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M) Check for updates

Pe3onouusa no utoram JKCNepTHOro cosera
«CoBpeMeHHble BO3MOXHOCTHU BblOOpa
depMeHTHON 3aMeCTUTE/IbHON Tepanuu

cuHapoma XaHTepa»

9 uioHs 2021 r. B MocKBe npu rnogaepKe KoMrnaHuu «flakega» COCTOSJ/ICS COBET 9KCNEPTOB Ha TEMY
«CoBpemMeHHbleé BO3MOXHOCTU BbioOpa (pepMeHTHOHW 3aMeCTUTEJ/IbHOW Tepanuu CHUHApOMaA

XaHTepa».

B 3acenaHunn NpuHANM yyacTue cneaytoume aKkenepThbi:

1) bokoBa TaTbfHa AneKkceeBHa, A.M.H., npodeccop,
pyKoBoauTenb neauatpuyeckoro otgeneHns MOHUKU
um. M.®. BnagummnpcKoro;

2) BacuykuHa EneHa CepreeBHa, A.M.H., npodeccop,
Hay4YyHbl PYKOBOAMTENb OTAENEeHWs [EeTCKOW Kap-
OWONOrMKM U MeauUMHCKON peabunutaumn HMUL,
um. B.A. AnmMa3oBa, rnaBHbIM AETCKUWA Kapauonor
C390;

3) Bawakmapgse Hato [ym6epoBHa, A.M.H., npodeccop,
pykoBoAuTeNb otaena opdaHHbix 60/1e3HeNn 1 npodunakx-
TUKW MHBaNMAN3MpyoLwmx 3abonesanlnin HUM negnatpun
M oxpaHbl 3a0poBba AeTen LUIKB PAH, npeacepartens;

4) MyprkoBa HaTanbs BsyecnaBOBHa, K.M.H., FEHETHK,
BeAyLLMM Hay4YHbIV COTPYAHUK oTaena opdaHHbix 60n1e3-
HEN M NPOOUNAKTUKM MHBANWAM3MPYOLMX 3aboneBa-
HUM HUWN negmaTtpumn n oxpaHbl 3gopoBba aeten LIKB
PAH;

5) 3axapoBa EkaTepuHa HOpbeBHa, A.M.H., npodeccop,
3aBejgylowas nabopatopuen HacneAcTBEHHbIX 6ones-
Hen o6meHa BeuwecTBs PrbHY MIHL, npeacepaartens;

6) Kotanesckaa HOnus HOpbeBHa, K.M.H., FTEHETUK, 3aBe-
aylouaa  KoOHcynbTaTMBHbIM - otaeneHnem MOHWKU
um. M.®. BnaguMmnpcKoro;

7) HKyseHkoBa Jliogmunna MuxannoBHa, 4.M.H., npodeccop,
HavyanbHWK LleHTpa AeTCKOoW NCUXOHEBPONOrUKU, PYKOBO-
OWTeNb OTAENEHUS MCUXOHEBPOSIOTMK U NCUXOCOMaTnyec-
Kow natonorun ®ray «HMWL, spoposbsa aeten» M3 PO,
npeaceparteb;

8) MapTtbiHOBMY HaTanbs HUKonaeBHa, A4.M.H., npodeccop,
3aBeayowasn kadpegpon negnatpumn MpKyTCKOro rocy-
[1apCTBEHHOIro MeAMLMHCKOIO YHUBEPCHUTETA;

9) MowuceeB Cepren BaneHTMHOBMY, A.M.H., npodeccop,
avpekTop KnMHUKK peBmatonormu, Hepponormum n npod-
natonornn um. E.M. TapeeBa, 3aBeayolmi Kabenpown
BHYTPEHHUX, NpodeccroHanbHbix 60Ne3Hen U peBma-
Tonornn ®raoy BO Mepsbin MITMY um. U.M. CeyeHoBa
(CeyeHOBCKMUIM YHMBEPCUTET), NpeaceaTtesb;

10) MNevaTHMKoOBa Hatanbd JleoHngoBHa, 3aBeaytoLas otae-
JIEHWEM HacNeACTBEHHbIX HapylWeHnn obmeHa BelecTB
BY3 «Mopo3oBcKas AeTCKas ropoAckas KJIMHUYecKas
60nbHULLAY;

11) NogknetHoBa TaTbsiHa BnagMmMupoBHa, K.M.H., cTap-
WM HaYYHbIA COTPYAHUK OTAENEHWUS MCUXOHEBPOIOTrUn
M ncmuxocomartmyeckon natonornn Gray «HMWL sgopo-
Bbs AeTen» M3 PO;

12) Kap6osckun Muxann HOpbeBuY, K.M.H., PyKOBOAUTENDb
MEAWLIMHCKOro HanpaBneHus «'eHeTu4yecKkne 3abonesa-
HWS M HEBPOJIOrUs», KomnaHua «Takeaar.

Mporpamma coBeTa BKJloYana o6cyxaeHue cnepy-

IOLUX BONPOCOB

1. O6cyXK/eHMe HOBbIX KIMHUYECKUX peKoMeHaauumn
LNS neYeHns geten ¢ CMHAPOMOM XaHTepa.

2. AHanu3 onbiTa MCMNo/b30BaHWUA 3aperMcTPUpPOBaHHbIX
B Poccuickon degepaunn npenapatoB dbepMeHTHOM
3aMecTuTenbHon Tepanuu (P3T) ansa nevyeHns cuHapoma
XaHTepa.

3. 06cyXAeHWe KpuTepueB nepeBofa MauMeHTOB C CUH-
ApoMoMm XaHTepa, nony4yatowmx 3T, ¢ ogHoro npenapa-
Ta Ha aApyrow.

4. 06cyaeHne HOBbIX TepaneBTUYECKUX BO3MOXKHOCTEWN
Nle4yeHUss HEBPONOTMYECKUX MPOSBAEHUN CUHAPOMA
XaHTepa.

Mykononucaxapuaos, Tun Il (MMNC I, cuHapom
XaHTepa) — HacneacTBEeHHas MM30COMHas 601e3Hb HaKon-
NeHns ¢ X-CuenfieHHbIM pPeLecCUBHbBIM TUMOM Hacnego-
BaHus, 06yC/NOBNEHHaA mMyTauusMun B reHe IDS, KoTopble
BbI3bIBAIOT CHUXEHWE/OTCYTCTBME aKTUBHOCTM depMeHTa
naypoHat-2-cynbdartasbl (12S). Jeduunt depmeHTa npu-
BOAWUT K HaKOMIEHU0 ruMko3amuHornukaHos (FAlN) rena-
paHcynbdaTa W gepmaTtaHcynbdaTa B NIM30COMax W MNpo-
ABNAETCA MYNBTUCUCTEMHbBIM MOPAXKEHWEM, BKIOYaOWMM
B ceba M3MeHeHne deHoTMna, NPOrpeccupytoline ncuxo-
HEBPOIOrMYeCKMe HapyleHus (Npu Tsaxenon dopme), KocT-
Hble gedopMauun, NaToNornio NapeHXMMaTo3HbIX OpraHoB,
3pPUTENBHOIO aHann3aTopa, CEPAEYHO-COCYAUCTON U Ablxa-
TenbHow cuctem [1-3].

[eH naypoHat-2-cynbdatasdbl IDS KapTMpoBaH Ha AJMH-
HOM neye X-xpomocoMbl B NoKyce Xq27.1-g28. MIMC Il 06bI4-
HO 60M1€l0T TONbKO Maslb4YMKKU, OAHAKO ONMUCaHO HECKONbKO
clyyaeB 3a60neBaHUs y AeBOYEK, KaK NpaBmio, CBA3aHHbIX
C XpomMOocoMHowm natonorven [1-3].

MMC Il BcTpeyaeTcs cyacTtoTon 1: 140000 — 1:156 000
¥UBbIX HOBOPOXXAEHHbIX Manb4ymMKoB [1, 4].

B HacTosillee BpeMs BbIAENAIOT TAXENylo (HewponaTtu-
YECKYI0) U Nnerkyto (HeHenponatuyecKyio) dopmbl MIC I —
B 3aBMCMMOCTM OT CKOPOCTM MPOrpeccMpoBaHus nopaxe-
HWS Pas/IMyHbIX OpraHoB U cuctem [1].

MaTtoreHeTnyecKoe eyeHne cuHgpoma XaHtepa

Bcem nauuneHtam ¢ MIC |l nocne ycTaHOBNEHUSA TOYHO-
ro AMarHosa pekomeHgoBaHo nposegerHune P3T c uenblo
3aMeffieHns nporpeccMpoBaHns 3aboneBaHuns, ymeHblue-
HUS pa3MEpPOB NeYEHN U CENE3EHKM, YNyYLleHna GYHKLMK
cepaua, CHUXeHUs YPOBHSA aKCcKpeTupyemblix Al [5-7].

Onsa nposeaerns ®3T npu MIC |l npuMeHSaIOT naypCyb-
daszy u naypcynbdagy beta.
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Upypcynbdasa (Ananpasa) — oyuuUleHHAss PEKOMOU-
HaHTHasa dopma dpepmeHTa mnaypoHaTt-2-cynbdaTtasbl, NpPo-
M3BOAMMAs Ha KNETOYHOW JIMHUKM 4YenoBeKa, CnocoOHas
obecrneuynTtb NpodPuiib MMUKOSUIMPOBAHUS, aHaNOrMYHbIN
NPUPOAHOMY PEPMEHTY.

Onanpasa (Maypcynbdaza) — 3TO OPUrMHa/bHbIA Mpe-
napat ®3T ana nedveHuss MIMC |l, paspaboTaHHbIA KOMMa-
Huen «lllanep»/«Takena», KOTOpbIM Obll 3aperMcTpupoBaH
YnpaBneHMeM MO CaHWTapHOMY HaA30py 3a KayecTBOM
nULIEBbLIX MPOAYKTOB MW MeaukameHtoB CLUA (FDA)
B 2006 r. B HacTosiLlee BpeMs npenapaT 3aperncTpupoBaH
B 67 cTpaHax.

B cTpaHax EBponbl u AMepuKK, a TakxKe B Poccum naum-
€HTbl, MoJfiyqatouwme Tepanuio uaypcynbbason, nognexart
TuwaTtenbHOMYy HaG/OAEHMUIO C LeNblo GbICTPOro BbisiBE-
HWUS HOBOW MHPOPMaLMK Mo 6€30NacHOCTH; AONONHUTENb-
Haa nHdopmauma no 6e30nacHOCTU AOCTYMNHA B UHCTPYK-
UMM No MeaMUMHCKOMY MPUMEHEHUIO NEKAPCTBEHHOMO
cpefncTea.

Pernctpauua npenaparta dnanpas3a OCHOBaHa Ha pe-
3ynbTatax 4 KAMHUYECKUX uccnegoBaHui y 136 nauuen-
ToB ¢ MIIC Il (Muenzer et al., 2006; Muenzer et al., 2007;
Muenzer et al., 2011; Giugliani et al., 2014), a Tak»Ke AaHHbIX
MexayHapoaHoro permcrpa 60/bHbIX CUHAPOMOM XaHTepa
(Hunter Outcome Survey; HOS), Bkatoyatowmm 6onee 1200
nauneHToB.

O3T naypcynbdazoin NO3BONSET 3HAYUTENLHO YIYHLINTb
COCTOSIHME MaLMEHTOB, AOGWUTLCH YMEHbLUIEHUS pPa3MepoB
CeNe3eHKN M MeyeHu, yBenuyeHus nokazatenen OyHK-
UMM BHELWHEro AblXaHus, CHUXeHus ypoBHen FAl B Move.
[lpenapat He NpoxoAnT 4epes3 remMaToaHuedannvyecKkun
6apbep (F3B), NO3TOMy He MO3BONSET CKOPPEeKTUpoBaTb
HEBPOIOrMYECKMNE HaPYLIEHUS.

JaHHble MexayHapoaHOro peructpa 60/bHbIX CUHAPO-
MOM XaHTepa yb6eauTesibHO NPOAEeMOHCTPUPOBasU MOBbI-
LIEHWE NPOLOIKUTENBHOCTM U KayecTBa KU3HM NaLMEHTOB
¢ MMNC Il Ha dpoHe D3T.

Pe3koe npekpalleHne tepanuu unu nepepbiBbl B G3T
HexenaTeNbHbl, TaK KakK MOryT MPUBECTU K YXYALIEHUIO
COCTOSIHUS NauMeHToB [8].

Upypcynbdasa 6eta (XaHTepasa) — npenapart, npo-
M3BEIEHHbIN U3 PEKOMOUHAHTHbBIX KNETOK AMYHUKOB KUTaW-
CKOro XOMsiYKa.

XaHTepasa paspabotaHa KomnaHuen Green Cross Corp.
(Yongin, tOxxHas Kopes) 1 3apernctpupoBaHa 41 npoaaxu
B 11 cTpaHax, BKAo4asa HOxHyto Kopeto (rae oH u npoms-
BoauTtcs). B 2018 r. XaHTepa3a 6bina 3apernctpupoBaHa
B Poccuiickon deaepaumu.

B HacToslee BpemMs CylleCcTBYET OrpaHUYEHHOE YKUCO
nNy6AMKaLWK, MOCBSALWEHHbIX CPaBHEHUIO 3PPEKTUBHOCTH
aByx npenapatoB ans 3T cuHapoma XaHTepa 1M NpuMeHe-
HWIO MpenapaTa y pasHbiX NaLneHTOB.

MpousBoaCcTBO NpenapaToB

Ananpa3sa aKcnpeccupyeTcs B BU4E MOHOMEPHOro 6en-
Ka n3 550 aMMHOKMCNOT M CEKpPEeTUpPYEeTCs B cpeay B BUAe
3penoro 6enka n3a 525 aMMHOKKUCNOT (MONEKyapHasa macca
npumepHo 76 K/[la) nocne OTWENEHUS CUrHaNbHOro nen-
TMaa n3 25 ammHokmcnot (MHCTpyKuMa no MeauuuMHCKOMY
NPUMEHEHUIO NpenapaTta Jdnanpasa). Ananpasa COAePHKUT
2 aucynboduiHble cBA3n M 8 N-CBA3aHHbIX y4aCTKOB KO-
3UIMPOBAHUS, 3aHATbIX KOMMIEKCHbIMU LENSIMU TMOPUAHbBIX
onMrocaxapuioB W ONMrocaxapuaoB ¢ GOMbLUIMM cofepKa-
HMEM MaHHO3bI.

Hanunymne octatkoB MaHHO3a-6-dpocdata (M6P) nossons-
eT pepMeHTy cneundUYecKkn CBA3bIBaTbCA C peuentopamm
MGP Ha KNneTo4YHOM MOBEPXHOCTH, YTO MPUBOANUT K MPOHUK-

HOBEHWIO €ro BHYTPb KNETOK, BO3LENCTBMIO Ha SIM30COMbI
M nocnegyolemy Katabonnamy HakoneHHbix AT

XaHTepasa — 3T0 PEeKOMOUHaHTHbIM GENOK, NPOAYLM-
pyeMbll METOAaMW FEHHOM WHXEHEPUM Ha NIUHUKW KIETOK
AMYHUKOB KWUTAMCKOro xoms4ka. Mpodunb rMMKo3uamnpo-
BaHWS MOJIEKYA, NOMyYaeMbIX U3 3TOM JIMHWUMU KNETOK, CYU-
TaeTca «nogo6HbIM 4YenoBeyeckoMy» (Butler et al., 2014),
OHW MOTYT OT/IMYaTbCH OT MMKAHOB Ye/loBEKa MPUCYTCTBU-
€M HEKOTOPbIX CTPYKTYP: TepMunHanbHoro Gal I-3Gal (anbda-
Gal) u cnanoBom KMCNOThI, @ TakXe N-rMMKoHenpaMUHOBOM
kucnotbl (Neu5GC).

MoneKkynsipHbie pa3nnuus

OTcyTCTBYIOT NYGAMYHO [OCTYMHblEe AOKalaTenbCTBa
TOro, 4TO npenapartbl XaHTepa3a W dnanpasa O4MHAKOBbI
Ha MONEKYNSPHOM YpPOBHe, NO3TOMY npenapatbl He MOryT
ObITb 3aMeHeHbI APYyT Ha Apyra 6e3 cepbe3HbIX HeXxenarteb-
HbIX SIBNEHUMN.

Mpenapatbl naypcynbdasa v maypcynbdasa 6erta npo-
M3BOAATCA Ha pasHbIX JMHUAX KNETOK, MMEKT pasHble
MeXyHapoaHble HenaTeHToBaHHble HaumeHoBaHusa (MHH)
1 He ABNAI0TCA B3aUMO3aMeEHAEMbIMH.

Mo uToram 06CyXKAEHUS COBPEMEHHbIX Npobnem neye-
HUSI CMHAPOMa XaHTepa B COOTBETCTBMM C MPOEKTOM K-
HUYECKUX peKOMeHZaLMN Mo NevYeHnio CMHAPOMa XaHTepa
y4yacTHMKamMu 6blna BblpaboTaHa Pe30IoLUA, BKIOYal0-
Was NyHKTbl, NpeAcTaBNeHHble HUXKE.

1. JleyeHue NaLMEHTOB C CUHAPOMOM XaHTepa — MeX-
ancumniavHapHas npo6aema, No3ToMy B HEM [OJIXK-
Hbl MPUHMMATb y4acTue pas3/iMyHble CNeunanucTbl:
neguartp, TepaneBT, HEBPOSOrN, OTOPMHONAPUHIO-
nor, oprtonea, Kapawuonor, opTanbmMoSor, CypAosor,
MeAULMHCKUI NCUXONOr, FeHETUK, racTPOIHTEPOIIOT,
XUPYPr 1 gpyrue.

2. Y nauueHtoB ¢ MIC |, nonyyatowmx P3T,
KaK 1 Npu BHYTPMBEHHOM BBEAEHUM NOGOro A4pyroro
6enKOBOro npenapaTta, MOryT pa3BuUTbCA NOGOYHbIE
peaKkuun (nMxopagka, 03HO6, pBOTa, KpanuBHULA,
TSAXeNble peaKkuu runepyyBCTBUTENBHOCTHU anepru-
YyecKoro Tuna).

3. M3-3a puUCKa BO3HMKHOBEHMUS annepruyecKnx peak-
unm B oTBeT Ha uHoy3uio P33T Bo Bpems nepBbixX
12-16 uvHpYy3nn nayumeHTam crneayeT Hal3Ha4vaTb
aHTUIMCTaMMUHHbIE NpenapaTtbl B COYETaHUMU C Kapo-
NOHMXKaWNUMK  CcpeacTBaMM HENOCPefCTBEHHO
nepeg MHdy3nen.

4. Tlpn nosgBNeHWU Mo6OYHbIX peaKuuMn BO Bpems
M nocne uMHoy3nMmM B TeyeHune 24 4 peKoMeHpyeTcs
COOTBETCTBYIOLLEE NIeYEHUE, MPU KOTOPOM HEOBXOAM-
MO c/flefoBaTb COBPEMEHHbBIM CTaHAapTaM OKa3aHus
MeAULMHCKON nomowmM (NMPOTMBOPBOTHbLIE MNpenapa-
Tbl, aHTUTMCTAMUHHbIE CPEACTBA, aHTUNMUPETUKM, MIO-
KOKOPTUKOCTEPOUAHbIE Npenaparhbl).

5. Mpu BO3HUKHOBEHWW HexeNnaTelbHOW peaKkuuun
BO BpeMs ®3T UHDY3MIO HYXKHO OCTAaHOBKUTbL A0 pas-
pelweHns CUMNTOMOB M 3aTeM NPOLOMKKUTbL C Bosee
HU3KOW CKOPOCTbIO (CKOPOCTHble MapameTpbl Mnoj-
6upatotca nHauBuayanbHo). MNpu pasBuTUM aHadwu-
nakTongHon/aHadunakTU4eCKon pearkuymn UMHOY3UIo
cnepyeT HeMeaneHHO NpeKpaTuTb, HavyaTb COOTBET-
cTBylollee nevyeHne U HabnwgeHne. Heobxoanmo
npuaepxmMBaTbCa COBPEMEHHbLIX MPOTOKOOB NpoBe-
[IeHNS HEOT/IOXKHOM Tepanuu npu aHadunakeuu [5, 9.

6. [penapatbl naypcynbdasa v naypcynbdasa 6eta npo-
M3BOAATCHA Ha Pa3HbIX IMHUAX KNETOK, UMEIOT pa3Hble
MHH v He sBnstoTCS B3auMo3amMeHsiembiMun. [penapaTbl
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MMEIOT pasHylo foKa3aTesbHyto 6a3y 1 OMbIT NPUMEHe-
HWS B peanbHON KJIMHWUYECKOM NPaKTUKe.

7. TNepeKkntoyeHne ¢ ogHOro npenapara Ha Apyrom BO3-
MOXHO TOJIbKO B C/ly4ae BO3HWKHOBEHWSA HEKOH-
TPONMPYyeMbIX CEPbE3HbIX HEXKeNaTeNbHbIX SABMEHUN,
NOBTOPSAOWMXCA HECMOTPS Ha aeKBaTHYIO NpemMeaun-
Kauuio neped MHdy3nen. PelleHne o nepeBoae A0MK-
HO MPUMHMMATbLCA TONIbKO KoernanbHbIM 3aK/o4e-
HMeM BpayebHOro KOHCUAMyMa npeacTtaBuTenen
HECKONbKUX deaepasnbHblX NeYeOHbIX Y4YperKaeHUN,
UMELOLKNX ONbIT NpoBeaeHnsa P3T.

8. W3onupoBaHHOE NoBbileHHOE coaepxaHue Al B Moye
He ABNsSeTCS OCHOBaHWEM A5 nepeBoja C OJHOro npe-
napata Ha Apyrow.

9. Crabunusdauua 1 ynyyweHwe comMaTU4YecKux napame-
TpOB — oOcHOBHas 3ajadva P3T. lpenapaTbl, KOTOPbIE
3apeructpupoBaHbl B Poccuinckon @enepaumnmn ana 3T
cUHApoMa XaHTepa, He npoxoasaT Yeped 36 u He moryT
OKasblBaTb BANSIHWE HA HEBPOJSIOrMYECKUE NPOSBIEHMS
3a6oneBaHus. OTCyTCTBME MONOXKUTENBHOW AUHAMMKM
npu OLUEHKe HeBponoruyeckoro gebuuuta npu gau-
TelbHOM nNpumeHeHnn ®3T He ABNAETCS OCHOBaHWEM
4NS nepeBoja ¢ OAHOro npenaparta Ha Apyron.

10. Taxenble UaK onacHble NS XU3HU peakLun runepyys-
CTBUTENIBHOCTU B CNyYasx, KOraa CocTosiHWe nauueHToB
He noafaeTcs KOHTPONIO, ABASIOTCA NPOTUBOMNOKa3aHueM
4Ns NOBTOPHOrO NpuMeHeHus npenapata 3T, npu BBe-
[eHWM KOTOPOro AaHHas peakums Habnoaanack.

11. Pe3koe npekpauweHne P3T, nepepbiBbl B P33T Hewxe-
naTefnbHbl U MOTYT MPUBECTU K YXYALIEHUIO COCTOSHUSA
nauneHToB.
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