020 Npenapama py@puHamuo
(Hnosenon), 3apecucmpuposantoeo 6 aueape 2015 e. 6 Poccuu nenocpedcmeento ons aeuenus CJIT 6 donoanumensHoll mepanuu y 63pocavix
nayuenmos u demeli Hauunas ¢ 4-nemueeo eozpacma. MHozouucaerHble UccAe008aHUs NPOOEMOHCMPUPOBANU IPPHEKMUBHOCHb U XOPOULYIO
neperocumocms pyghunamuda npu CJIT.

Aemopul npusodsam onucatue Habawdaemoeo cayuas agpgekmusnocmu pygunamuoa y nayuenma 17 1em ¢ CJIT. Hecmomps na pe3ucmenmuoe
meveHue SNUAenCUU U OMCymcemeue 0meema Ha MHO20HUCAeHHble AHMUINUAENIMUYECKUe NPenapamsl 8 MOHOMepanuu U 8 pasautHsiX KOMOU-
Hayusx, 6éedenue pyuHamuoa é cxemy AeueHus OKa3ano 8bipaiceHtblii mepanesmuteckuil dgpgexm — uacmoma cyO0opoONCHbIX NPUCHYNOE
ymenvuiunacs Ha 70 %. Ha momenm nanucanus cmamou nayuenm noayuaem pygunamuo bonee 5 mecsayes. Tepanuio nepeHocum xopouio.

Karouesvle caosa: snusencus, pesucmenmmuole gpopmol snunencuu, cundpom Jlennokca—Ilacmo, snusenmuyeckuii NpUcmyn, MoHU4ecKuil
onuUNenmuUecKuli npUCMyn, AHMUdNUAeNMU4ecKuil npenapam, pyQuHamuo, mexanusm deticmeus, hapmakokuHemura, sghghekmugHocms,
nepeHocumMocmy
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RUFINAMIDE (INOVELON) IN THE TREATMENT OF LENNOX—-GASTAUT SYNDROME
(A REVIEW OF LITERATURE AND CLINICAL CASE)

K. Yu. Mukhin, O.A. Pylaeva
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6 Svetlaya St., Puchkovo Village, Pervomayskoe Settlement, Moscow, 143396, Russia

Lennox—Gastaut syndrome (LGS) is childhood-onset epileptic encephalopathy manifested by frequent polymorphic seizures, including tonic
axial, obvious cognitive impairments, characteristic ECG changes, and therapeutic resistance. Due to the concurrence of several types
of seizures in the clinical presentation of the disease and their resistance to drug therapy, great hopes are pinned on the design of novel anti-
epileptic drugs with fundamentally other mechanisms of action and aimed specially at treating this severe type of epilepsy. The authors review
the foreign literature on the new antiepileptic drug rufinamide (Inovelon) registered in Russia in January 2015 to directly treat LGS as adjunc-
tive treatment in children 4 years and older and adults. Multiple trials have demonstrated that rufinamide has efficacy and good tolerability
in treating LGS.

The authors describe an observed case of the efficacy of rufinamide in a 17-year-old male patient with LGS. Despite the drug resistance
of epilepsy and no response to multiple antiepileptic drugs used alone and in different combinations, the incorporation of rufinamide into
a treatment regimen had a pronounced therapeutic effect: the frequency of convulsive seizures decreased by 70 %. At the time of writing this
paper, the patient has been receiving rufinamide for more 5 months. He has been tolerating the therapy well.

Key words: epilepsy, drug-resistant types of epilepsy, Lennox—Gastaut syndrome, epileptic seizure, tonic epileptic seizure, antiepileptic drug,
rufinamide, mechanism of action, pharmacokinetics, efficacy, tolerability

Cunapowm Jlennokca—Iacrto (CJIT') — snuientuye- (meHee 2,5—3 Ti1) ocTpasi—MenJieHHas1 BOJHA B UHTEP-
cKas sHuedanonaTtus ¢ 1e00TOM B IETCKOM BO3pacTe,  MKTaJbHOM MEpuoje Ha ajieKTposHuedantorpamme (DOI),
MPOSIBJISTIONIASICS YACTBIMU MOJUMOPGhHBIMU TPUCTYNIaMU,  mpoderamu ObicTpoil aktuBHOCTH 10—20 [i1, Hepenko ac-
BKJTIOYAsl TOHMYECKUE aKCHAJIbHBIE, BRIPA)KEHHBIMU KOT-  COLIMMPOBAHHBIMU C TOHUYECKUMU TTPUCTYIIaMU, W PE3KC-

HUTHUBHBIMU HApYILIEHUSIMU, MEIJEHHONW aKTUBHOCTbIO  TEHTHOCTBIO K Tepanuu |1, 3—7]. BTo reteporeHHOe 3a00-
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JIeBaHUE, KOTOPOe MpencTaBisieT cO00il onpeneaeHHbINA
KIMHUKO-DDI'-CUMIITOMOKOMILIEKC pa3InuHON 3TUOJIO-
ruu. Yacrtorta CJIT' B Poccuu 1 Bo BceM MUpPE COCTaBJISIET
ot 1,0 10 6,6 % cpenu Bcex GOPM BMUIENICUN Y JeTE
[3—5]. CJIT nmoapasaensieTcss Ha KPUMNTOTEHHBIN U CUM-
MITOMAaTUYECKNI1 BapUaHThl. DTUOJIOTUENH TaHHOTO CUH-
JpoMa MOTYT OBbITh HApYIIEHNST KOPTUKAJTLHOTO Pa3BUTHSI,
TepuHaTajbHbIe dHIIe(haTONaTh, OMyX0JU TOJIOBHOTO
MO3ra, H1eATUTHI, HACIEeICTBEHHbIE 60JIe3HN METab0-
JIN3Ma, XpPOMOCOMHbBIE aHOMaJIMK U Apyrue pakTopsl [18].
ITpu knaccuueckom KpuntoreHHoM BapuaHTe CJIT atro-
JIOTUSI OCTaeTCsl HeM3BeCTHOM. 3aboieBaHNe AeOI0TUPYET
B Bo3pacTe oT 2 1o 8 jeT. [luk Havana mpuxoauTcs Ha J0-
LIKOJbHBIN Bo3pacT — 3—5 jieT. [1pu cumnTomaTnyeckoi
(opme oTmevaeTcs Gosiee paHHUI 1€0I0T, YEM TIPU KPUTI-
toreHHoii. B 20—40 % cayuaes CJIT TpaHnchopMmupyercs
n3 cuaapoma Becra [18]. ®eOpuabHbIC PUCTYITHI TIPS -
wectBytoT pa3putuio CJIT B 10 % ciyyaes [8]. HauGonee
TOUYHBIE, CKaThie U pocThie kputepun CJIT ipencrasie-
Hbl A. Beaumanoir u Ch. Dravet B 1992 1. u Bki1104aioT: 1)
AMWICTITUYECKUE TIPUCTYIIBI: aKCUaJTbHbIe TOHUYECKUE,
aTOHWYECKWEe W aTUIIMYHbIE a0CaHCHI; 2) HapYyIICHUS
Ha D3I pazpsiabl IMPOY3HBIX MeUTIEHHBIX TUK-BOJTHOBBIX
KOMILIEKCOB B 00apcTBOBaHUH (petit mal variant), a Takske
Mpo06ery OBICTPHIX PUTMUIHBIX BOJTH, MEIJIEHHBIX TTOJIU -
CIAiKOB ¥ TeHEPATM30BAHHOM OBICTPOIT aKTUBHOCTH C Ya-
crotoii okosio 10 Ii1 Bo cHe; 3) 3a1epKKy IMCUXUUYECKOTO
pPa3BUTHS B COUETAHUU C HAPYLICHUSIMU TToBeAeHUs [12].
ITpu CJIT BcTpevaroTcs pa3indHble BUAbI TPUCTYITOB: TO-
HUYEeCcKUe aKCcuajlbHble, MUAaTOHUYECKUE, aTUTTNYHBIE
abCaHCHI, AMUJIETITUYCCKUI CTaTyC «MaJIbIX MOTOPHBIX
MPUCTYTIOB», MUOKJIOHMYECKHE, TeHepaTu30BaHHbIE CY-
JOPOXHBIE, (DoKayibHbIe. TOHWYeCcKe TTPUCTYIIBI, IO MHE-
HUIO OOJIBIIMHCTBA aBTOPOB, SIBJISIIOTCS 00s13aTeIbHBIM
KJIMHU4YecKuM cumrromom CJIT.

Jleuenue CJIT" npeacrasisier 60JbIINE CIOXHOCTHU
B CBSI3M C COYETAHMEM B KapTUHE 3a00JIeBaHMS TIPUCTYIIOB
HECKOJIBKUX TUTIOB U UX PE3UCTEHTHOCTHIO K METUKAMEH -
TO3HOW Tepanuu. BeaeacTBrue 3Toro 0osbiive HaaexX bl
BO3JIaraloTCsl Ha CO3/IaHNe HOBBIX aHTUAMUIICTITUIECKUX
npernapatoB (ADIT) ¢ TpUHIUNIHUATBLHO UHBIMU MEXaHU3-
MaM¥ JEUCTBUS, HAlleJIeHHBIX UMEHHO Ha JIeYeHre JTaH-
HOM Tsikesoit popmbl anuierncuu [9].

ITo nannsiM G.D. Montouris u coant. (2014), B Ha-
cTositiee BpeMsT B MUpe OPUIIMATIBHO 3apeTHCTPUPOBAHBI
5 ADII ansa neyenust CJIIE penbamart, 1TaMOTPUIKUH, TO-
nupamart, pypuHamMum U Kiaobazam; U elie HeCKOJIbKO
ADII, B 4acTHOCTHM BaJIbIIPOATHI, TpuMeHsitoTcs off-label
C oTpee/IeHHBIMK TTOKa3aHUSIMU ¥ OTpaHUYeHUsIMH [26].

Pybunamun (MHosenon) — ADII, 3aperucTprpoBaH-
Hblil mist nedeHus CJII, mpousBogHoe KapbokcaMuia,
0 XUMUYECKOMY CTPOSHUIO He TToxoxee Ha apyrue ADII.
OCHOBHO1 MeXaHU3M JeiCTBUs pyhUHaAMUIA — OTPAHU-
YeHUE pa3psiIoB HEMPOHOB, CBSI3aHHOE C OJIOKUPYIOIIUM
JeiCTBUEM Ha HaTpUeBble KaHaJIbI (pEeryJIMpoBaHNe aK-
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TUBHOCTHM HAaTPUEBBIX KAHAJIOB 3a CYET YBETUICHUS TN -
TEJIbHOCTU UX HEAKTUBHOTO COCTOSTHUS), ¥ CTA0MIIM3aIIAsT
MeMOpaH HeilpoHOB [34].

B opranusme pybduHamum mMetabonusupyercs,
HO He JaeT aKTUBHBIX MeTab0IUTOB. BOsbliiast yacTh Me-
TabomToB (91 %) BeIBOAUTCS ¢ MOUYOii. Buorpancdopma-
LIMST TIpeTiapara MpoucXoauT 0e3 yJacTust n3o(hepMEeHTOB
uutoxpomMa P450. Bpems monyBbIBeIeHUS COCTABISIET
6—12 4; BpeMsT TOCTHKEHUST MAaKCUMaTbHOM KOHIIEHTpa-
MU B TU1asMe — 4—6 4. He3HAYUTEeIbHO CBSI3bIBACTCS
¢ 6ekaMu 1asmel (26,2—34,8 %). PyduHamua He BIu-
SIeT Ha TIa3MEHHYI0 KoHUeHTpauuio apyrux ADIT. OnHa-
KO ¢eHUTOUH, heHoOapOuUTal, BaabIpoaT U MPUMUIOH
MOTYT U3MEHSTH KJIIMPeHC pybUHAMKIA, TIPUYEM BaJIBITPO-
aT 3aMeJUISIeT, a OCTaTbHbIE TTPeTapaThl YCKOPSIOT TIEPUO]]
ero nosypacnana [34].

IIpenmapat ogoOpeH YmpaBiaeHUEM IO KOHTPOJIIO
3a MPOAYKTaMU U JieKapcTBeHHbIMU cpenctBamu (Food
and Drug Administration) CIIA B 2008 1. 1j1s1 AOMOJHU-
tenabHOM Tepanuu CJIT y neteii B Bo3pacte 4 JieT U cTapiiie,
a Takeke B3pocsibiX. Oco0eHHO 2 MEKTUBEH MPU JICYEHU U
TPUCTYTIOB MaJIeHU I («IpoIT-aTak», TOHWIeCKNX,/aTOHM -
YECKUX TIPUCTYITOB); TAKKE ToOKa3aHa ero 3(h(heKTUBHOCTh
B Tepanuy TeHepaJIM30BaHHBIX ITPUCTYITOB (TOHUYECKUX,
aTOHUYECKUX U TOHUKO-KJIoHU4eckux) npu CJIT [10].
[IpoBeaeHHbBIE MCCIEIOBAHMS TTO3BOJISIOT TIPEITOIaraTh
93¢ dEeKTUBHOCTD Mpenapara mpy IMPOKOM CIIEKTpe pe-
3UCTEHTHBIX MPUCTYIIOB, B YaCTHOCTU B paMKaxX CUMIITO-
MaTUYecKuX (pokalbHbIX anuiiencuii [19]. XoTsa npoBo-
IUIUCH UCCeNoBaHus, ToKa3aBline 3¢ HEeKTUBHOCTD
U 6e301macHOCTh pyhuHaMMIa y IeTeit 10 3 JIeT, B HaCTOSs -
1ee BpeMs mpernapar He 3apeTUCTPUPOBAH IS TIpueMa
y neteit muiaaiiero Bo3pacra [17].

B auBape 2015 1. npenapat MHoBenoH (pyhuHaMuI)
OBLT 3aperrcTprpoBaH B Poccru B cocTaBe JOMOTHUTEITb-
HOW Teparu NPy JICYeHUH SITUIETITUIECKUX TIPUCTYTIOB,
accouunpoBaHHbix ¢ CJII, y naimeHToB crapiie 4 jerT.
IIpemnapar BeimyckaeTcs B TabaeTkax, comepxamux 100,
200 v 400 Mr AeficTBYIOLIEro BELIeCTBa.

Y manueHTOB crapiie 4 JIeT ¢ Maccoil Tejla MeHee
30 KT, He TPUHUMAIOIINX BaJTbIIPOEBYIO KUCIIOTY, HaUuaTh-
Has 103a cocTaBiisgeT 200 MT/CyT, TUTpALIMS O3Bl — YBe-
smuenne Ha 200 Mr/cyT pa3 B 2 THS 10 TeparneBTUYECKON
mo3b1 1000 MT/cyT. Y TallmeHTOB ¢ Maccoil Tejla MeHee
30 KT, OMHOBPEMEHHO MPUHUMAIOIINX BaJILITPOEBYIO KUC-
JIOTY, peKOMEHIyeMasi TeparieBTUIecKast 103a COCTaBIsI-
et 600 Mr/cyT (BaJbIIpOAaT yMEHbIIACT KIUPEHC pydrHa-
MUIa).

VY nmauueHTOB ¢ Maccoii Tena 6osee 30 Kr, BKJItovast
B3POCJIbIX, HauaibHas no3a coctasiseT 400 Mr/cyT, TUT-
pauus — no 400 mMr pa3 B 2 AHsI, TepaneBTUYeCcKas 103a
BapbeupyeT oT 1800 10 2400 1 3200 Mr/cyT (MakCcUMabHast
CyTOUHas TeparneBTuyeckas 103a) [2].

I1pu pacuere Ha 1 KT Macchl Tejla CTapTOBast 103a Py-
dunamuna cocrasnsget 10 MT/KT/CyT C TTOBBIIIIEHUEM
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Ha 10 Mr/KT/CyT Kaxkple 2 THS 10 TeParieBTUIeCKOi 103
45 mr/xr/cyT (B 2 mpuema) [34].

[pemnapar peKOMeHI0BaHO MPUHUMATH 2 pa3a B CYyTKU
¢ 12-4yacoBbIM MHTEpBAJIOM [2].

ApdexkruBHOCTL pyhuHamuaa npu JedyeHuu CJIT no-
Ka3aHa B MHOTOUYMCJICHHBIX UCCIIeIOBAHUSIX.

B 0630pe G. Coppola (2011) yka3siBaeTcs, 4To mep-
BOHavyaJbHO 3(GhEKTUBHOCTh U 0€30MacHOCTh pydhUrHa-
Mua ObUTY TOKa3aHbl B 3 paHIOMU3UPOBAHHBIX KOHTPO-
JIMPYEMBIX UCCIIEIOBAHUSIX: B JOTIOJTHUTETLHOM Teparuu
(bokaTbHBIX TIPUCTYTOB y B3POCIBIX U MOAPOCTKOB (Bro-
die M.J. u coasr., 2009; Palhagen S. u coaBr., 2001) u B Jie-
YEHUU TeHepaIn30BaHHBIX TIPUCTYITOB, aCCOLIMUPOBAH-
Hbix ¢ CJIT (Glauser T. u coasr., 2008) [13, 15, 16, 29].

B miepBoM IBOITHOM CJIeTIOM T11a1ie00-KOHTPOIMPY-
€MOM HcclieloBaHUM pydruHamuaa rnpu anuierncuu (Pal-
hagen S. u coasnrt., 2001) yyactBoBanu 50 malmMeHTOB
C PE3UCTEHTHBIMHU TIpUCTyITamMu. Jlo3y pydruHamuma TuT-
poBanu B nipeaenax 400—1600 mr/cyt. Yactora mpucty-
MoB cHM3WIach Ha 41 % B Tpyrime O0JbHBIX, TOJTYJYaBIINX
pybuHaMuI, U yBeIUuMIach Ha 52 % B rpyrre 1iane6o
(p = 0,040). ¥ 39 % nanmeHTOB, MOJyYaBIINX pyhrHa-
MU, U TOJIBKO y 16 % mojydyaBiiux riane0o yacTora
MPUCTYITOB CHU3MIIACh 6oJiee ueM Ha 50 % 1o cpaBHEHUIO
¢ ucxonHoit (p = 0,096). OTMeueHBI XOpoliasi MepeHOCH-
MOCTb py(DUHaMUIa M OTCYTCTBUE €TO BIIUSHUS Ha MeTa-
00JIM3M OpYruX COBMeCTHO npuMeHseMbix ADII [29].

B nBoiiHOM cirernioM Tu1are60-KOHTPOIMPYEMOM Ma-
paIeIbBHO-TPYIIITIOBOM MHOTOIIEHTPOBOM HCCIIETOBAHUM
M.J. Brodie u coast. (2009) pyburuHaMug MPUMEHSIIU B 10-
MOJHUTEbHOM Tepanmuu B go3e 1600 Mr 2 pasa B IcHb
(craproBas 1o3a — 400 mr 2 pa3a B eHb) Y 156 MaLneHTOB
He MOJIoXKe 16 JIeT ¢ pe3UCTEHTHBIMU K Teparuu HoKaib-
HBIMU npucTynaMu. [pyma cpaBHeHUs (T1aled0) BKITIO-
yaja 157 607abHbBIX. Y NallMeHTOB, MOJyYaBIINX pyprHa-
MW, CPEIHSST PEAYKIIMS YaCTOThI (hOKATbHBIX IPUCTYTIOB
10 CPAaBHEHMIO C MCXOIHBIM YpoBHEM coctaBuia 20,4 %,
a B rpymie 1mianedo — 1oiabko 1,6 % (p = 0,02). YMeHb-
IIEHUE YaCTOThI IPUCTYTIOB Gojiee yeM Ha 50 % Habona-
au y 28,2 % manMeHTOB B Tpynme pybuHamuga
ny 18,6 % — B rpymnme miane6o (p = 0,04). OT™MeueHa
Xopoliias MepeHoCUuMOCTh pydrHamuaa (HauboJsee pac-
MpOCTpaHEHHbIE MOOOYHbBIE I(DDEKTHI BKIIOYAIU FOJI0BO-
KpyXXeHHUe, TOITHOTY, TUTUIONUIO U aTaKCHI0; HabJto1a-
JIUCh MPEUMYILIECTBEHHO B (ha3dy Tutpauun) [13].

B TpeTheM 13 HanboJIee paHHUX PAaHIOMU3UPOBAHHBIX
JIBOMHBIX CJIETIBIX KOHTPOJIMPYEMBIX UCCIIeIOBaHUI pyhu-
HaMUJa MPUHSUTM yJacTre He TOJIBKO B3POCIbIC U MO -
pocTku, HO U aetu oT 4 neT. B uccnenoBanue T. Glauser
U coaBT. (2008) Obu1M BrIOYEHB! 138 mauuentos ¢ CJIT
B Bo3pacte oT 4 no 30 net. Kputepun BKIIIoUeHUs Mpe-
roJiarajuv 4acToTy MPUCTYIIOB He MeHee 90 B MecsI1l 10 Ha-
yaJia Tepanuu pypuHamMuaoM. IMauueHTsl ObLIN cayvaii-
HBIM 00pa30M pacrpeie/IeHbI TI0 TPYTITaM IS TIOTydeH s
pybuHamuaa (n = 74) uinu rane6o (n = 64) B 1OMOTHU-
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TeJbHOU Tepanuu. CpegHUI MPOLIEHT PEAYKLINU O0Iei
YaCTOTHI MPUCTYTIOB OBIJT CTATUCTUIECKM 3HAYMMO BBITIIE
B rpymnme pypuHamuaa, yeM B rpymnmne miame6o (32,7
u 11,7 % coorBerctBeHHO; p = 0,0015). [ToaydeHbI JOCTO-
BEpHbIE pa3INUMs 110 YacTOTe MPUCTYIIOB MaJeHU (TO-
HUYECKUX,/aToHnueckux rmpuctymnon) (p < 0,0001) B rpyr-
e pyduHamuna (cpemaHsst peayKius 4actotsl 42,5 %)
MO CpaBHEHMUIO ¢ TPYIINOii ialedo (yBeandeHue 4acTOThI
Ha 1,4 %). B rpymiie pyduHaMuaa oTMeUeHbI 3HAYUTEITb-
HO€ YMEHbIIeHUE TsKecTu mpucTymos (p = 0,0041) u 60-
Jiee BBICOKasl IOJIsI PECITOHAEePOB (CHUXKEHWE YacTOThI
npucTynoB Ha 50 % u GoJiee) KaK B OTHOIIEHUH YaCTOThI
Bcex mpuctynoB (p = 0,0045), Tak U «apom-aTak»
(»=0,002) [16].

B nanpHeiiieM ObLT MPOBEAEH LEbIN PSII UCCIEI0-
BaHUI C pa3HbIM OU3aifHOM, TaKKe TTOATBEPANBIINX (-
(hexTUBHOCTH pyhUHAMUAA TTPU TSIKEITBIX PE3UCTEHTHBIX
dopmax sanwiencuu, npeumyiectseHHo npu CJIT.

B 0630p H.A. Wier u coast. (2011) 6butH BKITIOYEHBI
138 neteit (cpenHuit Bo3pacT 12 j1eT), KOTopbie MoJIydain
pybuHaMua B KayecTBe MOIMOJTHUTEIbHOUW Teparuu
npu CJIT (ctaproBas mo3a 10 Mr/Kr/cyT, TeparneBTHIC-
cKag 1o03a — 45 Mr/Kr/cyT). CpeaHuit moKa3aTellb YMEHb-
IIeHUsT OOIIEel YacTOThl MPUCTYHOB cocTaBua 32,7 %
B rpynrie pybunamuna u 11,7 % B rpymnre miame6o
(p =0,0015). CxonHbilt mokazaTeab peayKIIMKU O01Iel ya-
CTOTHI TIPUCTYTIOB COXPaHSJICS B TIPONOJIKEHHON (hase
ucciaenoBaHus [34].

A. Verrotti 1 coanT. (2011) npoBeiu KOJUYEeCTBEHHbI
aHanm3 3(pHeKTUBHOCTH pyDrMHAMKIA HA OCHOBAHWHM JIaH-
HBIX, TTOJTYYEHHBIX HA TOT MOMEHT B IBOMHBIX CJIEITBIX
PaHIOMM3UPOBAHHBIX TUIAIIE00-KOHTPOJIUPYEMBIX KITH-
HUYECKUX UCCIIEIOBAaHUSIX T0OABOYHOM Tepanuu pyduHa-
MuIoM. B aHanm3 ObUTH BKITIOYEHBI TaHHBIE, TTOTyYeHHBIC
y 918 manmenToB. KoinyecTBo NaliieHTOB BO BKJIIOUEH-
HbBIX B aHAJIM3 UCCIIEAOBAHMUSIX BAPbUPOBAJIO OT 25 10 262.
Pydunamun 661 ahdekTriBeH B MPUHUMAEMBbIX 103aX
(mo 45 mr/Kr/cyTr) B momoiHuUTeNIbHOIM Tepanuu CJIT
U APYTUX PE3UCTEHTHBIX (hopM amwtencuu [31].

J.Y. Kim u coaBr. (2012) onieHuBanu 3¢GheKTUBHOCTD
U 6e30MacHOCTh pyhruHaAMUAA B TOMOJHUTEIbHON Tepa-
MUY B PETPOCIIEKTUBHOM HAaOTI0IaTEeTbHOM MCCIIeI0Ba-
Huun y 37 manueHToB (27 — My>KCKOTO 110712, 10 — XeHCcKo-
ro; A1eTu 1 B3pocJible, B Bo3pacte 10 18,4 roga) ¢ CJIT
W IPYTUMU PE3UCTEHTHBIMU (hopMaMu amviernicuu. J1oist
MalMeHTOB C BBICOKOW 3(HOEKTUBHOCTHIO COCTaBUIA
21,6 % Ha npoTsKeHUU 12-MeCSIYHOTO UCCIIEJOBAHMS;
pemuccun gocturiu 5,4 % 6osabHbIX. Hanbosee yacTeiMu
MoO0OYHBIMU 3(PpdeKkTaMu ObLIM OECCOHHUIIA U COHJIU-
BoCTb. [1o MHEHMIO aBTOPOB, pyUHAMUA MOXET OBbITh
3 (hEeKTUBEH U XOPOIIIO0 ITepeHOCUTCs He TosibKo ripu CJIT,
HO ¥ TIPY HEKOTOPBIX APYTUX (hopMax pe3UCTEeHTHOM 3T -
sencuu [22].

E.H. Lee u coaBrt. (2013) onenuBanu 3¢bheKTUBHOCTD
U MepeHocuMocTh pybuHamuaa y naumeHton ¢ CJIT
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B paMKax peTPOCIIEKTUBHOTO MCCIIEOBAHMST, TIPOBEICH -
HOTO B OTHOM U3 3ITUJIETITOJIOTHIECKMX 1IeHTpoB B Kopee
¢ yuyactueM 23 mauueHToB B Bo3pacte 4—22 roga (15 —
MY>KCKOTO T0J1a U 8§ — KEHCKOTr0). Y BceX O0JTbHBIX OTME-
Yajuch eXeTHEBHBIC PUCTYIBI B BUIE MHOTOKPATHBIX
KWBKOB M TOHWUYECKUX IPUCTYIIOB, HECMOTPSI Ha TPUEeM
mHorouuciaeHHbIX ADII. Yepes 1 mec nociie Hayana npu-
ema pybunamuaay 1 (4,3 %) nauneHnra OblUia JOCTUTHYTA
pemuccus, y 10 (43,5 %) — cHUXXeHUE 4aCTOTHI TIPUCTY-
rmoB 6oJjiee yeMm Ha 50 %. Yepes 6 Mec ieyeHHs pydurHa-
munoM y 8 (34,8 %) mauMeHTOB COXPaHSIICS BbICOKUIA
TeparneBTUYecKuil 3¢ heKT (OTCYTCTBHE TPUCTYIIOB — Y 1,
YMEHbIIIEHWE YaCTOTHI TIPUCTYIOB 6osiee ueM Ha 50 % —
y 7 605bHBIX) [25].

A. Verrotti u coaBt. (2014) onucanu 3 ciydast ahdex-
TUBHOTO JIEYeHUsT Py(PUHAMUIIOM PE3UCTEHTHBIX IIPUCTY-
MOB y AeTeli ¢ Iu33HUedanueln (peaKko BCTpeyarolencs
KOPTUKAJIbHOI MasibhopMaliueii, KoTopasi posiBIsSIeTCSI
MHOXECTBOM HEBPOJOTUYECKUX HAPYIIEHUI, BKIIIOYast
PE3UCTEHTHYIO K MEIMKaMEHTO3HOMY JICUCHUIO STTUJIETI-
cuio). ABTophbl onucaiu 3 gereil B Bo3pacte 7,2; 8,1
u 10,1 roga ¢ pe3aucTeHTHO 3MUIerncreil, acColMUpPOBaH-
HOU ¢ OWIaTepaibHON MU33HLIEdaNTUeil C OTKPBITOU Ty-
0oi1 1 centoonTuyeckoi nucrasueit. [lepuon karamHe-
CTUYECKOro HabroaeHus: BapbupoBai ot 3,8 10 4,1 roaa.
Haznauenue pyhrHaMuma B TOTOTHUTEILHON Teparn
MPUBEJIO K PE3KOMY COKPAIIEHUIO0 YaCTOThI TIPUCTYIIOB
Y YMEHBUICHUIO SMUIeNTU(POPMHON aKTUBHOCTU Ha DD
MPU OTCYTCTBUU MOOOYHBIX 3¢ (HEKTOB. ABTOPHI CleIann
BBIBOJI O TTOTEHIIMABHON 3(P(PEKTUBHOCTH U XOpOIIIeit
MepeHOCHMOCTH TIpeTiapara y MalueHTOB C SWIeTITHYe-
cKoil sHuedanonatveid u hapMaKOpe3UCTEHTHON PMU-
Jnencueii [32].

WntepecHo, uto, o gaHHbeiM S. Thome-Souza u co-
aBT. (2014), cpeau 300 gereit 1 MOAPOCTKOB € pa3IUIHBIMU
PE3UCTEHTHBIMU K JICUeHWI0 (hOpMaMU SITUJIETICUH (Cpel-
Huit Bo3pacT 9,1 roga), moaydaBLIUX JOTOJHUTEIbHYIO
Tepanuio pyhbrHAMUIOM B YCJIOBUSIX IICHTPA JUTS JICUEHUST
SMWJICTICUU Y IeTel, TepareBTUIeCKUIl OTBET ObIT BHIIIIE
y MalMeHTOB C U3BECTHOM IeHETUYECKOM STHOJIOTUEH,
4YeM y OOJTbHBIX CO CTPYKTYPHBIMU VT META0OIMIECKUMU
HapylIeHUsIMU (KakK mpudrHoi snwiencun) [30].

Y. Ohtsuka u coaBt. (2014) oueHuBanu 3pdekTrB-
HOCTb, 0€30IaCHOCTb U (hapMaKOKMHETUKY pydruHamMuaa
B nornojHuTeabHoi Tepanuu nanueHToB ¢ CJII. I1pose-
JIEHO MHOTOIIEHTPOBOE PaHIOMM3UPOBAHHOE JBONHOE
cjernoe mianed0-KOHTPOJUPYEMOE KIMHUYECKOE UCCIIe-
JIOBaHME, KOTOPOE BKJIIOUAJIO 4-HeaebHYI0 (ha3y HabJI0-
JIEHUs 10 Havyajia Teparuy MCCIIeIyeMbIM TIperapaToM,
2-HeneJIbHBIN Tepro TuTpauuu, 10-HeaeabpHyIo ToaIep-
>KUBaoIIyto hasy; 1ajaee MpOBOIMIICS KaTaMHECTUIECKUI
BU3WUT WJIY TTALIMEHTHI ObLIA BKITIOYEHBI B OTKPHITYIO (ha-
3y. B uccinenosanue Bouwiu 6onbHble ¢ CJIT (B Bo3pacTe
4—30 ner), npuHumatomue ot 1 no 3 ADII. [Tocne Ha-
YaJibHOU 4-HenenbHOoM (pa3bl MalMeHThl ObUIU PaHIOMMU-
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3UPOBaHBI WIS MpueMa pybuHamuaa win mianebo. Oc-
HOBHBIM TIOKa3aTejieM OLIeHKHM 3(D(HEKTUBHOCTH OBIIO
YMEHBIIIEHNE YaCTOThI TOHUYECKMX U aTOHUIECKMX ITPH-
CTYTOB 3a 28 MHEW.

N3 59 mauueHToB 29 OBIIM PAaHAOMU3UPOBAHBI
B rpyniy pybuHamuaa u 30 — B rpymnmy riane6o. Yacto-
Ta SMWICTITUYECKUX IPUCTYIIOB ObLIa JOCTOBEPHO HIKE
B IpyIine pybrHaMuaa, 4eM B TpyTIIe 1iaiedo; MeamaHa
MPOIIEHTAa U3MEHEHUST YaCTOTHl TOHMYECKUX U aTOHUYE-
CKMX TIPUCTYITOB cocTaBmiia —24,2 1 —3,3 % COOTBETCT-
BeHHO (p = 0,003), Bcex TumoB npuctynoB — —32,9
u —3,1 % coorBerctBeHHO (p < 0,001). AHANIU3 1O MO~
rpynmnaM mnokasai, 4To 3¢ GbeKTUBHOCTh pyhuHaMuaa
HE 3aBHCeJIa OT UCXOAHBIX KIMHUIECKUX XapaKTePUCTHK,
OIIEHMBAEMBbIX 710 Hayajia Teparuy UCCiIeayeMbIM TTpeTia-
patoM. HauboJtee yacTo BCTpeyaommMKUCs TOOOYHBIMU
addekTaMmu B rpyrine pydruHaMuaa ObUIM CHUXKEHUE arl-
retuta (17,2 %), connuBocth (17,2 %) u pBota (13,8 %).
TpaH3uTOpHas arrpaBalusi IPUCTYIOB HaOMoa1ach y 13
(22,0 %) n3 59 malMeHTOB, XOTS MPUYUHHO-CJIEACTBEH-
Hasl CBSI3b C TIPUEMOM pydrHaMUIA TTpeoiarajach TOJIb-
Koy 1 6onpHOrO. Bee mobouHbie 2(pHeKThl ObLIN JETKUMU
WM YMEPEHHBIMM TI0 CTETICHU TSKECTH. TakiM 00pazoM,
10 MHEHMIO aBTOPOB UCCIIeI0BaHMsI, pyhrUHAMU/I ITPOJIE-
MOHCTPHUPOBAJI OJIATONIPUSITHOE COOTHOIICHWE TI0JIb3a—
PUCK B AOTOJHUTEIbHOM Tepanuu raiueHToB ¢ CJIIT [28].

ITo nannbiM G. Coppola u coant. (2014), Ha MOMEHT
HamucaHus cTaTbu 3(OHOEKTUBHOCTh U 6€30MaCHOCTh Py-
(bmHaMUIa OLIEHUBAMCH MPUOIU3UTETbHO Y 600 HeTeid.
CpeHsist 4acToTa BBICOKOTO TepareBTUIeCKOro 3 dekTa
pybunamuna npu CJIT ¢ pe3UCTEeHTHBIMU MPUCTYIIAMU
y neteii cocrasuia 38 % (B MCCIEI0BAHUSIX, BKIIIOYEHHBIX
B 0030p), MPY 3TOM peMuccHUst Oblia focturuyta 'y 2,4 %
nauueHToB. PyuHamun Takke mpoaeMOHCTpUpoBa 3¢-
(heKTMBHOCTH TIPU IPYTUX SMWICTITUIECKUX SHIIehaiorna-
Tusx. [Ipemapat MoxeT ObITh 2DOEKTUBEH B JOIMOJ-
HUTEIbHOU Tepanmuy 3MUJETICUU C Pe3UCTEHTHBIMU
doxanbHBIMK TTpUCTYTIaMU. [ToTydeHHBIE TaHHBIE TTO3BO-
JISTIOT TIPEATIoJaraTh IOCTaTOYHO OJIArONPUSITHOE COOTHO-
IIEHNWE TT0JIb3a—PUCK U HU3KUIA PUCK arrpaBaliviyl PUCTY-
nos [14].

Db bekTUBHOCTL pyhUHaAMUAA COXPAHSIETCS U B IPO-
1ecce JUIMTEbHON Tepanuu. B mmTebHOM OTKPBITOM
WCCIIeIOBAaHUY TIPOAOJIKEHUS Tepanuu pyGuHaAMUIOM
npu CJIT (G. Kluger u coaBr., 2010) yuactBoBanu 124 na-
LIMeHTa B Bo3pacte 4—37 nieT, paHee 3aBepuiuBiiue 12-He-
JebHYI0 a3y TBOHOTO CIENoro ucciaemaoBanus. Bee
MaIMeHThl OAHOBPEMEHHO TMOJTydaau oT 1 10 3 npyrux
ADII. o3a pybuHamuaa coctaBuia 25—60 Mr/Kr/cyT.
CpemHsist JUIMTETLHOCTH TTprueMa pyhruHaMuIa COCTaBrIa
432 nus (ot 10 po 1149 nueit). TepaneBTuyeckuit apdekT
COXpaHsIICS Ha TPOTSDKEHWM BCETO Tepurojia JeUeHUs,
u B nocaennue 12 mec uccnenosanus y 41,0 u47,9 % na-
IIMEHTOB OTMEUEHO YMEHBIIIEHWE YaCTOTHI BCEX Y TOHU -
YecKUX/aTOHUYEeCKUX MPUCTynoB 6ojee yeM Ha 50 %
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COOTBETCTBEHHO. B 11eJToM CHMXXEHWE YaCTOTHI SITUIIET -
THYECKUX MPUCTYNOB 6osee yeM Ha 50 % OBIIO 3apern-
CTpUpOBaHO y 45,1 % GONBHBIX, TOJYYaBIINUX PyHUHAMUI.
HaubGosee pacnipocTpaHeHHBIM MOOOUYHBIM 3P deKTOM
6buta TorHoTa (30,6 %). MccnemoBaHue MpoIeMOHCTPY -
poBasio 3(pHEeKTUBHOCTh pybUHAMUIA IPU JITUTETbHON
Tepanuu [23].

S.K. Kessler u coaBt. (2015) oueHnuBanu achbeKTuB-
HocTh pybuHamuaa y 6onbHbix ¢ CJII' mo cpaBHEeHUIO
C MMAIMEHTaMU C APYTUMHU SIMUIETITUICCKUMU CUHIPO-
Mamu. OCHOBHBIM KpUTEepHeM OLIeHKU 3(PPeKTUBHOCTH
OBLT TMoKa3aTeb yaep>KaHUs Ha Tepanuu (M BpeMs
JI0 TIpeKpauieHus JedeHust). [IpoBeeHO peTpOCTIEKTUB-
HOE KOTOPTHOE MCCJieJoBaHNE, BKIIIOUaBIee BCeX IMa-
IIMEHTOB, KOTOPbIC TOJydaau pypuHaMum B epuos
¢ 2009 mo 2010 r. [TepBUYHBIM KPUTEPUEM OLIEHKU ObI-
Jla «HeyjaaJa JiedeHus» pypuHaAMUIOM, KOTOpasl oIpe-
JeJsiiach Kak OTMeHa Tiperiapara WM Hadallo Ipyroi
JNOTIOJTHUTEIbHOW Tepanuu. BTopuyHBIM KpUTEepueM
OlLIEHKU 3(pPeKTUBHOCTU OblJIa OTMEHA pyhUHAMUIA.
Meton Kannmana—Maiiepa npuMeHsJICs IJsI OLIEHKU
BPEMEHMU JIO «HEeyAa4yu JeUeHUsT» pyPUHAMUIOM Yy BCEX
MalMEeHTOB U OTAEJbHO IJIs1 cpaBHeHUS 00abHbIX CJIT
u apyrumu dopmamu snuierncuu. C ucnoab3oBaHUEM
Mozenu perpeccn Kokca olieHMBaIoOCh BIUSTHUE TAKUX
(bakTOpoB, KaKk BO3pacT MalMeHTa, TUT MTPUCTYTIOB,
CKOPOCTh TUTpaluu (ObICTpas UIU MeAJIeHHas) U COo-
IMyTCTBYIOIAsl Tepanusi BaJablIpoaToM. B nccienoBanme
OblTM BKJIOYEeHHl 133 mammenTa, u3 HuX 39 (30 %)
¢ nuarHoszoM CJIT. [1yist Bcex 60bHBIX TTOKa3aTeb yaep-
JKaHWS Ha Tepanuu pyhuHaAMUIOM 0e3 BBEJACHUS J10-
MOJITHUTEJIbHOM Tepanuu coctaBmi 45 % depe3 12 mec
n 30 % 4depes 24 mec. Inarno3 CJIT sBuics He3aBUCH-
MBIM MIPEIUKTOPOM yBEJTNUYEHUS BPEMEHU 10 «HEeYIauun
JiedeHus» pypuHamuaomM (otHouneHue maHcos (OLI)
0,51; 95 % noseputenbHbiii uaTepsai (JIW) 0,31-0,83),
MenraHa BpeMEHU 10 OTMEHBI py(prHaMUIa COCTaBUIIa
18 mec nmpu CJIT u 6 Mec nipu Apyrux opmax dIujIen-
cum (p = 0,006). TakuM 00pa3oM, B JTaHHOM MCCJIEH0-
BaHUU BEPOSITHOCTBH BBICOKOTO 3dhdekTa pydruHamuma
0e3 Ha3HAUYeHUS JAOIOJHUTEBHOTO TIperapara Obljia
B 2 pa3a Boilie y 6osbHbiX ¢ CJII' mo cpaBHeHUIO ¢ ma-
HMeHTaMu 6e3 3Toro auarHosa [21].

Bo MHOTHX MccenoBaHUSIX TTOKa3aHa JOCTATOYHO
XOpoliast IepeHOCUMOCTh pybUHaAMUA.

Hawubonee pacnpocTtpaHeHHbIe TT000YHbBIE 3 (HEKTHI
pybrHaMuUIa: COHJIMBOCTD, YCTAJIOCTh, TOJIOBOKPYXKEHNE,
JUTIIONHS, TOIITHOTA, aTaKCHs, Pa3IpaXkUTeIbHOCTh, PBO-
Ta u noteps annetura [20]. Coob11aaoch 0 BO3MOXKHOCTU
3HAYUTETBHOTO CHVDKEHUST MacChl TeJla (€MMHUYHbBIE OTTH -
caHust) [27]. CoraacHo npoBeaeHHomy G. Kluger
u B. Bauer (2007) MmeTaaHaIu3y NaHHBIX 11O 6€30MaCHOCTH
KPaTKOBPEMEHHOU U IUTUTEILHOI Tepanuu pyduHamMu-
JIOM, HauboJiee YacTbIMU MOOOUYHBIMU 2(PdeKkTamu Tpe-
napara ObLIM rojioBHas 60Jb (22,9 u 29,5 % cooTBeTCT-
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BEHHO), rojioBokpyxenue (15,5 u 22,5 %) u ycraaocTb
(13,6 u 17,7 %). B rpyniie KpaTKOBpEMEHHOI Teparmuu
PErucTpUPOBAIINCH TaKKe COHAMBOCTD (11,8 %) u Tou-
Hota (11,4 %) [24].

J.W. Wheless u coant. (2009) npoBenu MeTaaHaIu3
pe3yJIbTaToB 7 KIIMHUYECKUX UCCIIeTOBAHUIM, TIOCBSIIIEH-
HBIX 0€301TaCHOCTHU 1 TIEPEHOCUMOCTH py(prUHAMUIA Y Jie-
Teii ¢ anwtenicueit. [IpoaHanM3upoBaHbl pe3yJIbTaThI Te-
parmuu 212 geteit B Bo3pacte 3—16 JieT, moIy4aBIINX
pydunamun, u 197 gereit B Bozpacte 4—17 neT, monaydas-
MUX TJ1a1ed0 B ABOWHBIX CJIENbIX MCCAETOBaHUSIX.
B ABOIHBIX CIETIBIX UCCIIENOBAHWSX M/ WUJTU UCCIIe0BaHM -
SIX C TOCJIEAYIOLLE OTKPBITOM (ha3oil pyrmHaMuI IoTydat
391 manuenT. CpeaHsis 1o3a mperapara cocTaBuia 0KOJIO
41 MT/KT/CyT, CpeaHsIs POAOKUTETLHOCTD JISUSHUS —
3 Mec U1l ABOMHBIX CJIETIbIX UcclieqoBaHuit u 12—24 mec
JUUTSI TBOMHBIX CJIETIBIX MCCIIEIOBAHUM C MTOCEIYIOIIEH OT-
KpbITO# (hazoit. Haubosee yacToie modouHbIe 2 hEKTh
BKJIIOYAIU COHAUBOCTh (17 % nns pybunamuga, 8 %
U1t 1iane6o), psory (16,5 u 7,1 % COOTBETCTBEHHO).
IcuxuaTpuyeckux mo6ouHbIX 3(pdHeKToB, YacToTa KOTO-
phIx nipeBbiiana Obl 10 %, He 3aperucrpupoBaHo. Toso-
BOKPY>KEHUE Yallle BBISIBISIIOCH Y TOAPOCTKOB (12 % mon-
POCTKOB TI0 cpaBHeHUIO ¢ 4,2 % neteit muamamie 12 yet).
3aperucTpupoBaHoO 5 ciydyaeB CUMHAPOMA TMITepUYyBCTBU-
TEJILHOCTH, BCE OHU TI0CJIe OTMEHBI Tperiapara npeTeprie-
J1 obpatHoe pa3BuTue. [1o6ouHbIe 2(hDeKThI, TpUBEALLINE
K OTMeHe pyuHamMuaa, 3aperucTpupoBatbl y 7,1 % na-
LIMEHTOB B JBOMHBIX CJIEIBIX UCCaenoBaHuAX Uy 12,55 %
MMAaIlMEHTOB B IBOMHBIX CJICTIBIX MCCIIETOBAHMSIX C TIOCIIEe-
NyIoLIEe OTKPBITOM (ha3oit. YBeanueHus YaCTOThI KJIMHU-
YeCKM 3HAaYMMBbIX U3MEHEHMIT JJAO0OPaTOPHBIX TTOKa3aTesei
(YHKIIMY IATOBUIHON XeJIe3bl U TIEYEHUW B TPYIIIE Py-
¢drHaMKIA O CPAaBHEHUIO ¢ M1alebo He BhIsIBAeHO. laH-
HBII aHaAJIN3 MPOJEMOHCTPUPOBAJ XOPOIIYIO TIepeHO-
CUMOCTh M 0e30macHOCTh pyhuHaMuma y IeTeit
C PE3UCTEHTHOM K JIeueHU1o anujerncueit [33].

B 0630p H.A. Wier u coast. (2011) 6butH BKITIOYEHBI
138 neteit (cpenHuit Bo3pacT 12 j1eT), KOTOpbie MOJIydain
pybuHaMuUa B KayecTBe MOIMOJTHUTEIbHOM Teparuu
npu CJIT (ctaproBas mo3a 10 Mr/Kr/cyT, TeparneBTHIC-
cKag mo3a — 45 mr/kr/cyr). [Ipemapar Xopomro rmepeHo-
CUWJICS, HauboJiee YaCTbIMU MMOOOYHBIMU 3 heKTaMU Obl-
JIV TOJIOBOKPYXEHHUE, yCTalOCTh, TOIIHOTA, PBOTA,
JTITIOTTUST M COHJIMBOCTB. ABTOPBI JIEJIAlOT BBIBOJT O XOPO-
el mepeHoCuMOCTH py(hUHaMK/Ia B KQUECTBE TIperapaTa
N1 fornojHuTebHOoM Tepanuu y aetei ¢ CJIT [34].

B nBoitHOM clleroM paHIOMM3UPOBAHHOM TLIaIe00-
KOHTpoJiupyeMoM uccienoBanuu T. Glauser u coasT.
(2008) ¢ yuactuem 138 6onbHbIX ¢ CJII' B Bo3pacte oT 4
1o 30 et mo6ouHkle 3 GhEKTH ObUTU 3apEeruCTPUPOBAHBI
npuMepHo y 10 % MmalMeHTOoB, MOJyYaBIINX PYDUHAMUIL.
HawnGosee yacto Habaoomagtuch coHauBocThb (24,3 %
B rpymnne pybunamuga u 12,5 % B rpymnmne miaie6o)
u pBora (21,6 1 6,3 % coorBeTcTBEHHO) [16].
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A.M. Alsaad u G. Koren (2014) oueHuBaau puckK rno-
00uHBIX 3(p(PeKTOB pyuHAMUAA CO CTOPOHBI LIEHTPasIb-
HOW HEPBHOI CHCTeMBbl HA OCHOBAaHWY aHaJ3a BeeX (ITpo-
BEICHHBIX Ha JAHHBIN MEPHUON) PAaHIOMH3UPOBAHHBIX
JIBOITHBIX CJIETIBIX TUIalle00-KOHTPOIUPYEMBIX UCCIIEI0-
BaHUIl MOMOJTHUTEJIbHOW Tepanmuu pyGuHaAMUIOM.
MeTtaaHanu3 IPOBOAMIN C TIOMOIIbIO Moeseit pukcu-
poBaHHBIX 3(¢dekToB. B aHanu3 ObLIM BKJIIOYEHBI
1252 manueHTa (y4yacTBYIOIIMX B 5 UCCIETOBAHUSIX, KOTO-
pble OTBeYaIu KPUTEpUsIM BKJItoueHus ). Tonbko B 1 uc-
clefoBaHUM pyGUHAMUI JOCTOBEPHO TOBBIIIAT PUCK
TakuX MoOOYHBIX 3hdeKkToB, Kak connuBocTtsb (OL 1,87;
95 % AN 1,33-2,62; p=0,0003), ronoBokpyxkeHue (OL
2,66;95 % AU 2,00—3,55; p=0,00001), ycranocts (O1L
2,14; 95 % AN 1,57-2,91; p = 0,01) u rojoBHas 60Jib
(Ol 1,28;95 % AN 1,02—1,59; p = 0,03). ABTOpHI 1OA-
YepKMUBAIOT, UTO B OOJIBIIMHCTBE CllyyaeB MOOOUHBIE 3(h-
bexTs pybuHaMuma paclieHMBAJIUCh KaK JIETKUE
WJIW YMEPEHHO BbIpaxeHHbIe [11].

ITo6ouHbIe 3 (HeKThI, BCTpeUaroIIMecs Yalle Apyrux
(COHJIMBOCTbD, TOILLIHOTA U PBOTA), OOBIYHO OBLIN JIETKO BbI-
paskeHbI ¥ TIPOXOIMIIM CAMOCTOSITEIbHO; OHU Yallle Ha0JIo-
JIAJTCh B TIPOLIECCE TUTPALIVU, YeM TTPH ITUTETHHOM Tepa-
muu. [ToaToMy MOXHO TIpeiroiaratb, YTo MeIJeHHast
TUTPALMS CHIDKAET PUCK U BBIPAKEHHOCTH TTIOOOYHBIX 3()-
exros [14].

ITo Mmuenuto G. Coppola u coasr. (2014), pydunamun,
Mo-BUAMMOMY, UMeeT 0ojiee 01aronpusITHbIN mTpoduib
KOTHUTUBHBIX TOOOYHBIX 3(PHEKTOB MO CPaBHEHMIO C IpY-
rumu ADTI [14].

[IpencraBisieM onucaHye HaOIIOIAEMOTO HAMU CITy-
yas abdekTuBHOCTH pyduHamuaa (MIHoBeOHA) y Malu-
enra ¢ CJIT.

Hayuenm I' H., 17 nem, 1998 2. p. Habnwooaemces 6 Un-
cmumyme demckoii Heepoaoeuu u snunencuu um. Cesmume-
a5 JIyku ¢ urons 2006 e. (¢ eo3pacma 8 nem) ¢ duaeHozom:
kpunmoeennwlii apuanm CJII ¢ cepuiinbimu moHuvecKumu
aKCUanbHbIMU, MUOKAOHUUECKUMU NPUCMYNAMU, AMUNUY-
HbLMU abcancamu u 6MopU1HO-2eHepaliu308aHHbIMU CYO0-
DOJICHBIMU NAPOKCUSMAMU.

Hlepunamaavnotii anamnes. bepemennocmen: 1-5, npo-
mekana Ha gore anemuu. Poovr: 1-e, kecapeso ceuernue (603-
pacmuas nepgopoodsiuas — 38 nem), sec — 3500 e, 3axpuuan
uepes 1 mun, evinucan na 10-it Oenv.

Hacnedcmeennocmo ne omsieowena. Eduncmeennuiii pe-
0eHOK 6 cembe.

Pannee pazsumue — gpusuueckoe u momopnoe pazgumue
no eospacmy. Peub — nepevie crosa c 1 eoda 5 mecsuyes.

Anamnes 6oaesnu. Jebrom npucmynog é 3 2ooa 4 mecsya
(27.07.2001) — 1-it npucmyn npousouien 60 8pems uepbl: pe-
OeHOK ynan, nosi8UAach neHa u3o pma, KAoHu4ecKue nodep-
2UBAHUS KOHEUHOCMell, ONUMeAbHOCMb NPUCMYNA 00 3 MUH.
Ilocae npucmyna 603006H06UAN UepY.

Bmopoii npucmyn npouzouien uepes Hedenio, ympom —
KAOHUUecKUe nodepeusanus pyK, ek, Hoe; 00AbHOlU cMosiA,
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Ha 006paueHHyo peusb He peazuposan; OAUmMeabHOCMb NpU-
cmyna 0o 3 MuH, nocae RPUCMyna — CoH.

Tpemuii npucmyn: uepes 10 oneil, 60 cHe, nod ympo —
KAOHU"ecKUe nodepeusanus 6eK, pyK U Hoe, ONUmMesbHOCMbI0
00 2 muH.

Yuacmrkoeuwiii Heeponoe maznauun gpenobapouman
Ha Houb. Ha gpone npuema ghenobapoumana Hounvle npucmy-
not npodoadicarucy 1 paz 6 cymku neped npooyicoeHuem.
B smo epems nosguauce kusku, a marice 3nu300bl «<no002U-
barnus Hoe» (¢ nadeHuem Ha KOJACHU UAU HA 00OHO KOAEHO),
uacmomoit do 13 paz 6 cymku.

Ilocae nposedenus: MacHUMHO-PE30HAHCHOU MOMOPA-
¢uu (MPT) nod napko3om yuacmuauco npucmynsl 6 8uoe
KueKog — do 15 paz 6 cymku, nosguaucs acmamuuecKue
npucmynul ¢ nadeHuem Hazao (3anpoKudsvieaem 20108y U na-
daem Haszad), nadeHuem Ha KOAeHU, 3nU300bl 6 ude 3anpo-
KUObIBAHUSL 20/108bl, KOMOPbLE HE 80 BCEX CAYUAAX CONPOBO-
acdanruce nadenuem. B yesom, co croe mamol, y pebenka
ommeuanocs 0Koa0 20 pazHvlx mMunog NPUcmynoa.

B aseycme 2001 e. ghenodbapbuman 6vin ommenen u Ha-
3HaueH OenaxkuH XpoHo 6 doze 250 me 2 paza 6 deHb
(500 me/cym). Dgpgpekma ne ommeuanoce.

Jlanee na pone meuenus 3a601e6aHUS NAUUEHM NOAYHAN
MHoeouucnrenHvle ADII kak 6 moHomepanuu, max u 6 pazHvix
KOMOUHAUUSIX, GKAIOYAS: NPENapamol 8aA6NPOEEOL KUCIOMbL,
AGMOMPUONCUH, Monupamam, gherobapouman, resemupaye-
mam, Kkapbamaszenut, KAOHA3eNam, IMOCYKCUMUO, OKCKap-
obazenun. O0HaKo 8vipadscerHo2o ghgexma om anmusnuien-
mu4ecKoli mepanuu noay4eHo He Oblio.

B nacmoswee epems 6 kapmune b6oaesnu couemaromes
HeCK0AbKO 8U008 INUACNMUYECKUX NPUCMYNOG. CepUliHble
MOHUYEeCKUe aKCUANbHbIe, MUOKAOHUYECKUE, AMUNUYHbLE
abcancol U BMOPUHHO-2eHEPANU308AHHbLE CYOOPOIICHbIE NPU-
cmynol. [Ipucmynut exceOnegHble, 603HUKAIOM MHOCOKDAMHO
8 CYMKU, pe3ucmeHmHble K mepanuil.

Heepoaoeuneckuit cmamyc: nreekuii npagocmopoHHUll
eemunapes, 6oaee evipaiicenHulll 6 pyke. Jlesopykocms. /leu-
JceHUs 3amedneHHble, CKoganHble. Mnmennexmyanvrblil 0e-
Guuum cpedueii cmenenu; yuumesi Ha 0omMy nO 6CHOMO2a-
menbHOoU npocpamme.

Pesyavmamot o6caedosanuii. Ilpu nposedenuu MPT
(2001 e., Kazanv) u MPT evicokoeo paspewenus (2014 e.,
Doxmepoiid, lepmanus) namonoeuu He 0OHAPYIHCEHO.

Tenemuueckue uccaedosanus (2015 2., nanenv eenos
«Hesponoeuueckas», Ienomed, Mockea) makoice He 8bia6uUNU
namoaoeuu.

Mnoeokpamno nposodunuce 331 u éudeo-233I-monu-
mopuposanue. Ilo dannbim eudeo-23I-monumopuposanus
6 2015 e. (17 nem) pecucmpupyemcs MyabmupecuoHaibHas
INUNENMUPOPMHAST AKMUBHOCMb BbICOKO20 UHOEKCA 8 CO-
uemanuu ¢ meoaeHuHbiMu oupgysnvimu paspsoamu. boav-
WUHCMBO JUPPY3HbIX paspsi0oe emMopuuHoil buramepaib-
HOU CUHXPOHU3AUUU HAYUHANOMCA U3 NPABOU BUCOUYHOIU
obnacmu. 3apeeucmpuposarsvt I -nammepuvl amunu4HbIX
abcawcos.
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3a nepuoo nabarodenus s¢gpghexma om npuema MHO2OUU -
caennwvix ADII 6 pasnvix KOMOUHAYUAX NOAYHEHO He OblAO.

Burone 2015 . (6 6o3pacme 17 nem) k mepanuu Komou-
Hayuell neeemupayemam 1000 me/cym + aamompudxicun
300 me/cym dobasnen pygunamud (Muoseson) é doze
1200 me/cym. Tumpauuro pygpunamuoda (HMuosenona) npo-
600unu no 400 me 6 nedenio.

B nacmosiwee epems nayuenm noayuaem py@unamuod
bonee 5 mec ¢ Xopowum dgghekmom: CHUICeHUe 00uell 4acmo-
mot npucmynos Ha 40 %, cHujicenue 4acmomvt 6MOPUHHO-
2eHePaNU306aHHbIX CYOoPOodCHbIX npucnynos Ha 70 %. Taxice
KOHCMAmupoeaHo yMeHbuieHue Mncecmu U nPpoooalcument-
HOCMU NPUCMYNO08, 0COOEHHO 2eHEePANU308AHHBIX CYOOPOIIC-
Hoix. Cnedyem ommemums, ymo 3a éce epems HabAoeHuUs
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Y nayueHma enepavle NoAYHEH GbiPAICEHHbII Ihekm Ha me-
panuio nocae egedenus pygurnamuda (Urnosenona).

Tepanuto nepeHocUut xopouio. [TodouHbie apdeKThI
OTCYTCTBYIOT.

Takum 00pa3oM, MHOTOUMCIICHHBIE MCCIIETOBAHUS
1 COOCTBEHHOE HAOIOIEHUE TIPOIEMOHCTPUPOBAIHN (-
(heKTUBHOCTH M XOPOIIYIO IEPEHOCUMOCTD py(hrUHAMUIA
npu CJIT. [1penapat 3aperucTpupoBaH ISl «JI€YEHUS DU~
JIETITUYECKUX MPUCTYIOB, accolimupoBaHHbIx ¢ CJII» y mma-
LIMEHTOB ¢ 4 JieT [2]. DTo Mo3BoJisieT Ha3HAYaTh pyhUHAMU
(He BBIXOMIS 3a TIPeeITbl 3aperMCTPUPOBAHHBIX TTOKA3aHWIA)
JIOCTAaTOYHO ITUPOKO: TIPY BCEX KPUINITOTEHHBIX CITyJasix
SIWIETICUU, TIPOTEKAIONTNX C TOHMYECKUMU TTPUCTYIIaMU,
ATUTTMIHBIMM a0CaHCAMU M TTAPOKCU3MaMM TTaICHUIA.
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