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B nocnegHue rofibl BO3MOMXHOCTHM 3QQPEKTUBHON Teparnuu HBEHW/bHbIX apTPUTOB 3HAaYMTE/IbHO PAaclUMPUINCL B CBS3U
C BHEAPEHUEM B KIIMHUYECKYIO MPaKTUKY reHHO-UHKEHEePHbIX 6uosorndyeckux npenapatoB (TMBIM). OgHum 13 npenapatoB
nepBoro Bbi6opa B psay MBI ans ne4erHns peppaKTepHbix BapuaHToB KOA ABASeTCS UHIMOUTOP paKTopa HEKPO3a OMnyxo/m
(PHO) o MHPIMKenmab. B HacTosiLee BpeMs Bce 60/ibLUYI0 aKTya/lbHOCTb NpuobpeTaeT rnpobiema ero nepBuYHON M BTOPUY-
HOM HEaPEKTUBHOCTHU. B cTaThe npeacTaB/ieH OnbIT NpuMeHeHUs abatalenTta y 60/1bHOM C MONaPTUKY/ISPHbIM BapUaHTOM
IoBeHUbHOro peBmatongHoro aptputa (FOPA) ¢ nopaxkeHmem rmna3. YcrnelwHbln onbiT NpuMeHeHus abatauenta y 60/1bHOM
IOPA ¢ pe3nCTeHTHbIMU K MHGINKCMMaby BbICOKOAKTUBHbLIM MOJINaPTPUTOM U YBEMTOM 03BOJISIET PacCyMTbiBaTh Ha nep-
CrIeKTUBHOCTb MTPUMEHEHMS abaTaLenTa npu PasandyHbIX KITMHUYECKUX MPOSIBIEHMNSIX OBEHWIbHOIO apTpuTa.

Knro4eBbie cnoBa: 1eTH, OBEHWUJIbHbIN PEBMATOMAHbINA apTpUT, MHpIMKCMab, abaTalenT, 1e4eHmne.

HOBeHWnbHbIM apTpuT (FOA) — oauH U3 Haubonee Taxe-
NbIX XPOHWYECKMX 3aboneBaHWW B AETCKOM BoO3pacTe.
B nocnegHue roabl BO3MOXHOCTM 3ODEKTUBHOM Tepanuu
HOA 3HayuTeNbHO pPacWMPUANUCL B CBA3U C BHEAPEHMEM
B KIIMHWYECKYIO NMPaKTUKY FeHHO-UHXEHEPHbIX Guonoruye-
ckmx npenapatoB (TMBIM). TMBI n3bupatenbHO AENCTBY-
10T Ha cneunduyeckne MMMYHHbIE MpPoLECChl NaTtoreHesa
60/1€3HN NOAABNSAT BOCNAIUTENbHBIE PEAKLMU U UX K-
HUYECKMne NPOSBEHUS.

Mpenapatamun nepsoro Bbi6opa B psagy MBI ana nedve-
HUA pedpaKTepHbiX BapuaHToB HOA a9BNSIOTCA UHIMOUTOPDI
dakTopa Hekpo3a onyxonun (PHO «) (3TaHepuenT, MHONKK-
cumab, aganumymab). Hapagy ¢ WWMPOKUMM BHeApEeHWem
MHrM6mnTopoB ®PHO « B KIIMHMYECKYIO MPAKTUKY, B TOM YUcCne
neavaTpuYeckyto, B HacTosilee BpeMs Bce 60MblUyo aKTy-
anbHOCTb NpUobpeTaeT NpobaemMa Ux NEPBUYHON U BTOPUY-
HoM HeaddeKkTUBHOCTU. PaspaboTKa n BHeapeHue MBI,
MeXaHWU3M AEeNCTBUS KOTOPbIX NpeaycMaTpuBaeT OT/IMYHbIE

I.P. Nikishinal, V.A. Maliyevskiy?, Ye.S. Fedorov, Ye.P. Pervushina3, A.Zh. Nuriakhmetova®

1 Scientific Institute of Rheumatology, Russian Academy of Medical Sciences, Moscow

2 Bashkiriya State Medical University, Ufa
3 Republic Children’s Clinical Hospital, Ufa

Experience of treatment with abatacept in child with juvenile
rheumatoid arthritis and secondary inefficiency of infliximab

Opportunities of effective treatment of juvenile arthritis became wide because of introduction of genetically engineered biological drugs
to the clinical practice during last years. One of the genetically engineered drugs of first choice for the treatment of refractory types of
Jjuvenile arthritis is tumor necrotizing factor blocker infliximab. Nowadays the problem of its primary and secondary inefficiency becomes
topical. The article presents an experience of treatment with abatacept in patient with polyarticular type of juvenile rheumatoid arthritis
with eyes lesion. Successful treatment with abatacept in patient with high active polyarthritis and uveitis resistant to infliximab proves
reasonability of therapy of different clinical symptoms of juvenile arthritis with abatacept.
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OT uHrM6uTopoB ®HO o MULLEHN UMMYHOMNATOreHesa, N03BO-
NI eT paccyMTbiBaTb Ha ONTUMUCTUMYECKMI pe3ynbTaT B eye-
HUK pedpakTepHbix KA.

Cpean TUBII, paccmaTpMBaembix B Ka4decTBe afbTepHa-
TMBblI UHrM6MTOpam PHO «, ocoboe BHMUMaAHWE yaenseTcs
abatauenTty, MexaHU3M LeNCTBUSA KOTOPOro cBa3aH ¢ 60-
Kaaow npouecca Koctumynsumm T numdountoB. AbaTauent
npeacrtaBnsger cobon pacTBOPUMbIN TMOPUAHBLIM GEnokK,
COCTOSILMIA M3 BHEKIETOYHOro dparMeHTa 4eloBE4YECKO-
ro uuToTOKCM4Yeckoro T AMMAOOUMT-acCoLMMPOBAHHOTO
aHTureHa 4 (CTLA 4) n moaudumumMpoBaHHOro dparmeHTa
yenoseyeckoro 1gG1l (CTLA4-IgG). UHTepeCHbIMK U nep-
CMEKTUBHbIMW MPEACTABAAIOTCA OTAe/bHble HabnoaeHUs
addeKTMBHOCTM abaTtalenTa B fle4eHun yBenTa, pedpak-
TepHoro K nHruéutopam ®HO « [1, 2]. B psge paboT npo-
O0EMOHCTPUPOBaH MNapajoKCanbHbii 3PPEKT UHIMOUTOPOB
®HO «, KoTopble CNocOGHbI HE TOMbKO MOAABUTb aKTUB-
HOCTb YBEWTA, HO U Bbl3BaTb €ro 060CTPEHWE UK pa3BUTHE
de novo [3, 4].

B HacTosuwem coobuieHnM npeacTtaBfieH OnbiT NpUMeHe-
HUSA abaTauenTta y 60/bHOM C NONMAPTUKYNSPHBLIM BapuaH-
TOM (OBEHW/IBHOTO PEBMATOMAHOIO apTpuTa C MOpaKeHw-
eMm rnas.

BonbHaa I., 16 net (21.03.1995 r.p.). Habnogaetcs B Kap-
OMOpEeBMaToNorMyeckom oTaeneHmn Pecnyb6amMKaHCcKoM
OETCKON KNIMHMYecKon 6onbHuubl T Yobl (PAKB) ¢ mapta
1997 r., B agetckom otaenenmn HUM peematonormm PAMH —
¢ 2009 r. ¢ anarHo3om «HOBEHUNIbHbIN PEBMATOMAHbIN apTpUT,
NONMaPTUKYNAPHbLIA BapuaHT, CepOHeraTMBHbIM MO peBMa-
TongHomy GaKTopy, C NopaxeHueM rnas (XPOHUYECKUN ABY-
CTOPOHHUIN BANOTEKYLIMIA YBEWT, YacTUYHas OC/IOXKHEHHas
KaTapaKTta), akTuBHocTb Il cT., ctagus Il, PK lI».

M3 aHaMHe3a 60/1e3HM M3BECTHO, YTO AeBO4YKa 3abonena
B Bo3pacTe 1 rofa, Koraa nosiBUAMCb 601X U NPUIYXI0CTb
2-ro nanbLa npaBow CTOMbI, MPaBOro rofIEHOCTONHOroO cycTa-
Ba. B mapte 1997 r. B Bo3pacTe 2 NeT BNepBble Haxoannacb
Ha nevyenun B PAKB ¢ anarHo3om «HOBEHWSbHbIM peBMaTo-
WOHbIN apTpKT, cycTaBHasa Gopma, onuroapTpum. B aHanusax
KPOBM BbIsiBNIEHbI eiKoLmMTo3 (10,0X10°%/n) v yBenuueHue
CO3 g0 40 mm/4. Ha doHe neveHus (aMKNodeHaK, XJIOPOXUH,
npenapatbl KanbLus, 6eTameTa3oH BHYTPUCYCTaBHO, anniu-
Kauuu ¢ aumeTuncynbdoKCHaom) otMevanachb NofoXUTENb-
Has AMHaMWKa: peGeHOK B Y0BNETBOPUTENbHOM COCTOSHWUM
BbINXCaH AOMOW. B Te4eHne roga cocTosiHME n caMOYyBCTBUE
[IEBOYKM OCTaBasioCb yAOBNETBOPUTENbHbIM.

B mae 1997 r. oTMe4anocb 060CTpeHne 3aboneBaHus, conpo-
BOXKJaBlueecs NnoBbilleHneM TemnepaTtypbl Tena go 38,4°C,
nosiBfieHMem 6011 U NPUNYXI0CTU B MPABOM FOJIEHOCTOMHOM
cycTaBe, WeNMHOM oTaesnie N03BOHOYHMKaA, yBennyeHnem CO3
[0 63 MM/4, NeMKoLMTO30M — 0 24 X 109/n, runepdunbpu-
HoreHemuen (9,7 r/n). O6ocTpeHne BbII0 KyMMPOBAHO BHY-
TPUBEHHBLIM KanesbHbIM BBEAEHUMEM METWUANPEAHN30/I0HA
B fo3e 125 mr, N2 3.

C deBpana 1998 r. 3a6oneBaHne NPUHANO HeEMpPepbIBHO-
peumanBUpYIOLWMIN XapaKTep ¢ NEPCUCTUPYIOWEN BbICOKOM
aKTMBHOCTbIO BOCMaNMTENbHOIO MpoLuecca, BOBIEYEHUEM
B HEro NpaBOro KOMEHHOro cycTaBa. bbin Ha3dHavyeH MeTo-
TpeKkcaT no 2,5 mr/Hen, npeaHn3onoH — no 10 mr/cyt
C NMONOXKMUTENbHLIM 3ddeKTom. B Bo3pacte 12 neT — Bblpa-
KeHHOoe 060CTpeHune, 6bICTPOE NporpeccMpoBaHue cycTaB-
HOrO CMHAPOMA C NMPUCOeAMHEHMEM apTpuTa Ta3obenpeH-
HbIX, Jly4e3ansCTHbIX, JIOKTEBbIX CYCTaBOB, B CBfA3U C YEM
¢ ¢eBpana 2007 r. Tepanus Oblna ycuieHa 3a CYET yBe-
NM4eHns [o3bl MeToTpekcata Ao 10 mr/Hen, Ha3Ha4veH
UMKnocnopmH B go3e 100 Mr/cyT C NMOJIOKUTENbHOW AWHA-

MWKOM, YTO NMO3BOSINIO CHU3WUTb 03y METUINPEAHM30N0HA
[0 4 mr/cyr.

B ntoHe 2009 r. geBoYKa BnepBble Haxoannacb Ha le4eHnn
B AgeTckoM otaenenunn HUM pesmatonorum PAMH. CyctaBHOM
CUMHAPOM 6blN NPEeACTaBAEeH akTUBHbLIM noanapTpuToMm | natoc-
HedanaHroBblX, FONEHOCTOMHbIX, KOMIEHHbIX, Ta306eapeH-
HbIX, Jly4e3ansacTHbIX, JIOKTEBbIX, MPOKCUMaNbHbIX Mexda-
naHroBbix cyctaBoB |-V nanbueB kucten. KnuHuyecKas
KapTuHa 3aboneBaHWsa KoppenupoBana ¢ abopaTopHbIMK
OaHHbIMW aKTMBHOCTW BOCNanuTenbHoro npouecca: CO9 —
50 mm/4, C-peakTnBHbIM 6enoK (CPB) — 8,2 mr/mn. Yucno
60Ne3HEHHbIX CycTaBOB — 22, NpuUNyXLIMX cyctaBoB — 14.
MHpekc DAS28 — 7,14. BnepBble BbiiBEH OCTPbIA ABY-
CTOPOHHUIN yBeUT. YuuTbiBag He3IODEKTUBHOCTb MNPOBOAU-
MOV paHee Tepanuu, bblna yBelnyeHa Ao3a MeToTpeKcata
0o 15 mMr/Hen ¢ oAHOBPEMEHHOW OTMEHOW LIMKIOCMNOpPKUHA,
Ha3HayeH MHGAnMKcmab B pasoson go3ze 100 mr (3 mr/Kr
Maccbl Tena) rno obwenpuHaton cxeme. Nocne nepBbix ABYX
BBEAEHWIN Npenapata C WMHTEPBaIOM MeXay WHOy3uamu
2 Hej oTMeYanacb MOJMIOKWUTENbHAa AMHAMMUKA: MCYE3U
60NM M YTPEHHSS CKOBAHHOCTb B CyCTaBaX, YMEHbLIWIOCh
YUCNIO CYCTaBOB C aKTMBHbIM apTPUTOM (COoXpaHsinacb 601e3-
HEHHOCTb TOJIbKO B Ta306eApeHHbIX U | nntocHedanaHroBbix
cycTaBax), ynydwmnacb GyHKLUMOHaNbHas CnOCOBHOCTb, Kyrnu-
poBaHa aKTMBHOCTb yBeuTa, CO3 cHusunacb Ao 20 MM/\,
DAS28 — po 3,17. B nocnegytouwme 8 mec Tepanust UHPAnK-
CcMMaboM Oblla NPOAOIKEHA C COXPAaHSAIOWIMMCS MOSIOXKMU-
TeNbHbIM 3QDEKTOM.

C BecHbl 2010 r. adPeKT oT npuMeHeHnss MHbInKcumaba
cTan ocnabesaTtb. YBenuMyeHne pasoBoOM A03bl MHOAUKCU-
Maba fo 200 mr (5,2 Mr/Kr) B mae, utone 1 oktadpe 2010 .
(cootBeTcTBEHHO, 8, 9 U 10-9 UHODY3UKN) K BOCCTaHOBAE-
HUIO 9OGDEKTUBHOCTU MNpenapaTa He MNPUBENU: TAXKECTb
COCTOSIHUSI MPOrPECCUMBHO HapacTana. BbiiBneHbl Npu3Ha-
KW aKTMBHOrO yBeuTa («3anoTesocTb» IHAOTENUS, KNETKM
B CTEK/IOBMAHOM Tene, napamMakynsapHbii oTek). bonbHas
NOBTOPHO rocnuTann3vpoBaHa B geTcKkoe otaeneHve HUU
peBmaTtonormm PAMH B pgeka6bpe 2010 r. ¢ aKTUBHbIM
NONNAPTUKYAAPHBIM CyCTaBHbIM CUHAPOMOM (puc. 1-3);
YUC/IO aKTUBHbIX CycTaBOB — 28, OUEHKa aKTUMBHOCTU
3abo0n1eBaHus BpayoM Mo BM3yasibHOM aHanoroBoW LKane
(BALL) — 64 MM. YuuTbiBast BTOPUYHYIO HEIDDEKTUBHOCTD
MHONMKCUMaba, NePCUCTUPYIOLLYIO KTMHUMKO-NabopaTopHYo
aKTMBHOCTb 3abofieBaHus, Gbl1 Ha3HayeH npenapart 2-#
nvHun TUBMN — abatauent (OpeHcust) B pa3oBOW A03e

Puc. 1. CyctaBbl Knucten 6onbHon tOPA, 16 net
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Puc. 2. OrpaHnyeHne GyHKUUK CxKaTua KucTen n aedurypauns
2 nAcTtHodanaHrosBbIx cyctaBoB y 60nbHOM HOPA, 16 net

Puc. 3. CyctaBbl cton 6onbHoM FOPA, 16 net

380 wmr (10 mr/kr) no cxeme 0-2-4 Hep, ganee Kaxpible
4 Hepn. Bcero K HacToslleMy BpeMeHW nNpoBeaeHo 7 UHoy-
31K Nnpenapara.

B ycnoBuax Tepanuu abaTalentoM OTMevanacb MONOXKM-
TeNlbHas AWMHaMWKa: ONUTENIbHOCTb YTPEHHEW CKOBaHHOCTU
COoKpaTunacb 40 15 MWH, yBENMYMNCH OObEM ABMUMEHWUN
B CycTaBax, ynyylunacb CNOCOBGHOCTb K CaMOOOGCNyXu1Ba-
Huto. OueHKa aKTMBHOCTM 3aboneBaHus Bpadom no BALU
cHM3MNacb o 25 MM, YUCNO CYCTABOB C aKTMBHbIM apTpu-
TOM — A0 4, KynMpoBanucb aKTUBHOCTW yBeWUTa, HOpManu-
30Bascsa ypoBeHb CO3, CHM3MUACSA CbIBOPOTOYHbLIN YPOBEHb
CPB.

06cyxaeHue

MpeacTaBNeHHOE KAMHMYECKoe HabngeHue WANCTPU-
pyeT HECKONIbKO BaXKHbIX MONOXEHWUI, XapaKTepu3yloLmx
COBpPEeMeHHbIN cTatyc npob6nembl OA. CneayeT o6paTuTb
BHMMaHWe Ha OCOBGEHHOCTM TeyeHus 3aboneBaHus, KOTo-
poe [e6lTUPOBaNo B paHHEM BO3pacTe O/IMroapTpUTOM,
MMEBLUMM OrpaHMYEHHbIN XapaKTep B Te4YeHue nepBbiX
10 net, X0T9 M COMPOBOXAABLIMMCS BbICOKOM nabopaTop-
HOM aKTUMBHOCTbLIO. TONIbKO K 12-neTHeMy BO3pacTy Kosnye-
CTBEHHOE NPOrpeccupoBaHmne CyCTaBHOMo CUHAPOMa NpuBe-
10 K pa3BUTHIO TOTa/lbHOro nonnapTputa. MexayHapoaHowm
KnaccupuKaLumnen IOBEHWTbHOIO MAMONATUHECKOrO apTpu-
Ta (KONA) ILAR TaKkoW KIMHUMYECKUW BapuaHT Bblaensercs
B OTAE/bHbIM Cy6TMN — PacnpoCTPaHMUBLUMACS ONUTOapTPUT
(aHrn. extended oligoarthritis) B paMKax OnnroaptTukynsp-

Horo HOMA. 3TuM nogyepkuBaeTcs, 4To npu GopmMasbHOM
CXO/ICTBE C MOJIMAPTUKYAAPHbIM BapuMaHTOM, MPU KOTO-
poM B nepBble 6 mMec 60ne3HM noparkaerca = 5 cycTa-
BOB, OCHOBHblE 3aKOHOMEPHOCTU TEYEHUSA U KIIMHUYECKME
0CO6EHHOCTM B 6ONblIEN CTENEHU COOTBETCTBYIOT ONU-
roapTUKYyNSapHOMY BapuaHTy. K 4ucny Takux OCOBeHHO-
CTew cnepyeT OTHECTM PUCK Pas3BUTUS yBeuTa y AeBOYEK
C paHHWM BO3pacToM [ebloTa, peasin3oBaBLNKCS Y HaLLEN
naLMeHTKW ToNbKOo Yepe3 14 (1) neT oT Havyana 6GONEe3HMU.
O6pallaeT TaKKe BHUMaHUe, YTo pa3BUTME CTOMKNX aedop-
MaLMi NPOU30LLNO B TEX CyCTaBax, C KOTopbIX Ae6oTnpoBan
apTPUT (2-1 nanew, NpaBoW CTOMbI, MPaBbIi FOEHOCTOMNHbIN;
cM. puc. 3). CUMNTOMOKOMMIEKC «PEBMATOUAHON KUCTU»
(cm. puc. 1, 2) B BUAE CUMMETPUYHOIO NONMapTpUTa KUCTEN
C orpaHuyeHvem crubaHus B CycTaBax ManbLEB W CHU-
EHUEM CWUJbl CXaTus KUCTEeN TaKxe cpopmupoBancsa
yepe3 10 neT oT Havana 605e3HU. OQHUM M3 BO3MOXKHbIX
06bACHEHUN 3TOr0 GEHOMEHA MOXET CAYXWTb MOTEHLMU-
anbHOe BIUSHUE IHLOKPUHHbLIX M3MEHEHUN NybepTaTHOro
nepvoga Ha UMMYHHYIO CUCTEMY, CMOCOOGCTBYIOLLEE MaAHMU-
decTaumMm KIMHUYECKON KapTUHbI TUMMYHOrO peBmaToua-
HOro apTpuTa, KOTOPLIM BO B3POC/IOM BO3pacTe OTMyaeTcs
Nnono0BOM U36MPaTENbHOCTbIO.

Hannuune yBenta o6ycnoBnunBaeT onpeaeneHHble orpaHuye-
HUA B Bbibope MBI, B 4acTHOCTM 3TaHepLuenTa, NpuMeHe-
HWE KOTOPOro, Kak npaBuio, HeadOEKTUBHO B OTHOLIEHWUM
yBEUTA U MOXEeT acCcouMMpoBaTbCsi C pPa3BUTUEM yBeWTa
de novo. HanpotuB, npumeHeHune apyrux ®HO o MHrM6GU-
TOopoB (aganumymaba unnm MHOAMKCMmaba) npu yBeuTax,
accoummnpoBaHHbix ¢ HOA, natoreHeTM4ecKn 06OCHOBa-
HO, BC/IEACTBME Yero Mx OTHOCAT K nepBon nuHum FUBI.
BropuyHasa HeabdeKkTBHOCTL PHO o0 MIHTMBUTOPOB y 6OJb-
HbIX FOA nprnobpeTtaeT Bce 60MbLUYI0 aKTyallbHOCTb N0 Mepe
TOro, KaK yBe/IMYNBaETCH KOropTa NaLMeHTOB, NoyYatoLWwmx
MHONIMKCMMab u aganumymab B TedyeHue roga v 6onee.
3aKoHOMepHOe CHWXKeHUe TepaneBTUYecKon abdeKTuB-
HOCTW KaK MHdAMKcMMaba, Tak U agjanumymaba Hepeako
HabnogaeTcs B KIMHUYECKOW MPaKTUKE He TONbKO B OTHO-
LIEHUN CYCTaBHbIX MPOSIBAEHWIA, HO W MOPaXKeHus rnas.
Mo-BMAMMOMY, 3Ta 3aKOHOMEPHOCTb CBSi3aHa He CTOJSIbKO
C UMMYHOTEHHOCTbIO MOHOK/OHAMbHbIX a@HTUTEN, CKOJSIbKO
C y4acTUeM MNPUHUMNMANBHO MHbIX 3BEHbEB MMMYHUTETA,
B TOM 4ucne T-KNeTOYHOW perynauunn. Y Hawewn naumeHTKK
npv NepBoHavyanbHOM O4EeHb BbICOKOM OTBETE Ha Tepanuto
MHOIMKCMMaboM B TeyeHue 1-ro roga Tepanuu nporpec-
CMBHO HapacTaiuM CUMMNTOMbI «yCKONIb3aHUs» TepaneBTnye-
CcKoro addeKTa Ha BTOPOM rogy fiedeHus, 4To K gexkabpio
2010 r. NposiBUNOCH BbIpaXeHHbIM 060CTPEHWEM MONMap-
TpuTa 1 yBeuTa.

lMpuMeHeHne abaTauenTta Npu MNOAMAPTUKYISPHOM Bapu-
aHTe HOA, KIMHM4YEecKMe 0COBEHHOCTM KOTOPOro npakTuye-
CKM 3KBMBANIEHTHbl PEBMATOMAHOMY apTPUTY Y B3POCHbIX,
nMeeT BecbMa 6GnaronpusTHble nepcrnekTuBbl. HecmoTpsa
Ha TO, YTO B MEPBOM, OTKPbLITOW, YacTU PaHAOMMUIUPOBAH-
HOro KOHTpOAMpyemoro uccnefgoBavus [5, 6] abartauent
noKasan He CTOJib BbICOKME B CPaBHEHMM C @HaNOMMYHbIMM
nccnegoBaHusamu gpyrux N'MBMN napameTpbl 3QHGEKTUBHOCTH,
y6eauTenNbHO AOKa3aHHas BO3MOXHOCTb MOTEHLMPOBAHUSA
abdeKTa Npu ANMTENLHOM (B Te4YeHUe 6 Mec 1 6osiee) npume-
HeHWKW abaTtauenTa [6, 7] U UCKIIOYUTENBHO XOpollas nepe-
HOCUMOCTb OOGBACHSIOT BbICOKYIO MPUBEPKEHHOCTb NaLWeH-
TOB Tepanuu, 4To BbIFOAHO OT/IMYAET npenapart, Hanpumep,
OT MHOAMKcMMaba [8]. HegaBHO ony6nvMKOBaHHbIE AaHHble
yCcrnewHoro npumMeHeHus abatauenta npu pedpakTepHOM
K ®HO « nHrMébuTopam yBeuTe, accoummpoBaHHom ¢ HOUA
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[1], n pOKazaHHOEe Ha GUONOTMYECKUX MOLENAX KMBOTHbIX
naToreHeTMyeckoe 06OCHOBaAHWE BaXKHOW ponu GnoKagbl
Koctumynaumm T numMeOoUMTOB B reHe3e ayTOMMMYHHOro
yBeuTa Mo3BONSET paccMatpuBaTb pedpaKTepHbin yBeuT
y 60nbHbIXx KOA B KayecTBe [OMOJHUTENbHONO MOKa3aHua
K NpuMeHeHuto abaTtauenTa.
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Uudopmauua ana neguarpos

BHUMaHUIO

PELIEH3UA
Ha yye6HuK «<KnuHuueckasn
reHeTUKa» Nnoj peaakuuen akagemuka
PAMH H.T. BouykoBa

[OCTUKEHUSA COBPEMEHHOM HayKu CO BceW
04eBMAHOCTbIO NMOKa3anu BO3pacTaHue yaenb-
HOro Beca HacneAcTBEHHbIX GaKTOPOB B pas-
BUTUM NaTonoruu. MonHbIi CUKBEHC reHoma
yenoBeKka M MAEHTUOUKALMS MHOMMX ThbICAY
CTPYKTYPHbIX W PEryAsTOPHbIX FEHOB Aanwu
HOBYIO TOYKY OTCYeTa ANS MOHWMaHMUS reH-
HOM NMPUPOAbLI U MONEKYNAPHbBIX MEXaHU3MOB
MHOTMUX HacneaCTBEHHbIX U MHOrOMaKTOPHbIX
3a60/1eBaHni, PoNn reHeTUYecKnx GaxkTopos
B 9TMONIOTMM U NaToreHe3e pasnnyHbIX naTo-
NOTMYECKMX COCTOSIHUI M TOTO, KakuM obpa-
30M W3MEHEeHUsI B reHOMe Pe3ynbTUPYIOTCS
B 6one3Hb. O6paliaeTr Ha ceba BHWMaHWe
KaK 60/blloe pa3Hoo6pa3ne reHeTUyYecKu
LeTeEPMUHUPOBaHHbIX GOPM NaToNoruu, Tak
1 yBE/MYEHUE COLMaNbHON U MEeAULMHCKOM
3HAYMMOCTU LUMPOKO PacnpOCTPaHEHHbIX
60n1e3Hen, B OCHOBE KOTOPLIX fexaT daKTo-
pbl HacneACTBEHHOW NPeApacnonoMeHHOCTH
(runepToHuyeckas 60ne3Hb, UleMUyecKas
6onesHb cepaua, 93BeHHasn 60n1e3Hb, caxap-
HbI anabeT u ap.).

B HacTofillee BpemMsi M3BECTHO YyXe OKOJ/0
5000 HacnefCcTBEHHbIX 60/1e3HEN.

Ycnexv B pa3BUTUM KIIMHUYECKOW FEHETUKU
chenann BO3MOXHbIMU NpeaynpexaeHne
1 nevyeHune psiga HacneacTBeHHbIX 601e3HEN.
OaunH 13 ahDEKTUBHbLIX METOAOB NpodunaK-
TUKM — MEAMKO-TEeHETUYECKOEe KOHCY/bTU-
poBaHue.

Mpeanaraembiin yutaTenen
y4eBGHUK OTparkaeT OnblT NeaarorMyeckomn
M Hay4yHOW paboTbl Kadeap MeauLMHCKOMN
reHeTMkKn MOCKOBCKOM MEeAMUMHCKOM aKa-
nemun um. WU.M. CeyeHoBa u Kadeapbl
MeAUUMHCKOW reHeTukn MOY BMO CuerMy
MwuH3gpascoLpa3BuTusa Poccun (r. TOMCK).
Matepuan U3N0XKeH Ha COBPEMEHHOM Hayu-
HOM YpOBHE W BKJlOYaET HOBENMlIMEe CBe-
[lEHWSA O TeHOME YesloBeKa U 3Ha4YeHuun ero
pacwnPpPOBKM AN KIMHUYECKOW MEAULMHBI,
a TaKe 06 OTKPbITbIX HEAaBHO HOBbIX FeHe-
TUYECKMX 3aKOHOMEPHOCTAX: OAHOPOAUTENb-
CKME [MCOMWMW, 3KCMAHCWUM HYKNEOTUOB,
3MNUreHETUYECKNE PETYNSLMU, POSib MasbiX
nHTepdepupytowmx PHK.

OTpenbHas rnaBa nocesweHa dapmakrore-
HeTuKe. [locnegHune AOCTUXKEHUs B obna-
CTU MOJNEKYNIAPHOM TEHETUKU MoKasanu,
41O dapMaKoreHeTM4yecKoe TeCcTMpoBaHWe
ABNSETCA HOBOW MEAWLIMHCKON TEXHOMOMM-
e B obnactu dapmakoTrepanum M OAHUM
M3 WHCTPYMEHTOB MNEePCOHaNU3npoBaHHOWM
MeauLMHbl. KnnHudeckas dapmaKoreHeTu-
Ka aKTMBHO pa3BMBAETCA W YXKe BMIOTHYIO
nojowna K BHeAPEHUIO B peanbHyl0 KINHU-
YeCKylo NpaKTWKy, B T.4. B Poccuun.

OTKPbITUS MONEKYNIAPHOM FEHETUKMN pacLIMps-
0T HalK NpeAcTaBeHUs O CNEKTPe Hacnes-
CTBEHHOW naTonoruMu AEeTCKOro Bo3pacTa.
YunTblBas BbLICOKYIO pacnpocTpaHeHHOCTb
BPOX/AEHHbIX MOPOKOB Pa3BUTUA HEOBXOAM-
MO MOBbIWATb YPOBEHb Mpe- U MocTHaTab-
HOM TeHEeTUYECKOM [MAarHOCTUKK, a TaKKe
3ODEKTUBHOCTb MEANKO-TEHETUYECKOTO KOH-
CYNbTUPOBaHUA U NpobUNaKTUKKM Hacnea-

CTBEHHbIX 6one3Hen y getei. OcHoBOM Ans
npoBefeHns afeKBaTHbIX NeYebHbIX U Mpo-
OUNAKTUYECKMX MEPONpPUATUMI  ABASeTCS
NnoAroToBKa BbICOKOKBaNUOULMPOBAHHbIX
Bpayen — cneumannctoB Mo KIAMHUYECKOM
reHeTUKe, KaK B OTAeNbHbIX pernoHax, Tak
M B MaclwTabe Bcen cTpaHbl. B aton cBA3un
1M3aaHnMe cCoOBPeEMEHHOro yyebHuKa, Hanpas-
NIEHHOTO Ha HapallMBaHWe 3HaHUI 1 KoMre-
TEHUMU Bpayen, ABASETCH OCOOGEHHO aKTy-
anbHbIM.
ABTOpamu npuBefeHbl COBPEMEHHbIe AaH-
Hble 06 OO6LMX 3aKOHOMEPHOCTAX Hacnes-
CTBEHHOM MNaTONOrMKU 4YenoBeKa, KIUHWUYe-
CKOM 1 nabopaTopHOM AMarHOCTUKe Hacnes-
CTBEHHbIX 6o0ne3Hen, MeToAax nevyeHus
M npodunakTuku. Becb TeopeTnyeckui
MaTepuan npounNoCTpUpoBaH Tabnuua-
MU, CXemMaMu, pUCYyHKamu u doTtorpadus-
MW 6ONbHbIX. Y4eOHUK CHabGXeH crnoBapem
reHETUYECKUX TEPMMHOB. B npunoxeHuu
Ha KOMMAaKT-AMCKEe pa3MmelleHbl AOMONHU-
TeNbHble CTaTbM O JIeYEHUN HaCNeACTBEHHbIX
6one3Hen, MytTareHese, eBreHuKe.
Y4e6HUK HeobXoauMm ANA CTYAEHTOB Menu-
LIMHCKMX BY30B. OH TaKke O6yaeT noneseH
BpayaM BCeX CneuuanbHOCTEN, CTyaeHTaMm
6uonornyeckmx ¢GaKynbTeToB M Hay4HbIM
paboTHMKaM.
lpopeKTop no Hay4yHok paboTe
M NOCNeAnnIOMHOM NOArOTOBKE
roy Brio cuermy
MwH3apaBcoupa3BuTs Poccuu,
A. M.H., npogeccop,
4/1eH-KoppecnoHaeHT PAMH
J1. M. OropogoBa



