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*No paHHbIM PeecTpa ncxofos cnHgpoma XaHtepa (HOS) 3a 10 net
Burton B.K, Jego V, Mikl J, Jones S.A. J Inherit Metab Dis. 2017; 40(6):867-874.

MaTepman npeaHa3Ha4yeH ToJ1ibKO AnA MeanunNHCKnX pa6OTHI/IKOB



Inanpasa®

PerucrpauuonHblit Homep: /ICP-001413/08

MHH: upypcynbdaza

JlekapcTBeHHaA ¢opma: KOHLEHTpaT AnA NpUroToBneHna pactBopa Ana uHdysuii QapmakotepaneBTuyeckas rpynna: [lpenapatbl And neyenua 3aboneBaHuii
nuLLeBapUTeNbHOTO TPaKTa v HapyLLeHuii 06MeHa BelLecTB — depMeHTbl. Dapmakodunamuka. Vipypcynbdasa —31o 0umLLeHHaa hopma nu3ocomasbHOro GepmeHTa uaypoHaT-2-
cynbarasbl, NONyYeHHaA Ha IMHUM KNETOK YenoBeKa, 0becneunBaioLLieit npodunb IMKO3UNMPOBaHIA, aHANOTUYHbIN eCTECTBEHHOMY NPoduAt GepmeHTa. Inanpasa®, BBOANUMAA
BHYTPVBEHHO NaLWeHTaM C CUHAPOMOM XaHTepa, 06ecneunBaeT NOCTyNeHe 3K30reHHOT0 GepMeHTa B KNETOUHBbIE IN30COMbI. [lepBUYHBIM KpuTEpUeM oLieHKI 3$deKTUBHOCTH
ABNANCA ABYXKOMMNOHEHTHBII KOMOMHMPOBAHHBIiA NOKa3aTe/b Ha OCHOBE CYMMbI PaHroB U3MEHEHNA 0T Hauana 0 KOHLA MCCIeJ0BaHUA PacCTOAHMA, NPOAEHHONO 3a LWecTb
MUHYT (6-MUHY THBIIA TeCT Xoab6bl nnu 6-MT), B KauecTBe NoKa3aTena BbIHOCIUBOCTH, 1 NPOLIEHT NporHo3upyemoii dopcupoBaHHoli XKEJ B KauecTBe nokasatens GyHKLAM Nerkux.
IT0T KpuTepHii CyLLECTBEHHO Pa3Nnyanca y NaLmMeHToB B rpynnax exeHefensHoro neyeHus 1 nnawebo (p = 0,0049). lononHUTENbHbIA aHaNU3 KNMHUYECKoi IGdeKTUBHOCTH
NpOBOAMNCA NO OTAE/bHBIM KOMNOHEHTaM MEPBUUYHOTO KOMOMHMPOBAHHOMO KpUTepua, abcoioTHbIM U3MeHeHnAM dopcupoBaHHoii KEJT, n3meHeHnamM KoHueHnTpaumn TAT
B MOYe, pa3MepoB NeyeHu 1 ceneseHkm, 0bbema ¢popcupoaHHoro Bbigoxa 3a nepyto cekyHay (00B1)  u3meHeHuam macchl neBoro xenynouka (M/IX). MNokasanwna gna
NpUMeHeHunA. Inanpa3a® nokazaHa Ana ANNTENbHOTO TeYeHA NaLMeHTOB ¢ CUHAPOMOM XaHTepa (mykononucaxapugosom Il una, MICII). MpoTuBonoka3anua. KnuHnyecku
BbIPaKEHHAA UM NPEACTABNALLAA YrPO3y ANA XI3HN NALMEHTOB NOBbILIEHHAA YYBCTBUTENBHOCTD K MAYPCYNbdaze unm Niobomy 13 BCNOMOraTeNbHbIX BELLECTB B TeX ClyYasx,
KOTZ1a CUMNTOMbI He YCTPAHAKTCA NPY NPOBEJEHNM COOTBETCTBYIOLLEr0 fieueHns. C 0CTOPOKHOCTBHO. [1eTi CMOTHBIM OTCYTCTBUEM (BeneLueit) nu 3HauMTeNbHbIM U3MEHeHeM
nocnefoBaTeNbHOCTI reHoB (peapaHXMPOBKOI) B OTBET Ha BBEZ\HUE NpenapaTa UMEIoT BbICOKWI pUcKk 00pa30BaHmA aHTUTeN K nAypCynbhase, B TOM YMCie HeATpanu3yrLmx
anTuten (cm. pasgaen «0cobble ykazanusv). llpumeHeHne npu 6epemeHHOCTY U B NEpUO FPYAHOI0 BckapmanBaHusa. 0TCYTCTBYIOT AaHHbIe 0 NPUMEeHeHUM MBypcynbhasbl
y GepemeHHbIX XeHLWH. B KauecTBe Mepbl NPefoCTOPOXHOCTY, NPeAnoyTUTENbHO U3beraTb NpuMeHeHUA npenapata Jnanpasa® Bo Bpemsa 6epemeHHoCTU. HewnsBecTHo,
BbIAENAETCA I Aypcynbdasa ¢ rpyaHbIM MoNoKoM. HeBO3MOXHO WCKNIOUMTb PUCK ANA JeTeil, NoMyyatoLlnx rpyAHOe BCKapMIMBaHUE, MO3TOMY PeLLEeHNe 0 NPOJOKEeHNN
TPYLAHOTO BCKapMMBAHMA UM NPOAOIKEHUN NpYeMa npenapata dnanpasa® SOMKHO NPUHMMATBCA C YYeTOM NOMb3bl FPYAHOTO BCKapMAMBaHUA AnA pebeHKa 1 nob3bl Tepanum
npenapatom Jnanpasa® Ana kopmawieii. (noco6 npumeHeHua U fo3bl. ToNbKO ANA BHYTPUBEHHBIX MHQY3MIA. BBeseHne npenapata Inanpaza® Heobxodumo NpoBOAUTL
MOZ KOHTPONEM Bpaya unm Apyroro MeAMLMHCKOro paboTHUKa, KOTOPBIA MEET OMbIT NeYeHUA NaLUeHToB ¢ MyKononvcaxapupo3om Il Tuna uam Apyrumu HacneAcTBEHHbIMN
HapywweHuAaMY MeTabonu3ma. lpenapat Inanpasa® cnegyeT BBOANTH BHYTPUBEHHO KanenbHO B TeueHue 3 4acoB B 4o03e 0,5 MI/Kr Macchl TeNa 0H pa3 B HeAenio. Bpems BBeseHunA
MOXHO MOCTENEHHO YMeHbLUMTb 0 1 Yaca, e Ha GOHe MHPY3WIi He Pa3BUBAIOTCA HexenatenbHble peakuuu. flpumenerue y demed. Y feTei 1 NOAPOCTKOB A03a COCTABAAET
0,5 MI/Kr Maccbl Tena 0fUH pa3 B Hefenio. [lpumeHeHue y nayueHmos ¢ NoyYeyHol u neyeHoYHoL HedocmamoyHocmbHo. ONbIT KNMHMYECKOro NPUMeHEHUA Npenapata y nauveHTos
C MOYEYHOIA M MEeYeHOUHON HepocTaTouHOCTbI0 oTcyTCTBYyeT. Mo6ouHoe peicTBMe. HexenatenbHble peakuuy, OTMeyeHHble B KAMHUYECKOM MCCIe[0BaHMN NpenapaTa
Inanpaza®, nouTH Bo BCeX Cyyasx ObinM Nerkumi unm ymepeHHbIMU No cTenenu Taxectn. Hanbonee yacto HabntoAanuch peakuyn, (BA3aHHble C MHGY3MOHHBIM BBEAEHEM
npenapara. Haubornee yacto MHY3MOHHbIE PeakLMM NPOABIATNCH Kak KOXHbIE peaKuuy (CbiMb, 3yA, KpanuBHULA), NMX0PAaKa, roNioBHas 60/b, NOBbILLEHUE apTepUANbHOMO
Aasnenua (Al) n «<npunnBbl» KPOBM K Koxe uua. o Mepe MPOA0XeH!A Tepanuy YacToTa pa3BUTA PeaKLyil, CBA3aHHDIX C MHY3uel, CHuxanach. HapyuieHus co cmopoHel
HepeHoli cucmembl: 04eHb Yacmo — roNoBHasA 6071b; Yacmo — ronoBoKpYeHue, Tpemop; HapyuieHus co cmopoHbl cepAya: Yacmo - WNaHo3, apuTMnA, Taxukapaus; Hapywerus
€0 CMOPOHbI COCYA08: 04eHb Yacmo — NoBbileHye AJl, NPUAMBbI <KPOBU» K KOXe N1La; Yacmo — cHikerue AJl; HapyweHus co cmopoHbl 0bixamesbHol cucmembl, 0p2aHo8
2pyoHoli KmemKu U cpedocmeHuUA: 04eHb 4acmo — CBUCTALLEe AblXaHine, 0AbILIKA; Yacmo — FMNOKCUA, YYalleHHoe AblxaHue, 6poHxocnasm, kawenb; HapyuweHus co cmopoHbi
Xesy0o4Ho-KuWeyHo20 MpaKma: o4yeH 4acmo — 60nb B XKUBOTe, TOLUHOT, AMCNENCUS, AUapes, PBOTa; Yacmo — 0TeK A3bika; HapyuwieHus co cmopoHbI KoXu U N0OKOXHbIX
MKaHeli: 04eHb Yacmo — KpanuBHULA, CbiMb, 3yA; Yacmo — 3putema; HapyuwieHus co cmopoHsl ckeslemHO-MbIuieYHoUl U coeOUHUMebHOU MKAHU: 4acmo — apmpaneus;
06wue paccmpolicmea u HapyuleHuA 8 Mecme 8gedeHuA: 04eHb 4acmo — NXxopaKa, 6onb B rpyAn, 0TEUHOCTb B 06ACTY MHPY3UM; Yacmo — 0Tek Nuua, Nepudepuyeckuil
oTeK; Tpaemol, UHMOKCUKAYUU U OCI0XHEHUA MAHUNYNAYUI: 04eHb Yacmo — peaKLu, (BA3aHHbIe ¢ MHOY3MOHHBIM BBeJeHMEM npenapata. MmmyHozeHHocmb: B pamkax
4-x npoBefeHHbIX uccnegosanuii (TKT008, TKT018, TKT024/024EXT) y 53/107 naumenToB (50 %) B pa3nuuHble cpoku BbipabatbiBanuch aHTuTeNa knacca lgG k uaypcynbdase.
Yactota cnyyaeB GopmupoBaHuA HeilTpanuayroLmx aHTuTen coctaBuna 24 % (y 26/107 nauwentos). Y demeli: HexenatenbHble NekapcTBEHHble peakuuu, Habnioaaemble
y AeTel, He OTANYANUCH OT COOTBETCTBYHLLNX PeakLmil y B3pocnibix NaLneHToB. flepeyeHsb 8cex no6oyHbix 3hghekmos npedcmassieH 8 UHCMPYKYUU N0 MeOUYUHCKOMY
npumenenuto. Tlepepo3upoBKa. Heu3BecTHbl Clyyau nepefo3MpoBKM npenapata Jnanpa3a® B3aumopeicTBMe ¢ ApPYrMMM NeKapCTBEHHbIMM CpefCcTBAMU.
He npoBoaunocb uccneoBanuii B3auMofeiicTBMA npenapata nanpasa® ¢ ApYrMMi NeKapcTBEHHbIMI CpeficTBaMU. YunTbiBas MeTabonusm uaypcynbdasbl B KNETOUHbIX
NM30COMaX, MeXJIeKapcTBeHHbIe B3aUMOZAENCTBIA, 0NoCpeoBaHHble CUCTeMON LuToxpoma P450, ManoBepoATHbI. Ocobble Yka3aHNA. Peakyuu, (B3aHHbIE C UHGY3UOHHBIM
88e0eHuUeM npenapamd. Y NaMeHToB, NofyyaBLLMX AYPCYnbdA3y, MOryT pa3BUTbCA peaKLin, (BA3aHHbIE C MHGY3UOHHBIM BBeJeHVeM npenapata. Bo Bpema KnnHuueckux
nccnefoBaHuii Haubonee yacTbIMU peakunAMK, CBA3aHHBIMI NO BPEMEHN C MHY3MOHHBIM BBEeHUeM MAYPCYNbGasbl, 6bIN KOXKHbIE peakuun (cbinb, 3yd, KpanueHUUa),
NMX0PaZKa, ronoBHaA 6onb, NoBbilwenue Al u «NpuANBbI» KPoBY K KoxKe nuia. MobouHble peakLym KynupoBanu NyTem CHIKeHUA CKOPOCTM BBEAEHUA Npenapata, NpeKkpalleHna
UHGY3Ml UK BBEAEHUA AHTUTMCTAMUHHDIX Y XKaPOMOHINKAILLNX CPEACTB, HU3KUX 03 FNI0KOKOPTMKOCTEPOMA0B (MpesHIU30M0Ha 1 METUINPESHU30NO0HA), U MHFanALuy beTa-
aroH1cToB. Ocobble Mepbl NPesoCTOPOXHOCTY HE0OX0AMMBI MU BBEAEHUYN NpenapaTa InanpasanaLmeHTam ¢ TAKeNbIM CONYTCTBYOLMM 3a601eBaHIEM AbIXaTeNbHbIX MyTeil.
CnenyeT oTNOXUTb BBeAEHMe NpenapaTa nanpa3a®, eciun y nauueHTa pa3Bunoc-0CTpoe pecnpatopHoe 3abonesanme ¢ ﬂOBbIIJJeHVIEM Temnepatypsl Tena. [ns UaLWIEHTOB
NpUMEHAILLNX 3aMeCTUTENbHYI0 KUCNOPOAOTepanit, HeobXoAuMo UMeTb 3anac Kuciopoda Bo BpemaA BBefeHNA npenapara Ha cnyqam pasBuTits; Hemenarenbn peaKuMM '
AHAQUNGKMOUOHbIe/aHAPUAGKMUYECKUE PeaKyuu. Y HECKONbKNX NAlNeHTOB, MONyYaBLINX JeyeHune uaypcynbGasoi, NoTeHUMaNbHO XU3Heyrpoxaiye ana¢mﬁamomnﬂ‘tnel
aHadunaKkTuyeckue peakwyy GbUi 3aperucTpupoBaHbl Yepe3 HeCkobKo e MoCe Hayana Tepani. OTCpoyeHHble NpU3Haky aHaduaKToOUAHbIX/aHadunaKkTiiueckix peakiiuit
Habntofanuch u cnycTa 24 yaca nocne nepBoHavabHoi peakuuy. Npu pa3BuTUN aHadUNAKTOMAHO!/aHadUNAKTUUECKOI peaKkLmu MHY3MIO CleflyeT HeMeZNeHHO NPeKpaTuTb,
HauaTb COOTBETCTBYIOLLee NeyeHue 11 HabmiofeHue. Taxenble Unn onacHble A71A XU3HU PeakLu TunepuyBCTBUTENbHOCTM B CYYasX, KOTAia COCTOAHME NALMEHTOB He noadaeTca
KOHTPOM, ABNAKTCA NMPOTUBOMOKA3aHNEM [NA MOBTOPHOTO MpUMeHeHUA npenapara (cm. pasgen «[lpoTuBONoKa3anuA»). BnuAHue Ha cnoco6HOCTb ynpaBRATbL
TPaHCNOPTHLIMYN CPeACTBaMM, MeXaHU3MaMU. JN1anpa3a® He BAUAET UM He3HAYNTENbHO BMAET Ha. CMOCOBHOCTb YNPaBAATL TPAHCMOPTHLIMM CPeACTBaMIA I paboTaTb
CMexaHu3mamu. Yenosua ornycka. 0Tnyckalor no pewenry.

OpraHu3auus, ynonHoMo4YeHHas BNafienbLem perucTpaLyuoHHOro yAocToBepeHus neKapcTBeHHOro npenaparta Ana MeAULUHCKOro NPMMeHeHNA Ha NPUHATHE
NpeTeH3uit oT noTpebutens:

000 «lLlaitep Buotex Pyc», Poccuiickan Oenepauus 119021, r. Mocksa, yn. Tamypa Opywze 4. 11, cTp. 1,37ax 6, oM. |, kom. 6; 8; 12 Ten.: +7 (495) 787-04-77 (DaKc +7 (495) 787-04-78
MonHaa uHpopmauusa no npenapaty NpepcTaBieHa B MHCTPYKLMMU N0 MeAULIMHCKOMY NpMMeHeHuio npenaparta («<UMIl»).

HacroAwasn cokpaieHHas MHCTpYKLMA no npumeHeHuio («CUM») npepcTaBneHa MCKNIOYUTENbHO B MHGOPMaLMOHHBIX LieNAX U He MOXKeT CNYKUTb B KauecTBe
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nepBOro NPUMeHeHIs, 3aTeM Kax/ible 12 Hezienb. Y nauueHToB ¢ Maccoii Tena 6onee 100 kr npenapat pekoMeHzyeTca cnonb3oBarb B fo3e 90
mr. Tpu He3pdeKTUBHOCTM Tepanuu B Teueie 28 Hepenb p A PaccMOTpeTb Lienecoobp. Tb penap
Mcop Kuii apTpur. F 7103 COCTaBNACT 45 Mr. BTopylo UHBEKLYIO ACNaI0T 4 Hefleny CyCTA Nocne NepBOro NPUMEHEHNS,
3aTem Kaxzjble 12 Hefienlb. Y naLMeHToB ¢ Maccoii Tena 6onee 100 kr npenapar peKoMeHzyeTca ucnonb3osarb 8 Ao3e 90 Mr. [leTu. bnaweyHbiit
ncopyas. PekoMeHi0BaHHaA 032 3aBICUT OT MaCCbl Tena NaLiMeHTa, Kak Nokasano B Tabutie 1. Bropylo MHbekwwio enatot 4 Hegenn cnycTa
nocne NepBoro NpumeHeHwA, 3aTem Kaxzple 12 Hegenb.

Tabnuua 1. PekomengoBanHaA 1o3a npenapata (renapa® y AeTeii  6nALLeYHbIM NCopHazom

Macca Tena PexomenoBanHan fo3a ®hopma Bbinycka

Menee 60 kr 0,75 mr/kr* OnakoHbl
0760 kr go 100 k& 45 mr LUnpubl, nakoHbl

bonee 100 kr 90 mr LUnpuupl, hnakoHb!

* — JnA pacyeta HeoBxogumoro ofbema npenapata (Mn) ANA NalMeHTOB ¢ Maccoii Tena mekee 60 Kr Mcnonb3yeTca Cnedyiowian Gopmyna: macca Tena (kr) x 0,0083 (mn/kr). PaccuuTaHblii 06bem npenapata okpyrasetca Ao cotoit fonu M (0,01 Mn). MHbEKUUA 0CYLLIECTBAACTCA TPajlyMPOBAHHBIM WNPULEM

BMECTUMOCTbIO T M. /15 NaMeHTOB, KOTopbIM HeO6X0ANMa /1038 MeHee 45 Mr, npenapar (Tenapa® BbinyckaeTcA Bo GnaKoHax ¢ 403UPOBKO/ 45 M.

Mo6outble 3pdexTbl. MobouHble 3heKTbIy B3poCbIX NaLjueHToB. Hanb THIMU (>5%)8
YMEPEHHO BbIPaXeHHbIMM U He Tpe6oBanu neyeHms. "
nyTeii, BYNbBOBArMHanbHble rpubKoBbIE MHGEKLWW, aHanbHbIi abeuecc, rac

KIMHUYECKUX 1CC

Gbinn T U TON0BHAA 6071b. BONLIMHCTBO STUX ABNEHHIA Gbini

npenapara npu nicopiase 1 ncop!

MHQEKL{MN BEPXHUX JbIXATENbHbIX NyTeli,
W BUPYCHble MHOeKuwW. Mcaxudeckie HapywweHua: fenpeccus. HapyLeHIA o CTOPOHbI HEPBHOI CUCTEMb:

BOCNaneHue ii XMPOBOIA KneTyaTKu, MHOEKLYM, ONOACbIBAIOLLMI NULIATE, BUPYCHbIE UHGEKLMM BEPXHYX AibIXaTENbHBIX

ronosHas Gonb, NMUEBOTO HepBa. HapyleHua co CTopoHbl

[AbIXaTeNIbHOIi CUCTEMbI, OPTaHOB FPYAHO/H KNETKI 1 CPeAOCTEHUA: Gonb,
NyCTynE3HbIi NCOpHa3, NCop! 0 CTOPOHb OMIOp!

Tb HOGa.
annapara

€O CTOPOHbI XenyA

TpaKTa: Mapes, TOWHOTa, PBoTa. HapyleHna co CTOPOHbI KOXM 1

TKaHeil: 3yp, KOXM, aKHe, it fepmatur,

i TKaHW: Gonb B CuKe, Muanrya, apTpanrua. 06LLme HapyLUeHUs U peaKL B MeCTe BBE/IEHUA npenapara: yCTanocTb, SpuTema B MecTe BBefieHUs, 60b B MeCTe BBE/EHIA, peakLi B

MecTe BBe/ieHIs (BKNI0YaA KpOBOM3NUAHUE, FeMaToMY, YINOTHEHNe, NPUNYXAOCTb 1 3yA), acTeHus. Co CTOPOHbI MMMYHHOI CUCTEMBI: PeaKLiuy runepuyse TV (BKIOYAA CbiMb 1 p PEaKLIN TANEPUYBCTBITENbHOCTH (BKNI04as AHAQGUIIAKCHIO 1 HTMOHEBPOTUYECKWIA OTEK). 3M0KauecTBeH-

Hble ONyXOAH, Tb. o6 eIy feTeii. peakuui, ¥ Aerei, CXOAHbI C TaKOBBIMM Y B3POCTbIX. Bo Bpema KIUHUYECKIX MCC yTp! BBOAWNN A03b1 40 6 MI/Kr 6e3 pasBuTHA A030AUMUTUpYIOLLeii

TOKCMUKOCTH. B Cryvae ] COCTOHMe 6ONbHOTO 1A BLIABNEHIA NPU3HAKOB 1 CUMNTOMOB N0GOYHBIX S)dEKTOB M MM WX Pa3BUTUM CNIeAyeT HeME/UIeHHO HauMHaTb COOTBETCTBYIOLLYIO CUMMTOMATUUECKYI Tepanitio. BRusHue Ha cioco6HOCTb YNpaBAATb TPaHCOPTHBIMM

CpeACTBaMM it WeC il He b. YCN0BYA XpaHeHuA: XpaHuTb il ynakoske B 0T (BeTa MecTe nput patype o120 8°C. He He BcTpAxuBaTb. XpaHuTb B HeZOCTYNHOM ANA AeTeii MecTe. Y lycKa: no peueny. [l

peruc YHOCTOBEpeHUA U npeten3uut: 000 «[xoHcoH & [pkoHcoH», Poccua, 121614, Mockea, yn. Kpbinatckas, 17/2; KoutakTHbie Tenedobi: Ten.: (495) 755-83-57. Dakc: (495) 755-83-58. Mepes; HasHaueHuem npenapara 03HakoMbTeCh, N0OXanyicTa, ¢ OHOI MHCTPYKLveii no
it i npefocTanaetca no Tpe6osanmio: 000 «[xoHcoH & [koHcon», Poccua, 121614, Mocksa, yn. Kpbinatckas, 17/2; KonTakTHble Tenedokbl: Ten.: (495) 755-83-57, Qakc: (495) 755-83-58.
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O6pauleHue K yutarensam

Hdoporue apy3bs, Konneru!

BoT 1 3akoH4unca 2018 roa... B Hem, Kak Bceraa, 6b110 MHOTO COObITUA —
XOPOLKUX N HE OYEHb, BCTPEY M pacCcTaBaHWM, 3HAKOMCTB M NPOLLaHWUNA...

Ho rnaBHOe, B HEM OblI0 MHOrO HalMx No6ed: Korga Mbl CnpaBAsUCh
C 3anyTaHHbIMW CUTYaLUSIMU U BbICTaBASAN HALLMM NaLMEHTaM NpaBuibHble
AnarHo3bl; Koraa Mbl nog6upanu npaBuibHble cloBa B 06LEHUN C MOAPOCT-
KaMW, U OHW He coBepllann OWKNBOYHbIX MOCTYMKOB, a rMaBHOe, KOraa Mbl
rOTOBWAN ANSi BAaC HOBble KA4YeCTBEHHbIE CTaTbM, @ Bbl HAXOAUAN BPEMS UX
npo4ymTathb!

N o6paTtuTe BHUMaHWE, B 3TOM CTPAHHOM MUpe y YenoBeKa B NpuHLMUNe
MOXHO O0TO6paTb MHOrOe, KpOMe HadexAbl Ha BOCCTaHOBNAEHWE crnpaBea-
JIMBOCTU U CTPEMJIEHUS K CaMOCOBEPLUIEHCTBOBAHMIO... | 4TO XxapaKTepHo,
CnpaBeanBOCTb TOPKECTBYET UMEHHO TaM, rae YenoBeK NPOoAoIKaa pas-
BMBaTbCS U HEe BNagan B YHbIHKE...

Konneru! Ham ecTb K 4eMy CTPEMUTbCA — 3HaTb 60/blUE, NeYUTb Nydlle,
nocTuratb wupe. IMEHHO € 3TOW Lienbio Halwa npodeccroHanbHas accoum-
aumsa Coto3 negnaTtpoB Poccum NpoaomKaeT nagasaTb 4S9 BAC XypHalbl U OpraHM30BbiBaTb KOHIPeCChl U KOHbe-
peHuuKn. banxanwee (M camoe KpynHoe cobbiTve B roay) — Halw deBpalbCKUI KOHrpecc neamnatpos. B ¢eBpane
2019 XXI KoHrpecc negmMatpoB NponaeT COBMECTHO ¢ nepBbiM Popymom «BonoHTepbl-Meankn — aetam Poccumn,
nepBbIM BcepoccMncKknmM ceMrMHapoM Mo CTPaxoBOW MeauLMHe 1 nepBon Accambneen «3aluLLeHHOE MOKONEHUEN.,
Ho n KpomMe HMX, KOHrpecc 6yaeT M3ob6unoBaTb MHTEPECHENLIMMU BbICTYNNEHUSMU, KIMHUYECKUMKU pa3bopamu,
MHTEPAKTUBHbBIMU CECCUSIMM, YTO MO3BOJIUT BaM MOJY4YNTb MHOMO HOBbIX 3HAHWW, B3MAHYTb Ha MPUBbIYHbIE BELLU
No-HOBOMY U BEPHYTbCS K MOBCEAHEBHON paboTe BOOPYXEHHbIMWU HOBOM MHbOpMaLmMen. Hy a BCTpeyn co cTapbiMu
APY3bSMM M BHAKOMCTBA C HOBbIMW CAENatoT 3TU Tpu AHA — 15-17 deBpang 2019 r. — v BoBCe He3abbiBaeMbiMu!

C yBaXkeHuewm,

rnaBHbIA pegaKTop XKypHana, akagemuk PAH, npodeccop,

3acyXeHHblI! geqaTteNb Hayku PO,

3aBepayowan Kabeapon dakynbTeTrckon neguatpuu N2 1 neguatpuyeckoro
dakynbteta PHUMY um. H.U. NMuporoea,

coBeTHUK BO3, uneH Ucnonkoma MexayHapoaHOW neguaTtpu4uecKon accouunaumm,
Mpe3uaeHT EBponeicKon negnarpuyecKkon accoyunauuu (EPA/UNEPSA)

Nleitna CeiimypoBHa Hama3oBa-bapaHoBa

Dear friends, colleagues!

Well, that is the end of 2018... As always, it brought many events: good and not pleasant ones, meetings and partings,
greetings and farewells...

But what is the most important, there were a lot of our victories therein: when we coped with tangled situations and
made the correct diagnoses for our patients, when we picked the right words in communication with adolescents and they
did not commit erroneous actions, and most significantly — when we prepared new high-quality articles for you, and you
found time to read them!

And give attention to the fact that there is a lot of things in this strange world that can be actually taken away from a
person, except for the hope of restoring justice and self-actualization... And the truth is that justice is served exactly where
the person continued to evolve and did not have a meltdown...

Dear colleagues! There are still things to strive for — to know more, to treat better, to comprehend broader. Just for
this purpose, our professional association, the Union of Pediatricians of Russia, continues to publish journals for you and
organise congresses and conferences. The nearest (and the biggest event of the year) is our Congress of Pediatricians
in February. In February 2019, the 21st Congress of Pediatricians will be held together with the first Forum ‘Medical
Volunteers — for Russian Children’, the first All-Russian Insurance Medicine Workshop, and the first Assembly ‘Protected
Generation’. But besides them, the congress will be replete with interesting presentations, clinical analyses, interactive
sessions, which will allow you to get a lot of new knowledge, to see the familiar things in a new light, and to return to your
daily work being armed with new information. Well, meeting old friends and getting acquainted with new ones will make
these 3 days — February 15-16-17, 2019 — unforgettable!

Best regards,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,
Head of the Pediatric Department of Pediatric Faculty

of N. I. Pirogov Russian National Research Medical University,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee,
the President of the European Paediatric Association (EPA/UNEPSA)

Leyla Namazova-Baranova



NHdopmauusa Colo3a neguaTtpc

CtpaHa, cBOOGOAHAA OT paKa, —
3TO 3BY4YMUT roppao

3 oKTs6ps 2018 roga. aneKkui «3esieHbltt KOHTUHEHT» — ABCTpasins. S3HaMeHUTbIN CULHENCKNI TeaTp B BUAE CII0XKHOM
paKyLLUKN ¢ HeBepOSATHON aKyCTUKON. Ha rinaBHOM cLeHe uaeT MI03UKJ 3HaMeHUTOro AHApio Jinonaa Yabbepa «3BUTa»...
3puTesnbHbIN 3a MoJioH, HU OJHOro CBO6OAHOIro MecTa, HakaJsl CTPacTeH, CI0MHbIN KI1YOOK dMOLMI OT 3aKpPyYEHHOro
CIOXeTa, JINHUN XXU3HU 3HAMEHUTOM rocrnoxu epoH, ee 06BU K MYy U HapOAy, XKelaHus rnoaaepxarb BCeEMU BO3-
MOMHbIMU criocobamu cynpyra M 06J1erdyuTb KU3Hb corpaxkgaHam — MpocTbiM paboTaraMm-«pyballedHukam», bepy-
MK 3a AyLly XMT BCeX BpeMeH U HapodoB «ApreHTtuHa» 1 6pocatlumnil B cnedbl puHail... CTpajaHus U CMepTb TaKoM
KpacuBo#, MOJI040M U nojatollei 60blune Halex bl XeHLUMHbI U MOJIMTUKa 3acTaBUIN /1akaTb HaB3pPblg KEHCKYI0
M0/I0BMHY 3aJjla U [laxe u3pelilka cMaxmBaTb HabexaBLUYyIo clie3y — MYXKCKYI0... Tpareauei, 060pBaBLLe KN3Hb 3Ha-
meHnTon Mapun 3BbI [lyapTte ae lNepoH B Bo3pacTte 33 JieT, 6bisia y»KacHas 60/1e3Hb, C KOTOPOM OHa 6e3ycrnellHo 60po-
Jlacb B Te4eHue AByX JIET, 110 NoBoAY KOTOPOU repeHecsia HECKOJIbKO ornepauni U B pesysbTate KOTopou rnoxyaena Ao

33 K, — 60/1€3Hb M0 Ha3BaHUEM «PakK LUEMKU MaTKM». ..

I—I 0 CTPaHHOMY CTEYEHMI0O OBCTOATENLCTB B 3TO e caMoe
BpeMS COBCEM Heaaneko oT CuAHEWCKOro onepHoro
TeaTpa B 60/bLLUOM BbICTABOYHOM LIEHTPE LWIO OTKPbITME
32-in MexxayHapoaHon KOHdEepPEHL MM, MOCBALLEHHOW Nanui-
JIOMaBUpPYCHON MHPeKumn. Kak n3BecTHO, UMEHHO 0C060
arpeccuBHble, Tak Ha3blBaemMble BbICOKOOHKOIMEHHbIE TWMbl
BMpPYyCa NanunaoMbl YeOBEKA, BbI3bIBAIOT pasfiMyHble BUAbI
paKkoB aHOreHuTanbHOM 061acTu, rofioBbl WM LIEU, cpeam
KOTOpPbIX Hanbosee YacTo BCTpeyvatolencs 601e3Hbio Kak
pas v SIBNSETCS paK WeNKU MaTKU. LlepeMoHMs TopKeCTBEH-
HOro OTKPbITUS KOHbEpPEeHUMU nopasunna BOOOGpParKeHue
Y4aCTHMKOB, KOTOpbIX cobpanock 6onee 4000 n3 80 cTpaH
Mupa. Ho HKM TaHubl abopUreHoB, HU ApYyrue XyaoXecTBEH-
Hble M3bICKW NPeACcTaBUTENEN CNaBHbIX KOPEHHbIX HAPO/10B
ABCTpanMnM He MOINM CPaBHUTbLCA MO CUSle BO3AENCTBUSA
c TeM apdeKToM pasopBaBLIENCS 6OMObI, KOTOPbIK UMe-
i1 cnoBa, NPOU3HECEHHbIE MUHUCTPOM 3[paBOOXpPaHeHus
ABcTpanuMm XoHOM [perom XaHTOM O TOM, YTO BCEroO 4Yepes
nBa roga ABcTpanusi cTaHeT nepBol B mupe (!) cTpaHow,
0CBOGOAMBLIENCS OT paKa LWEeNKN MaTKW.

3pecb cnepyet caenatb Heb6OMblIOE OTCTynneHue
N 06bACHUTL. Maes 0 BUpYCHOM Npupoae pakoB Oblna Bnep-
Bble cPOpMynnMpoBaHa COBETCKMM BMPYconorom J1bBOM
3unbbepomM (KCTaTu, cTaplimMm 6paTtom 60nee M3BECTHOIO
LIMpOKOK Ny6nuke nucaTtens BennamuHa KaBepuHa) B fane-
Kom 1943 rogy. Haxoasicb B «MecTax He CTOMb OTAANIEHHbIX»,
OH NPOBEJ CEPUIO IKCMEPUMEHTOB Ha KPbICaX, BbIMEHAHHbIX
Yy 3EKOB Ha MaxOpKy, B KOTOPbIX MOATBEPAUS CBOIO TMUMO-
Te3y O BUPYCHOM MexaHW3Me BO3HWKHOBEHWS OHKOMOMU-
YyecKux 6one3Hen. MNo3xe OH cMmor nepepaTb cynpyre ABa
IMCTa NanuMpoCHOM BGyMaru, Ha KOTOpbIX 3TW CBOM MbIC/H
N U3NOXM MUKPOCKONMYEeCKUM wpndtom. CymeB cobpaTtb
noAnucK 3HaMEHUTLIX KONNEer-MeanMKoB, BKOYas rnaBHOro
xupypra KpacHon Apmum Hukonas bypaeHKo, eHa (Bpau-
MWKpo6uonor) gobunacb ero 4OCPO4YHOro OCBOOOXKAEHMS.
Ho, MO MOHATHLIM NPWYUHAM, JOKa3aTb NO3XKE «MPUOPUTET
OTKPbITUS», KaK Tenepb roBopsT, He NpeacTaBAsfNOCh BO3-
MOXHbIM, TaK KaK 3TO He Oblo oduumanbHO ony6anKo-
BaHHOW CcTaTbeKn, ONUCbIBalOWEN TWATENbHO NPOBEAEHHbIN
3KCMEePUMEHT. 3aTo npowio Bcero 65 net, 1 HobeneBckas
npemMuns nNo MeavuuHe 6bila NPUCYKAeHa HEMELKOMY Npo-
deccopy Xapanbay Llypy Xay3eHy (KOTOpyto OH pasaenvn
¢ Jliokom MoHTaHbe n PpaHcyazon bappe-CuHyccu) 3a
OTKPbITME POSIM MaNUIIOMaBUPYCOB B Pa3BUTUM paKa Len-
K1 maTKu!

K aToMy BpEMEHU Ha «3e/1eHOM KOHTUHEHTE» BCEX AEBO-
yeKk 12-13 neT yxke 60nblue roga NpuBMBaIM HOBOW YETbI-

pexBaneHTHOM BaKLMHOW, 3alMuiatoler oT 4 TMNoB nanui-
nomasupyca (6, 11, 16 1 18), KoTopble BbI3bIBAIOT HE TOJIbKO
paK WenKK MaTKK, HO U Apyrue nopaxKeHns aHoreHnTaabHON
06/1aCT OHKOMIOTMYECKOM MPUPO/bI, @ TaKXKe pTa U MOTKK
KaK Yy EeHLMH, TaK 1 Y MYX4YWH, [a elle 1 aHoreHuTabHble
6opoaasku Bnpuaady. B 2013 rogy B nporpamMmmy pelleHo
ObIN10 BKJIIOYUTb BaKLMHALMIO Mab4MKOB TOrO e BO3pacTa
(noTOoMy 4TO ANs aBCTpanunueB 6biI0 O4EBWUAHO, HYTO 3TOM
caMoW pacnpocTpaHeHHON WHMEKUMEN, NepenatoLencs
NOMOBbIM MYTEM, EHLIWH BOOOLLE-TO 3apaKaloT MYX4YMHbI,
M 4TOGbl NpepBaTb LENOYKY pacrnpoCTpaHeHUs UHOEKUMH,
Hago NPOBOAWMTb TaK Ha3blBaeMyl0 eHAepHO-He3aBUCH-
MYI0 UMMYHU3aLMIO IeTEN NOAPOCTKOBOro Bo3pacra 060mx
NoJIOB 0 Havyana ux B3pPOC/ION — CEeKCyalbHOM — YU3HW).

KoHeyHo, cnoBa MUHUCTPa 34paBoOOXPaHeHUs (4, KcTa-
TW, CTapeHua — MMEHHO TaK MOJHOCTbi0 Ha3blBaeTcs
MUHUCTEPCTBO) UMENN CepPbe3HOe Hay4yHoe O060CHOBaHMeE.
CornacHo uccnefoBaHuio, onyénukosaHHomy CoBeTOM Mo
6opb6e ¢ pakoMm (Cancer Council Australia) B xypHane
Lancet Public Health npaMo HakaHyHe OTKpPbITUA KOHe-
peHumn (2 okTabpsa 2018 r.), Bcero yepe3 10 nert, K 2028
rofy, pak WenKn MaTKuM O6yaeT HacTONbKO Manopacnpo-
CTpaHeHHbIM B ABCTpanuu, 4To BOOOGLlEe nepecTaHeT ObiTb
cepbe3Hon npobaemMon 34paBOOXPaHEeHUs 3TOW CTPaHbl.
Mo nopcyetam aBTOpOB cTatbk, K 2020 rogy ypoOBeHb
3a601eBaeEMOCTM PaKOM LLIENKNU MaTKW COCTaBUT BCero 6
cnyvyaeB Ha 100 000 xeHwuH, a K 2028 rogy — He 6onee
4 cny4aeB Ha 100 00O »eHLWMmH. (MofiHbIM TEKCT Uccneno-
BaHMa CoBeTa no 60opbbe ¢ pakom ABCTpanuMu LOCTYMNeH
no ccoinke: https://www.thelancet.com/journals/lanpub/
article/Pl1IS2468-2667%2818%2930183-X/fulltext#%20)
Be3ycnoBHO, CTO/Ib ONTUMUCTUYHBIN MPOrHO3 B HANMBObLLIEN
cTteneHn obycnoBneH AByMs GaKTaMu: BO-MEPBbIX, Pe3ysib-
TaTaMu WWMPOKOro BHEAPEHMS B HALMOHAbHYIO NporpaMmmy
6onee 10 neT Ha3aj yKa3aHHOM Bbille BaKLMHALMW WKO/b-
HMKOB MPOTMB BUPYCa NanuinoMbl YeN0BEKa, a BO-BTOPbIX,
3anyuieHHon B 1991 rogy MaccoBOM NporpaMmbl BTOPUYHOM
NPoPUNaKTUKKM — 0693aTeNIbHbIX €XerofgHblX LUTonornye-
CKWUX CKPUHUHIOB (Pap-TecToB), MPWU3BaHHbIX KaK MOXHO
paHblle BbISBAATb HavyuMHatouylocs 60n1e3Hb y Tex, Y Koro
nepBryHasa NnpodunaKTUKa (BakumMHauus) paHee no npuinHe
OTCYTCTBMS BaKUMHbI NpoBeAeHa He Gblna.

BosBpauancb K TeMe BaKuMHaunW. ABCTpanuiLbl cae-
Nanv Bce 04eHb rpamoTHO. BHavane, B 2007 roay, Kak 6bi10
yKa3aHo Bbllle, aBCTPaMMCKOE MPaBUTENbCTBO WHULM-
MpoBano nporpammy 6ecnnaTtHoOW BaKUMHALMW OEeBOYEK-
noapocTKOB B Bo3pacTe oT 12 go 13 net, a B 2013 roay




K 3TOM nporpamMmme 6bl11 NOAKNOYEHbI U MaSbYUKKU TOTO XKe
Bo3pacTa. [JeBO4YKM U MafibiuKK 3a npegenamm aHHON BO3-
pacTHOM rpynnbl, HO elle He AoCTurune BoldpacTta 19 ner,
TaKXe Nony4yman NpaBo Ha NojsyvyeHue AByx 6ecnnaTtHbIX 403
BaKUMHbl. MMMYyHM3aUMOHHbIE MpOorpamMmmbl GbiIM XOPOLLO
opraHvM3oBaHbl (Ha 6a3e WKo) U NO3BOANAN AOCTUYb BbICO-
KOro oxpara LuefeBbIx rpynn.

Pesynbtat npeB3owwen BCe caMble cmesnble oxuaaHus!
Tak, Bcero 3a 10 net peannaaumm nporpammbl (FOPU30HT, Ha
KOTOPOM BOOGLLE-TO HUKTO M HE OXKMAan yBUAETb peaynbTra-
Thl TAKOW JOJITOCPOYHOM NMporpaMmmbl, Kak 6opbba ¢ OHKOJ0-
rM4ecKMMn 601e3HAMM) YPOBEHb MHOULMPOBAHHOCTH BUPY-
COM ManuioMbl YesloBEKa Cpean aBCTPaSIMMCKUX KEHLLMH
B Bo3pacTe oT 18 ao 24 net cHm3unca B 22 pasa () —c 22,7
no 1,5%. MNpegpakoBble 601€3HN CTaNN BbISBNATLCH pexe
Ha 1/3, a 3a60/1eBaeMOCTb PAKOM LUENKN MATKKU Y KEHLLNUH
CHU3Mnacb npumepHo Ha 50%. B HacTosiwee Bpems 3a60-
NeBaeMOCTb PaKOM WENKU MaTKK B ABCTpasiMK cocTaBnsieT
He 6onee 7 cnydaeB Ha 100 000 yenoBeK, YTO NPUMEPHO
B 2 pa3a HWXKe cpefHecTaTUCTUYECKMX MMPOBBLIX MOKasa-
Tenewn.

MoacynTaHo, 4YTO MNPU COXPaHEHUU CYLWECTBYOLWMX
B ABCTPaNnuK NPaKTUKKM U TEHAEHLNI pPaK WeNKM MaTKKU cTa-
HeT cnopaanyeckomn 6onesHblto K 2066 T., Korga 3aboneBae-
MOCTb 6yaeT meHee 1 cnydas Ha 100 000 XKeHLUMH.

A 47O e B HaleM poaHom OTevectBe? A B Poccum Kax-
bl AeHb OT paKa LWeNKU MaTKK, TONbKO No opuLManbHbIM
[laHHbIM, yMUpaeT 17 }KeHLlWunH, To ecTb 60nee 6000 B Teve-
HWe roga... Yto camoe cTpalwHoe, AN MONOAbIX EHLMH
(B BO3pacTe 30—39 neT) paK LWenKM MaTKU ABNSETCH OCHOB-
HOW MPUYMHON CMEPTHOCTM OT 3/10KaAYeCTBEHHbLIX HOBOOO-
pazoBaHui! MprUyeM UMEHHO Yy 3TOM KaTeropmu MONOAbIX
60NbHbIX paK NPOTEKAEeT CKOPOTEYHO, BbICTPO NPOrpeccupy-
eT A0 daTanbHOro ucxoaa. YxacHbol ¢dakT, HO y 70% aeBy-
WeK M MOMOAbIX XEHLWMH B Bo3pacTe A0 25 NeT paK WenKu
MaTKW AMarHOCTUPYETCS SINWb Ha caMblX NO34HMX CTaauax
(N v 1IV), Korga NauMeHToK yXe TPYAHO chacTu, He roBops
0 COXpPaHeHWM AETOPOJHON PYHKLMKU. TTOHATHO, 4TO €Cnu Mbl
XOTUM MCMpPaBUTb CUTYaLMIO, CNACTU MONOAbIX XKEHLWNH ANS
CTpaHbl, AaTb UM BO3MOXHOCTb peannM3oBaTtb cebs B ponu
MaMbl, pelwnTb gemorpaduyeckyto npobnemy HakoHeL, Mbl
He MOXeM W aanblue ocTaBaTbCA B CTOPOHE OT Mporpecca,
LOCTYNHOro B Apyrux cTpaHax mupa! CerogHa BakuMHaLuMA
NPOTUB NanuIIoMaBUPYCHOM MHbEKLMK NpoBoaUTCS 6onee
yem B 130 cTpaHax, B 86 rocymapcTBax OHa [Aenaetcs
MacCoOBO (BXOAMT B HaUMOHasbHble MPOrpamMmmbl UMMYHM-
3auunn), B 20 U3 HUX peanuadyloTcs reHaepHo-HenTpanbHble
nporpammbl. K coxaneHuto, B Hallen cTpaHe BaKLMHaLuA
NPOTUB NanuIIoOMaBUPYCHOW MHGOEKLMM B HaLMOHaNbHbIN
KaneHgapb 4O CUX MOpP He BKJ/OYEHa, HECMOTPS Ha TO, YTO
pekoMeHaoBaHa BceMupHOM opraHudauuen 3apaBooxpa-
HEHWS ANS «PYTUHHOIO MPUMEHEHMS» YXKe HECKONbKO NeT
Hazaj. A B HapoAe Mo-NpexXHeMY «TysoT» Kakue-To raynble
MUGbI O TOM, YTO 3Ta BaKLMHALMS «Ha YTO-TO TaM MJI0Xo Aewn-
cTBye™... A Te, KTO pacnpocTpaHseT Nogo6HbIE, HUYErO He
nmelolwme obLiero ¢ AeNCTBUTENbHOCTbLIO MyNOCTH, NOMNPO-
CTY UWalOT POCCUNCKUX NIIOAEN CHACTIMBOrO U 340POBOro
6yayuero 6e3 cTpallHbliX OHKOJIOTMYECKUX BOSTIE3HEN.

Oa! C 2007 roga B Poccumn 6bin0 peann3oBaHo OKOJO
30 pervoHanbHbIX NPOrpaMm BaKUWHALWKW MPOTUB BUPY-
ca nanuanoMa YenoBeKa, KOTOpble AEMOHCTPUPYIOT CBOKO
30 PEKTUBHOCTb B OCHOBHOM Ha MHAMBWAYaNbHOM YPOBHE.

Ho Begb 310 Kannsa B mope! ns AOCTUKEHUS MaKCcuMaib-
Horo addeKTa OT BaKUMHaLMM NPOTMB BMpPyca NanuiaioMsbl
yenoBeKa (CHUXeHWe 3a60/1eBaeMOCTU OHKOMOMMYECKUMU
M HEOHKONOrmyeckumu 3aboneBaHMAMU, acCoLMUPOBaH-
HbIMW C 3TOW UHDEKLMEN) HEOOBXOAUMO BHEAPEHNE MaAcCO-
BOWM BaKUMHaALWKM AEBOYEK U MaANb4YMKOB Ha HaLMOHaNbHOM
ypoBHe. B 2019 roagy 6onee 7000 pOCCMUSHOK MOTrMGHYT
13-3a paKa WenKN MaTKK, 1, €CIM Mbl HE XOTUM 3TOr0 JONY-
CTUTb, Ha4YMHaTb AENCTBOBATb HYXKHO Ye cerogHs!

Kak noBecTByeTcAa BO MHOMMX KHUrax, MOCBSLLEHHbIX
YU3HM 3HAMEHUTON IBUTHI, 26 niona 1952 roga ctan cambim
rOPecTHbIM W YepHbIM AHEM B MCTOPUM CTpaHbl, Korga
ApreHTuHa norpysunacb B Ny4MHy pblgaHWi nocne 3HaMeHu-
ToM dpasbl U3 pagmocenekTopa: «Mepsas neam ywna B 6ec-
cmepTtuer. K rpoby ¢ 3abanb3aMmnpoBaHHbIM TenoM 3Bkl e
[lepoH, BbICTABMIEHHbIM Ha LENbli Mecsal, A8 NpoLaHus,
eXeHEBHO BbICTpavMBanacb o4vepeib M3 [LECATKOB TblCaY
N0A€ewn, CXOANBLUMX C yMa OT 060XKaHKs U rops 1 OnjakuMBalto-
WMX TY, KOFO CHMTaNMU CBATON. M 3TO HEMYAPEHO, BeAb Byay4u
B 9TOM cTaTyce BCero 7 neT, IBMTa CMOria NoOMoYb 04YeHb
MHOIMM: 2,5 TbiCAYMU CEMEW, HE UMEBLUMX BO3MOMKHOCTU
NOCTPOUTb MAKN KYNUTb cebe Kube, MoNy4Yunn ero B noga-
POK OT rocygapctBa; 3,5 TblCA4YM TaNnaHTAMBbLIX MONOAbLIX
lo4en CMOrnn nonyyYntb ob6pa3oBaHMe B yHUBEpCUTETaXx,
B TOM 4ucne 6yayyu nopAepiaHHble CTUNEHAWAMMU; COTHU
6€eAHSAKOB Obl/IM cnaceHbl B 60bHULAX M NPUIOTaX, U TbICAYHU
LeTen nocewanu AeTckue cagbl M nonyvyann obpasoBaHue
B LIKOMAxX, MOCTPOEHHbIX Ha AeHbrn PoHaa IBbl MepoH.
COTHM TbicaY 6efHAKOB NOMYyYUIM OT HEe NOMOLLb AeHbra-
MU, U €XXeAHEBHO OKO/I0 MU/IIMOHA MOCHIIOK C NojapKamu
oTCblnanoch agpecartaM B padHble KOHLbl CTpaHbl. 3a 04eHb
KOPOTKMI CPOK }KeHa npesngeHTa cMorna NnoMoyYb MHOMUM,
HO He ycrnena Hu4yero caenatb Aas Toro, 4Tobbl cnactu cebs.
A Befb TaK Xo4eTcs BEpPUTb, HYTO ecin Obl 3TU AeHbrn Obln
HanpaBfeHbl Ha pa3paboTKy U BHeapeHne npodunakTmuye-
CKMX CPeacTB AN NpeAoTBpaLleHns paka, OT HMX Obl 6blI10
6onblue Tonka. Bo3amorxkHo, 1 3Be lNepoH yaanocb 6bl n36e-
¥aTb 60/1€3HU, JOXKUTb A0 rYyOOKOW CTAapOCTU M ycneTb Obl
MHOroe caenaTb NonesHoe Ans cTpaHbl. M ApreHTuHa morna
Obl, MOXET 6blTb, MPOXKUTb COBCEM APYrYIO UCTOPMIO... Ecnn
O6bl IBWUTY BOBpEMS NPUBKUAM MPOTUB NanuIIOMaBUPYCHOM
MHbeKkuun. Ho, yBbl! Toraa 310 GblI0 HEBO3MOXHO, U 3BY
MepoH yxe He BepHyTb. A He JaTb 3a60/1IeTb POCCUNCKUM
[eBOYKaM — MOKHO, U 9TO 06513aTeNIbHO HYXKHO cenaTtb Kak
MOXHO paHbLie!

CueHa npowaHns 3B1Tbl C HAPOAOM nepes CO6CTBEHHOWM
KOHYMHOM CcTana KynbMUHaLMEN He TOSIbKO MIO3MKa, HO
1 0AHOMMEHHOro dunbMa, rae posnb Magam e NepoH coirpa-
Nla MagoHHa. A ee xuT «He nnayb, ApreHTuHa, g ocTaBiso
Tebe camoe rnaBHoe!» HaBcerga BOWeEN B COKPOBULLHULY
MUPOBOM My3blKW. CYMTaeTcs, YTO caMblM [NaBHbIM JBa
Ha3blBaeT B NeCHe CBOEro Myxa — TOrAallHero npe3ugeHTa
CTpaHbl NONKOBHKUKa MepoHa. Ha camom gene, rnaBHoe, 4To
ocTanocb nocne IBUTbI, 3TO NaMATb O HE3ayPALHON KEeH-
LLMHE M KpacWBOM, HO FPYCTHOM MUCTOpUK N06BU. M 0YeHb
X04eTCs BEPUTb, YTO NaMsATb O GE3BPEMEHHO Yyleawewn
XEHe W copaTHuue ABajuaTb AEBATOr0 M COPOK MepBOro
npesunjeHta ApreHTWHbl 3acTaBWT chenatb NpaBWbHbIN
Bbl6Op B BOMpoce NpoduIaKTUKM paKa WenKM MaTKM MHO-
rMX HaWWX COBPEMEHHUKOB.

J1.C. Hama3oBa-bapaHoBa

YacTtnyHo ony6nmMkoBaHo Ha https://rg.ru/2018/10/25/pochemu-
i-kak-v-avstralii-nauchilis-pobezhdat-samyj-zhenskij-rak.html
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B cTatbe 13/10)KeHbl 06HOBJ/IEHHbIE AaHHbIE O NMPO6IEME KeyAOYKOBbIX IKCTPACUCTOINI Y AeTel, OCHOBaHHbIE Ha KJn-
HUYECKUX pPEKOMeHAaLmsax Accoumaumn AeTckux KapauosnaoroB Poccun m Corw3a negmatpoB Poccun no AMarHOCTUKE,
JIEYEeHUIO M BEAEHMIO NaLMeHTOB JETCKOro BO3pacTa C )KeJyJ0YKOBON aKcTpacuctonnen. [1logpobHO ocBeLyeHbl BOMpocChl
JINarHOCTUKMU, Ie4EeHUsI, OCHOBaHHbIE Ha MPUHLMNAaX J0Ka3aTebHON MeANLMHbI, @ TaKXKe BaXKHbl€ acreKTbl MPoduIaKkTUKm
060CTPEHMI 6OIE3HU U ANCTAHCEPHOro HaboaeHus. OTobparKeHbl KPUTEPUM OLIEHKU Ka4eCcTBa MEAMULIMHCKOM MOMOLLU
rnaumeHTaMm C KenyaoYKOBbIMU IKCTPACHUCTOUSIMM.
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BBEJAEHME

KnuHuyeckne pekomeHaaumn co3faHbl Ha OCHOBaHMMU
COBPEMEHHbIX MEXAYHAPOAHbIX KIMHUYECKUX PEKOMEH-
Jauuin No AMarHoCTUKE, NeYEHU0 U BEeAEHMI0 MaLMueHToB
C eNnyA04KOBOM 3KCTPACUCTONNEN.

KPATKASI HHOOPMALIUSA

OnpepeneHue

HenynoukoBas akcTpacuctonusa (FK3) — ato npexae-
BPEMEHHbIE MO OTHOLIEHWUIO K OCHOBHOMY PUTMY BO36Yyae-
HMS, UCXOASILLIME U3 MMOKapaa KeNyA04KoB. *KenyaouyKoBble
3KCTPACKCTONMM HapyLIaloT NPaBUIbHOCTb CEPAEYHOIO PUT-
Ma M3-3a NPEXAEBPEMEHHOCTM COKPALLEHMI KENYNO4KOB,
NMOCTIKCTPACUCTONIMYECKUX Nay3 U CBA3AHHOM C 3TUM aCuH-
XPOHHOCTbIO BO30OYKAeHMS MMOKapaa. K3 HepeaKo 6biBatoT
reMoiIMHaMU4Yeckn HeabGEeKTUBHbI MAUM COMPOBOXKAAOTCH
3HAYUTENbHbIM CHUXXEHWEM cepaevyHoro BbiGpoca B maru-
cTpanbHble cocyabl [1, 2].

9Tuonorua u natoreHes

HKenyooykoBble 3KCTPACUCTONMM Yy AeTer MOryT ObiTb
CcNeACTBMEM TMMOKCMYECKOIO NMOpPaXKeHUss MMOKapaa, anek-
TPOSIMTHOrO M FOPMOHanbHOro Auc6anaHca, aHaTOMUye-
CKMX W BOCNanUTENbHbIX MOBPEXAEHUN MWOKapaa Wau,
Kak B GONbLIMHCTBE NeanaTpUYecKux ciay4yaeB, BO3HUKATb
B OTCYTCTBMM OYEBUAHBLIX MPUYMH, CHUTAACHL B 3TOM Cilyvyae
nanonaTtnyeckumu [1].

Cpeaon mexaHnsmoB pas3BuTua KO BbigensaioT MHTpa-
KapuanbHble, KOTOpble B CBOK O4Yepeab MOryT 6biTb
aHAaTOMMYECKUMMU n 3NEKTPOPU3NONOTUYECKUMMU.
HenocpeacTBeHHbIMW NAaTODU3MONOTMYECKUMU MEXAHUS-
MaMU BO3HUKHOBEHWs1 X3 Cny}aT MUKPOPUEHTPUZ, 3KTO-
nus M TpUITEpHas aKTMBHOCTb (3aAeprkaHHas MoCTAeno-
napusaumns). dKCTpakapavanbHble MeXxaHW3Mbl BKJOYaOT
HapyLleHne HeEMpPOrymopanbHOM perynsuumn putma, Kotopoe
NPMBOAUT K UBMEHEHMIO 3NIEKTPUYECKMX MPOLIECCOB B Che-
LUManu3nMpoBaHHbIX UKW COKPATUTENbHbIX MUOKapAUabHbIX
KNeTKax. M3BECTHO, 4TO B GOJbIUMHCTBE C/lyYaeB Mpu Mamno-
natnyeckux K3 dunanyeckaa Harpyska unn BBeaeHne U30-
npoTepeHona CnocobHbl ycTpaHUTb 3 MAM yMEHbLUTb
BbIPaXEHHOCTb apuTMmu [2].

Anuagemuonorua

YacTtota BcTpevyaemocTu M3 3aBMCKUT OT BO3pacTa
nauueHTa u cnocoba BbiiBNeHns. EanHunydHaa X3 obHapy-
unaetcsa y 20% 3400p0OBbIX HOBOPOXAEHHbIX [3]. Y aeTewn
NepPBbIX JIET }KMU3HW U LIKOIbHUKOB YacToTa BCTPEYAEMOCTH
K3 cHwmkaeTtcs go 10%, n BHOBb Bo3pacTtaeT 4o 20% y 340-
POBbIX MOAPOCTKOB [3—6].

KoguposaHue no MKB-10
149.3 lMpexxaeBpeMeHHas Aenonsapusauuns xenyaqo4ykonB
(KenynoyKoBasi IKCTPACUCTONNS).

Mpumepbl opmynMpoBKU AUarHosa

* enynoykoBas 3KCTPaACMUCTONNS, peaKas.

* XenynoykoBas aKcTpacuctonus, 4dactas. CocTtosiHue
nocne paaMo4acToTHOM KaTeTepHOM abnsaLUnn SKTONUYe-
CKOro o4yara (neBblv cMHyc BanbcanbBa) o1 20.01.2014 .

Knaccudpukauyus

HenyaoykoBble 3KCTPACUCTONMK pas3fenstoTcs B 3aBu-
CMMOCTU OT NOKaNM3auun Ha MpaBOXKesyJ04YKOBbIE (Hau-
6onee 4acTo y AeTel n3 BbIBOAHOIO OTAENa) U JIEBOXKEy-
[I0YKOBbIE (M3 BbIBOAHOrO OTAeNna, nepeaHen unu 3agHen
BETBU NIEBOW HOXKMW ny4yka [wca). Mo gaHHbIM nuteparty-
pbl, XEeNy104KOBas IKCTPACUCTONUS M3 JIEBOMO XKenygoyka
4yacTo MMeeT [Jo6poKayecTBEHHOe TeyeHue, paspellasch
CMOHTAHHO ¢ BO3pacToM. X3 13 BbIXOAHOro TpaKTa npaBo-
ro Xenygoyka y geten o6bI4HO ToXe 61aronpusaTHa, OA4HaKo
KO naHHOM Nnokanu3auum MOXKeT 6biTb NMPOSIBIEHUEM apUT-
MOFEeHHOM Ancnaasunu npaBoro »(eny;J,OqKa?’ [7, 8].

C MOpdONOrM4ecKonm TOUYKU 3PEHUS BbIAENSAOT MOHO-
MOp@HbIe (0aHa MOPdONOrMa Xenyqo4KoBOro KoMMJeKca)
n nosammopgHsie (6onee 0gHON MOPPONOrMK Henyao4KoBoO-
ro KOMMEKCa) XXeNyLo4YKOBbIE SKCTPacUCTONMNN. [0 NAOTHO-
CTW 3KCTPACUCTONNN — OAMHOYHbIE WU CrlapeHHbIEe (NapHble)
3. Mo nepruogn4yHOCTU — criopagn4eckue v peryaspHble
(annopuTMmng — BMI 3KCTPACUCTONUMU, MPU KOTOPOM 3KCTpa-
CUCTOJIbl BO3HUKAIOT PErYASIPHO Nocjie 0AMHAKOBOro Yncna
LIMKNOB OCHOBHOIO pUTMa: GUreMuHUs, TPUreMUHUSA U T.4.).
Mo BpeMeHU BO3HUKHOBEHUS U CTEMNEHU NPEXAeBPEMEHHO-
CTW — paHHMe, No34HNE U MHTEePNoInpoBaHHbIe. C y4eToM
UMpKagHOW npeactaBfieHHOCTH MKIO KnaccudpuumpytloT Ha
JIHEBHbIE, HOYHbIE U CMELLaHHbIE.

Mo 4yacToTe BO3HWKHOBEHMS K3 pasgensiorcs cnegyto-
wmm obpaszom — meHee 30 B yac, 30-100/4, 100-600/y,
>600/4 (MM oo 5 B MuH, 5-10/MuH, >10/MWH; KMAKU OO
15 000 3a 24 4yaca, >15 000/24 4). enyno4yKoBble 3KCTpa-
CUCTONIMK C 4YaCTOTOM BO3HWKHOBEHMS 6osiee 5 B MUHYTY MO
OaHHbIM 3neKkTpokapaunorpadum (3Kl nnm 6onee 300 B yac
Mo AaHHbIM CYTOYHOrO (XONTEPOBCKOr0) MOHUTOPUPOBAHMS
anekTpokapaunorpammbl (CM3KI) cuntatoTcs 4acTbiMM.

o cpeaHecyTo4YHON NpeacTaBNEeHHOCTU — «MIOTHOCTU»
apuTMmnK, — YacTon cumtaetcsa XK3I, coctaBngouas 6onee
10% oT 06Lero KonnM4yecTBa KapAMOLMKIOB 3a CyTKM [9].

C TOYKM 3PEHUS OLLEHKM BEPOSITHOCTM Pa3BUTUS BTOPUY-
HbIX @apPUTMOrEHHbIX U3MEHEHUI B MMOKapAe y AeTew npwu-
HATO CUYMTaTb KENyAOYKOBYIO 3KCTPACWUCTONMIO C 4acTOTOM
perucTpaumm no gaHHeiM CM3KI 6onee 15 000 3a cyTku [9].

OfHOM M3 Hanbonee U3BECTHbIX KnaccuduKaLumm xeny-
[OYKOBbIX apuUTMUK aBAsfeTca KhaccuduKkaumsa JlayHa—
Bonbda (B. Lown n M. Wolf, 1971) (tabn. 1).

OIHAaKO, B MHOrMOYMCAEHHbIX WCCNefoBaHUAX O6bl1o
NMOKa3aHo, 4YTO AN OLEeHKM MPOrHOCTUYECKOW 3Ha4YuMo-
cTn X3 MmeeT 3HayeHMe He CTONbKO BbICOKas rpajauns
3KCTPACKCTONIMIN, CKOJIbKO XapaKTep OCHOBHOro 3abone-
BaHUA WM Hanuyne OopraHMYecKoro nopaxeHus cepaua,
KOTOpbl€e ONpeaenstoT PUCK BHE3AMHON CepAeYHON CMEPTH.
Y nauneHToB 6€3 NPM3HAKOB NOpPaxKeHnsa MMoKapaa ¢ Hop-
MallbHOW COKpaTuTeNbHOM GYHKLMEN NeBOro *Kenyaoyka
3KCTPACUCTONNS, BKOYASA 3NU304bl HEYCTOMYMBOM Keny-
JIOYKOBOW TaxuKapauu, He BAMAET Ha NPOrHo3 U He npej-
CTaBNAeT ONacHOCTM ANs XM3HKU. 10 3TON NpuyMHEe 60b-
liee npakTU4yecKoe 3HayeHue NPUaaoT NPOrHOCTUYECKOM
KnaccuduKaLmnmn XKenyao4yKoBbiX apuUTMUK, NpeaoxeHHon
J. Bigger [10]:

1) 6e3o0nacHblie apuTMUKU — N06blE SKCTPACUCTONbI U 3MKU-
304bl HEYCTOMYMBOW KeNyaO4YKOBOW TaxuKapauu, He

MoBTOPHbLIV BXOA BO36YXAEHUS (OT aH. re-entry — MoBTOPHbIN BXx0A). Kak BO3MOXHbIA MEXaHM3M CepaeyHbIX apuTMKUiA CylecTBOBaHMe

re-entry 6b110 JOKa3aHo B 1928 . 3TUM TEPMUHOM 0603HAYaIoT ABIEHWE, NPU KOTOPOM BOSTHA BO3BYXAEHMS LIUPKYIMPYET MO OAHOMY Y TOMY
e ydacTKy. [1py 3ToM UMNyNbC, COBEPLUAIOLLMI ABUKEHUS MO 3aMKHYTOMY Kpyry (NeTne), Bo3BpallaeTcs K MecTy CBOEro BO3HUKHOBEHMUS U
BHOBb MOBTOPSIET TPAEKTOPUIO CBOErO ABUXEHMUS. PaznnyaioT MakpopueHTpu (macro re-entry) U MUKPOPHUEHTPH (micro re-entry).

3 HacneactBeHHoe 3a6ofeBaHMe MUOKapaa, KOTOpoe xapaKTepuayeTcs GUEPO3HO-KMPOBLIM 3aMeLleHWeM MUoKapaa NpenMyLLecTBEHHO
NpaBOoro Xenyaoyka, B CBA3M C YeM BO3HMKAIOT AuNaTaLus U HapyLleHWe COKPaTUMOCTH KeNyao4Ka, KOTopble CTaHOBSATCS cy6CTpaToM Ans

Pa3BUTUS KENYLOYKOBbIX apUTMUI C MEXaHU3MOM re-entry.



Ta6nuua 1. KnaccuduKkaums KenygouKoBbIX IKCTPACUCTONNUN
no JlayHy—Bonboy [1]

Table 1. Lown-Wolf classification of premature ventricular
contractions [1]

XapaKTepucTUKa KeNygo4KOBbIX

Mpanaums 3KCTPaCUCTONINN

0 K3 otcyTteTBylOT

MoHOMOp®dHble UM MOHOTOMHbIE K3
(meHee 30 B yac)

MoHoMopdHbIE UK MOHOTOMHbIE K3
(6onee 30 B Yac)

I MonumopdHbIE UAK NOAUTONHBIE

IVA MapHble

MpOGEXKKUN KeNnyLoYKOBOW TaxnKapamum

VB (Tpu 1 6onee X3 nogpaa)

Vv PaHHKe (c peHomeHOM R Ha T)

MpumeyaHune. 3 — Kenyao4KoBble IKCTPACUCTONNN.
Note. PVCs — premature ventricular contractions.

Bbl3blBalOWME HAPYLIEHWIN FeMOAMHAMMKM, y nul 6e3
NPM3HaAKOB OPraHMYEeCKOro NopaXKeHus cepaua;

2) MNoTeHUMaNbHO ONacHble apUTMUU — KENyAOYKOBbIE
apuUTMUK, He Bbi3blBaloLLME HAPYLEHWUI FEMOAMHAMUKM,
y UL, C OPraHMYECKMM NOPaXKeHUEM CepaLa;

3) onacHble Ans XU3HU apUTMUK («<31I0KaY€CTBEHHbIE apuT-
MWUW») — 3MNU304bl YCTOWYMBOWM KENYyAO4YKOBOM Taxwu-
Kapauu, Kenyao4yKoBble apuTMKK, COMPOBOXKAatoLmecs
HapyLEeHUIMU FreMOANHAMMKK, UM GUBPUNNALUS Keny-
[I04YKOB. Y 60/bHbIX C ONACHbIMW A5 XKU3HW KENYA0UKO-
BbIMW aPUTMUSMM, KaK MPaBUI0, UMEIOTCS OpraHM4yecKoe
nopakeHue cepiua WavM «nepBUYHas 3NeKTpUYecKas
60n1€e3Hb cepauar, Hanpumep CUHAPOM YASIMHEHHOrO
nHTepsana Q-T, cuHapom bpyraga v ap.

OAUATHOCTUKA

ano6bl U aHamMHe3

B 6onblWwunHCTBE cnydyaeB uauvonaTudeckasa X3 npo-
TekaeT 6eccumnTomHo. OKkono 15% petew ctapwero BO3-

Ta6nuua 2. Cxema OLeHKM YPOBHS peKoMeHAaLnmn
Table 2. Guidelines Level Assessment Scheme

pacTa ¢ YacTon K3 onucbiBaloT «nepeboun» UK «NPoBasbl»,
«MpPONyLeHHblE yaapbl» B cepaeqyHomM putme. Cpeaun apyrmx
CMMMNTOMOB YKa3blBaloTCA anobbl acTeHOBEreTaTtMBHOIO
XapaKkTepa, oTpa)katowune AUCOYHKLMIO CMMMNaTUYECKOro
WY NapacumnaTU4yeCcKoro OTAeNoB BereTaTMBHOM HEPBHOM
CUCTEMbI — YTOMASEMOCTb, HapyLWeHWs CHa, ro/0BHblE
601K, BHe3amnHble NPUCTYNbl cnaboCcTu, FONOBOKPYKEHUE,
nnoxas NepeHocMMOoCTb TpaHcnopTa, Kapananruu. Mpu X3,
pasBuBWeEiCA Ha GOHe OpraHMYecKoW naTonoruuM cepa-
L@, BblPaXEHHOCTb KAMHUYECKUX CMMNTOMOB 3aBWUCMUT OT
OCHOBHOro 3a60neBaHus.

HecMOTpsi Ha OTCYTCTBME KIMHUYECKOW CUMMNTOMAaTUKM
W NPU3HAKOB OpPraHM4YecKoro nopaeHws MuoKapaa, Anu-
TEeNbHO CyLLEeCTBYIOWAsA YacTas >KenyaovyKoBasi 3KCTpacwu-
CTONIUS MOXKET MPUBOANUTL K Pa3BUTUIO MWUOKapAWanbHOM
OWCOYHKUMM — apuTMOreHHom Kapauomuonatuu. Cpeawu
$aKTOPOB pHCKa Pa3BUTUSA 3TOMO OC/IOKHEHUSA HEOBX0AUMO
OTMETUTb CTeMNeHb MPEeXAEeBPEMEHHOCTU IKCTPACUCTONNM,
ee reMogmMHamMmun4eckKyto HeabGeKTMBHOCTb (OTCYTCTBUE UMK
pe3Koe CHUKeHWe Bbli6Gpoca B MaructpasibHble COocyabl)
W «<Harpy3o4Hbli» XxapakTep (NosBAEHWUE UK YCUNEHUE IKTO-
MUYECKOM aKTUBHOCTM Ha ¢oHe GU3MYECKOW Harpysku);
OTHOCUTENbHBIM GAaKTOPOM PUCKA MOXKHO CHMTaTb BbICOKYIO
4yacToTy aKcTpacucTonum (6onee 700 B 4ac).

C6op aHaMHe3a noapasymeBaeT TlaTtenbHbIM pac-
CNpOC O BO3pacTe BbIIBJEHWUA 3KCTPACUCTONNK, ee CBA3KU
C NepeHeceHHbIMU 3a60/1EBaHUAMU, BaKLMHALMEN, @ TaKKe
0 COMYTCTBYIOWMX XPOHUYECKNX 3a60NEBaHUAX, CEMENHOM
aHamHe3se.

dusmkanbHoe o6cnegoBaHue

[pn NpoBeAeHUN KIMHWMYECKOrO OCMOTPa pPeKOMeHAY-
€TCA BK/OYaTb ayCKy/ibTalUlo B MNOJIOXKEHUU Nexa, CTodA
M nocne GU3M4YECKOW Harpysku; BbiBIEHWE MPU3HAKOB
cepaeyHon HefoCTaTO4HOCTH.

JlaGopaTopHaa AMarHoCTUKa

PekomeHAOBaHO nNpoBefeHME BCEro KOMMJeKkca Kiu-
HUKO-OMOXMMUYECKOrO UccnenoBaHus Kposu [1, 4] (cuna
peKomeHzaunn 2; [OCTOBEPHOCTb JOKa3aTesbCTB A;
Tabn. 2)%.

CTeneHb AOCTOBEPHOCTU
peKkomMmeHaauuun

COOTHOLWEHKEe pUcka
U npeumyLecTB

MeTofonoruyecKkoe Ka4ecTBO MMEIOLUXCS

MosicHeHUs N0 NPUMEHEHUI0

AOKa3aTeNbCTB peKkomeHaauui

1A MNonb3a oT4eTInBO
CunbHaa peKkoMeHaaums, | npeBanupyeT Haj
OCHOBaHHas Ha pUCKamu 1 3aTpaTtamu,
[OKa3zaTenbCcTBax nm6o HaobopoT
BbICOKOro KayecTBa

HapexHble HenpoTnBoOpeyMBbIEe
[lOKa3aTeNbCTBa, OCHOBAHHbIE Ha XOPOLLO
BbIMNO/IHEHHbIX PKW, unn HeonpoBepuMble
[loKa3aTeNnbCTBa, NpeACTaBNeHHble B KAKOM-
nm6o apyron dbopme.

[anbHewnlune nccnefoBaHnsa BPSA i USMEHAT
Hally yBepPEeHHOCTb B OLLEHKE COOTHOLLEHMUS
nosb3bl U pUCKa

CunbHas pekoMeHaauums,
KoTopas MOXeT
1Mcnosib3oBaTbCs B
6GONbLUNHCTBE Clly4YaeB

y NPEUMYLLLECTBEHHOTO
KoSMyecTBa NaumMeHToB 6e3
KaKWUX-TM60 UBMEHEHUN U
NCKIOYEHNUNM

1B MNonb3a otyeTInBO
CunbHasa pekoMeHaaums, | npesanupyeT Haj
OCHOBaHHas Ha pUCKamu 1 3aTpatamu,
[loKazaTenbcTBax nM60 Hao6opoT
YMEPEHHOro KayecTBa

[loka3aTenbCcTBa, OCHOBaHHble Ha pe3ynbTatax | CunbHas pekomeHaauums,
PKW, BbINONHEHHbIX C HEKOTOPbIMHU
orpaHuM4yeHusiMu (MPoTUBOPEYUBbLIE pPe3y/bTaThl, | BO3MOXHO B 60/bLUMHCTBE
MEeTOA0NOrM4YeCcKne OWNOKM, KOCBEHHbIE

UK ciyYarHble U T.0.), TM60 APYruX BECKMUX

NpUMEHEHWE KOTOPOMK

cly4aeB
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ocHoBaHuaX. lanbHewnwmne nccnefosaHus (ecnu
OHU MPOBOAATCS), BEPOATHO, OKaXKyT BNUAHWE
Ha Hally yBepPeHHOCTb B OL,eHKe COOTHOWEHNA
NoNIb3bl U PUCKa U MOTYT UBMEHUTL €€

Mpu M3N0XKEHUN TEKCTa CTaTbM NPUBOAATCH CUNa PEKOMeHaLmni (1, 2) Ha OCHOBaHWM COOTBETCTBYIOWMX YPOBHEN AoKa3aTtenbeTB (A—C)
MHOMKaTOPbl AOOPOKaYecTBEHHOW NpaKTUKK (good practice points, GPPs). OnpegeneHune ypoBHA GPP BO3MOXHO MpW AOCTUXEHWU
KoHceHcyca Paboyen rpynnon. PekomeHayemas fo6poKavyecTBEHHas MpakTtMka 6a3upyeTcs Ha KIMHWMYECKOM OnbiTe 4neHoB Paboyen
rpynnbl No pa3paboTke peKoMeHAaLMit.



Ta6nuuya 2. Cxema OLEHKM YPOBHA pekomeHaauni (OKoHYaHue)
Table 2. Guidelines Level Assessment Scheme (continued)

CteneHb OCTOBEPHOCTH
peKkomMeHAauun

CoOTHOLWIEHHEe pUCKa
Y npeumyliecTB

MeToponoruyecKkoe KauecTBo UMeEIOLLUXCA
AOKa3aTeJ/ibCTB

NMosicHeHUA N0 NPUMEHEHUI0
peKoMmeHaauun

1C

CunbHasa peKkoMeHaaLms,
OCHOBaHHada Ha
AOKa3aTeNbCTBax HU3KOro
Ka4yecTBa

Monb3a, BEPosiTHO, ByAeT
npeBanuMpoBaTb Haj
BO3MOXHbIMU PUCKaMU

1 3aTpaTamu, 60
Hao6opoT

[lokazaTenbCcTBa, OCHOBaHHbIE Ha
06CcepBaLMOHHbIX UCCIeA0BaHUSAX,
6eCCUCTEMHOM KSIMHUYECKOM OMbITe,
pe3ynbratax PKU, BbINONHEHHbIX C
CyLLeCTBEHHbIMK HepgocTaTKkaMu. Jlio6as oueHKa
abdeKTa pacueHnBaeTCs Kak HeonpeaeneHHas

OTHOCMUTENIbHO CUJIbHAs
pexkomMeHaauua, Kotopasa
MOXeET ObITb UBMEHEHA NPH
nony4eHnn JoKasaTeslbCTB
6osee BbICOKOro KayecTsBa

2A

Cnabasi pekomeHaaums,
OCHOBaHHas Ha
[OKa3aTeNbCcTBax
BbICOKOIO KayecTBa

Monb3a conocTasnma ¢
BO3MOXHbIMWU PUCKAMM U
3aTpaTamu

HapexHble joKa3aTeNbCcTBa, OCHOBaHHbIe

Ha XOPOLLO BbINONHEHHbIX PKU nnn
NOATBEPKAEHHbIE APYTMMMU HEOMPOBEPKUMbIMU
[aHHbIMW.

[anbHelwwne uccnenoBaHma Bpsa M UBMEHAT
Hally yBEPEHHOCTb B OLLEHKE COOTHOLWEHMS
Nnonb3bl U pUCKa

Cnabasi pekomeHaaums.
Bbi6op HannyyLen

TaKTUKK ByaeT 3aBUCETb

OT KJIMHUYECKOW CUTYaLLMK
(06CTOATENLCTB), NALMEHTa UK
COLManbHbIX NPEeANoYTEeHUH

2B

Cnabasi pekomeHaaums,
OCHOBaHHas Ha
[lOKa3aTeNnbCcTBax
YMEPEHHOro KayecTBa

MNMonb3a conoctaBuma

C pUCKamu u
OC/IOXHEHWAMM, OJHAKO
B 9TOM OLIEHKE eCTb
HeonpeaeneHHoCTb

[loKkazaTenbCcTBa, OCHOBaHHbIE Ha pe3dynbTaTax
PKW, BbINONHEHHbIX C CYLLECTBEHHbIMU
orpaHu4yeHMaIMuU (NPOTUBOPEYNBbLIE PE3YNbTaThl,
MeToaonornyeckme gedeKTbl, KOCBEHHbIE UK
clly4alHble), UK CUNbHblE AOKa3aTeNbCTBa,
npeAcTaB/ieHHble B KAKOW-NM60 apyrow

dopme. lanbHenwme nccneaoBaHus (€Cnm oHu
NPOBOAATCS), CKOPEE BCEr0, OKaXKyT BAUSHME
Ha Hally yBEPEHHOCTb B OL€HKE COOTHOLLEHUS
Nonb3bl U pUCKa U MOTYT UBMEHUTb e€e

Cnabasi pekomeHaaums.
AnbTepHaTUBHAsA TakTWKa B
onpefeneHHbIX CUTyaLmax
MOXKET ABUTbCS N1 HEKOTOPbIX
nauMeHToB Ny4LUM BbIGOPOM

2C

Cnabasi pekomeHaaums,
OCHOBaHHas Ha
[OKa3aTeNbCTBaX HU3KOro
KayecTBa

HeoaHo3Ha4YHOCTb

B OLL€HKE COOTHOLWEHMSN
Nosb3bl, PUCKOB

N OCNOXKHEHWUN.

Monb3a MOXKET 6bITb
conocraBunmMa ¢
BO3MOXHbIMU PUCKAMU U
OCNOXHEHUAMM

[lokasaTenbCTBa, OCHOBAHHbIE Ha
06cepBaLMOHHbIX UCCeoBaHUsX,
6€CCUCTEMHOM K/IMHUYECKOM onbiTe, nnn PKU ¢
CyLLECTBEHHbIMM HeagocTaTKamu. Jlio6as oLieHKa
addeKTa pacLueHnBaeTCs Kak HeonpeaeneHHas

OueHb cnabasi peKkoMeHAaLums;
anbTepHaTUBHbIE NMOAXOAbI
MOTYT GblTb UCMONb30BaHbI B
paBHOM CcTENEHM

lMpumeyarne. B Tabnunue umdpoBoe 3HaYeHne COOTBETCTBYET CUNe peKoMeHaaumnin, 6yKBEHHOE — YPOBHIO AoKa3aTenbHoCcTU. PKU — paH-

AOMU3NPOBaHHOE KOHTPOIMpyEMOE UCCneLoBaHUE.

Note. In the table, the numerical value corresponds to the strength of recommendations, the letter value — to the level of evidence.

RCT — randomized controlled trial.

KommeHTapuni. [Ins NOATBEPKAEHUSA UAU UCKTIOYEHUS
MWOKapauTa (B COBOKYMHOCTU C ApYyrMmMu MeTodamu obene-
[0BaHus).

* PeKoMeHA0BaHO NpoBeAeHNE OLEHKM YPOBHS 3NEKTPO-
nnToB KpoBsHu [1, 4] (cuna pekomeHgaumn 2; JocToBep-
HOCTb JOoKa3aTesbeTB A).

KommeHTapui. Jns UCKNIOYEHUSA 3NTIEKTPOJSIUTHBIX Hapy-
LUEHWIN KaK NprymrHbl XK3.

e PeKOMeHO0BaHO UccnegoBaHWe rOPMOHOB LWMTOBUAHOM
wenesbl [1, 4] (cnna peKomeHpauun 2; JOCTOBEPHOCTb
JloKa3artesibeTB A).

KommeHTapui. C Uenbio UCKIOYEHUS TUNep- U rmno-
QYHKLMK LWMTOBUAHON Xenesbl. Kpome Toro, aToT aHanus
Heo6Xx0AnM NS NaUMeHTOB, NONyYatoWwmnX aM1ogapoH.

UHCcTpyMeHTanbHaA AMarHocTuKa
e PeKoMeHOOBaHO MNpoBedeHUE 3neKkTpoKapauorpadum

[2, 9] (cmna pekomeHgauuim 1; JOCTOBEPHOCTb [JOKa3a-

TEe/bCTB A).

KommeHTapui. dnektpokapanorpadus B 12 oTBEAEHMU-
S1X B COCTOSIHUU MOKOS, B OpTON0ONoXeHn 1 nocne 10 npuce-
OaHWN C LUEeNbio BbiIBNEHUS peakunn K3 Ha MUHUMASbHYIO
dun3myecKyto Harpy3ky. OLueHKa COCTOsHUSA npoLuecca peno-
napusaumn, npoaomKuTensHoctM nHtepsana QT, uHTepBa-
NOB CLENNEHNS, HaNYUSA CIMBHBIX KOMMIEKCOB.

OneKkTpoKapanorpaduyecknummn Kputepuamu K3 asns-
I0TCH HanM4mne NpexAeBPEMEHHbIX COKPALLEHWUI Kenyaoy-
KOB C AedOpMMPOBaHHbLIM LWMPOKMM KomninekcoMm QRS
(>60 mc y geten po 1 roga; >90 mc y geten ot 1 roga Ao
3 net; >100 mc y geten 3—-10 neT; >120 mc y geten ctap-
we 10 neT), pe3Ko oTauyalwmmcs no mopdonorum ot
QRS-KOMMNIEKCOB OCHOBHOIO CMHYCOBOro putma. 3y6ubl P
OTCYTCTBYIOT, MONOXUTENbHbIE WAU WHBEPTUPOBAHHbLIE,
PErncTpuUpytoTCa Mocne Kenyao4KoBOro KOMMJEeKca, cer-
MeHT ST u 3ybeL, T AUCKOPAaHTHbI 3KCTPaACUCTOMYECKOMY
Komnnekcy QRS; BO3MOXHO Hafinine CAMBHbLIX KOMMNEK-
coB. enyao4ykoBble KOMMIEKCHl MOTYyT ObiTb NOYTU He
paclupeHbl AKX paclUMpeHbl HE3HAYUTENBHO Npu K3 13
OCHOBaHMWSA BbICOKOPACMO/IOXEHHOIo 3aJHEHWUXKHEro pas-
BETB/IEHUSA NIEBOM HOXKM MNy4yKa [uUca wamM c ydacTvem
MaKpOPMEHTPU MO HOXKaM nyyKa luca (puc. 1, 2).

Tonuyeckaa HeMHBa3MBHasa guMarHoctuka X3 no gaH-
HbiM IKI npoBOAMTCS HA OCHOBaHWK psija anropuTMOB.

MpaBoXenyao4KoBble 3KCTPACUCTONbI (PUC. 3) Xapak-
TepusytoTcs MOPOONOrMen Kenyaqo4KoBOro KomniaeKkca no
TMNy 610Kajbl NEBOM HOXKKM nyyKa [Wca, neBoxenynou-
KOBble — Mo Tuny 670KaAbl NpaBOM HOXKW nyyka [uca
(puc. 4). aHHoe NpaBuNO UMEET UCKII0YEeHMS, 06yCnoB-
NneHHble Tem, 4To SKI oTparkaeT B 60/ibllei cTeneHn cy6-
anNuMKapAnaibHble 31EKTPOPU3MONOrMYECKNE NPOLECCHI,



Puc. 1. 3Kl pe6eHKa B Bo3pacTte 15 neT ¢ neBoXeNyao4KoBon
(dacumnKynspHoOmM) aKCTpacucTonmen (M3 nepeaHen BETBM NEBOM
HOXKM Ny4Ka nca)

Fig. 1. ECG of a child aged 15 with left premature ventricular
(fascicular) contraction (from the left anterior fascicle)
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lpumeyaHue. Pe3Koe OTKIOHEHME 3NIEKTPUYECKOM OCK cepaLa
Bnpaso (yron a=+122°). Mopdonorua QRS no tuny 6nokaasbl
npaBoM HOXKM Nyyka Mca gR B V1. R/S B oTBefeHun V5-6 <1.
QRS 140 mc.

Note. A sharp deviation of the electrical axis of the heart to the
right (angle a=+122°). Right bundle branch block type-paced QRS
morphology gR in V1. R/S in leads V5-6 <1. QRS 140 ms.

a 3KCTPACUCTONbI, UCXOASAWME M3 30H, PACMONOMKEHHbIX
3HAOKapAnanbHO, MOTyT MU3MEHSTb CBOO Mopdonoruio,
npeojofieBas 3Ha4YUTENbHOE pacCTOsiHWE OT 3HAOKapaa
K anuKapay.

e PeKOMeHAOBaHO MpPOBeAEHWEe CYyTOYHOrO MOHMTOPMPO-

BaHusa IKI [1, 5, 9].

KommeHTapui. B npouecce 24-yacoBon 3anucu KM
OLleHMBAETCA KO/MMYEeCTBEHHaAs XapaKTepuCTUKa Mnapok-
CM3MOB KEeNyJo4YKOBOM TaxMKapAuW, UX MPOAOIKMUTENb-
HOCTb, 3@aBUCMMOCTb OT BPEMEHMU CYTOK, PpU3U4YecKoMn
M AMOLMOHaNbHOW aKTUBHOCTU; MPOBOANTCS aHaNU3 cobbl-
TWUI, HENOCPEACTBEHHO NPEALECTBYIOLMX Pa3BUTHUIO 3ana
KEeNyLOUYKOBOW TaxmKapauu (naysbl puTma, 6paankapauns,
CUHYyCcOBaa TaxuKapaus, CyYnpaBeHTPUKYNAPHbIE apuT-
MWW, KeNnyao4yKOBblE 3KCTPACWUCTONbI); MPOBOAUTCA OLEH-
Ka anuTtenbHocT uHTepBana QT v anbTepHauusa 3ybua T.
[JononHNTENbHO OLEHUBAIOTCS YaCTOTHbIE XapaKTEPUCTUKM
6a31MCHOr0 CMHYCOBOro pMTMa B AHEBHOE M HOYHOE Bpe-
MS, nay3bl CepAeyHOro puima, BapuMabenbHOCTb M LMp-
KagHOCTb pUTMa. BbiiBNeHWe CconyTCTBYIOLWMX HAPYLLEHUI
puUTMa 1 NPOBOAMMOCTU MOXKET MOBMMATL Ha BbIGOP aHTU-
apuTMMyecKon Tepanuu B fajbHenwem. A B rnpolecce
Nle4yeHuns wenygqoykoson Taxmkapaum metogq CMIKI asna-
€TCA OCHOBHbIM N9 OLEHKM 3DPEeKTMBHOCTU Tepanuu,

Puc. 2. 3Kl pebeHKa B Bo3pacTe 12 neT ¢ 1eBOXeNyA04KOBOM
(dacumMKynsspHOM) IKCTPacUCToNneEN (M3 3aaHEN BETBU IeBOM
HOXKM Ny4Ka nca)

Fig. 2. ECG of a child aged 12 with left premature ventricular
(fascicular) contraction (from the left posterior fascicle)
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lNpnmedaHue. Pe3Koe OTKNOHEHME 3/IEKTPUYECKOM OCK cepaua
BneBo (yron a=-83°). Mopdonorus QRS no tmuny 6nokaabl npasom
HOXKM ny4yKa Mca qR B V1. R/S B oTBegeHummn V6 <1. QRS 130 mc.

Note. A sharp deviation of the electrical axis of the heart to the
left (angle a=-83°). Right bundle branch block type-paced QRS
morphology gR in V1. R/S in leads V6 <1. QRS 130 ms.

Puc. 3. 3KI pebeHka B Bo3pacTe 10 neT ¢ }Kenyao4KoBown
3KCTPACUCTONUEN U3 BLIBOAHOIO OTAENA MPABOro *KenyaoyKa

Fig. 3. ECG of a child aged 10 with premature ventricular
contraction from the right ventricular outflow tract
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MpumevaHune. AneKkTpruyeckas ocb cepaua +90°. Mopdonorus
QRS: rsl; +RII, +RIIl (neperopoaka). Mopdonorua QRS B V1: QS.
QRS 160 mc.

Note. Electrical axis of the heart +90°. QRS morphology: rsl; +RlII,
+RIIl (partition). QRS morphology in V1: QS. QRS 160 ms.
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Puc. 4. 3KI pebeHKka B Bo3pacTe 13 neT ¢ Kenyao4KoBOW 3KCTPACUCTONMEN U3 BbIBOAHOMO TpaKTa N1€BOro Xenyaovka
Fig. 4. ECG of a child aged 13 with premature ventricular contraction from the left ventricular outflow tract
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lMpumeyarHne. OTKIOHEHWE INEKTPUYECKON OCK CepALLa B 9KCTPACUCTONIMYECKOM KomnneKce Bnpaso (yron a=+104°). Mopdonorusa QRS:

QSI; +RII, +RIll. Mopdonorus QRS B V1: RS. QRS 140 mc.

Note. Deviation of the electrical axis of the heart in the extrasystolic complex to the right (angle a=+104°). QRS morphology: QSI; +RlI,

+RIIl. QRS morphology in V1: RS. QRS 140 ms.

OKa3blBas CyWeCTBEHHYIO MOMOLLb B XO4E €e KOppeKuuu
W B Nepuof oTMeHbl NnpenapaTtoBs. 19 TONMYeCKoM agnarHo-
CTUKM XKeNyLo4YKOBOW TaxuMKapanu Heobxoaumo nposeje-
Hue 12-KaHanbHoro CM3KI.

° PeKkomeHAOBaHO nposejeHne Npobbl C AO3UMPOBAHHOM

$un3nyecKom Harpyskom [2, 9.

KommeHTapui. Ctpecc-TecTbl (Be03promerpus,
TpeAMUN-TECT) NPOBOAATCH C LEbl0 WUCCNeLOBaHUA 4yB-
CTBUTENBbHOCTU XKENYyAO4YKOBOW TaxmKapanun K Gu3nyecKomn
Harpy3ke, BbIIBNEHUS NPEeAnoNOXMUTEIbHON Baro3aBuUCH-
MOM M CUMNATO3aBUCMMOMN KeNyAOYKOBOM TaxuKapauu,
onpeaeneHuns agantaunu Htepsana QT K Harpyske (y 601b-
HblX 6€3 CMHKOMNalNlbHbIX COCTOSHUIN B aHamHe3e; B Kabu-
HeTe, YKOMMNIEKTOBaHHOM 060pyAOBaHWEM AN Hapy*KHOM
KapauoBepcunm).

* PeKomeHA0BaHO NpoBeaeHne axokapanorpadun [1, 9.

KommeHTapui. Lenbio nccnefoBaHusa ABNAI0TCA U3Y-
yeHne MoOpOOMETPUYECKUX XapaKTEPUCTUK cepaua (pas-
Mepbl KaMep, CTPYKTYpHble 3aboneBaHus cepLa, ornyxonu
W Op.); BbIIBAEHWE MNPU3HAKOB apUTMOTrEHHOM AUCOHYHK-
UMW MWOKapha; oueHKa reMoAuHaMM4eCKOM 3Ha4MMOCTH
(3 DEKTUBHOCTH) IKCTPACUCTONINU; OLLEHKA COCTOAHMUSA
MUOKapAa B 3KCTPACUCTONMHECKOM KOMMIEKCE M Ha CUHY-
COBOM pUTME.

* PeKomMeHAOBaHO MpPOBEAEHWEe MarHUTHO-Pe30HaHCHOM

Tomorpadun cepaua [8, 9] (cumna peKomeHpgaumm 2;

[0CTOBEPHOCTb JoKa3artesbeTB C).

KommeHTapui. Lenbio aBnseTca nposegeHne GyHKLUK-
OHalbHO-MOPGONOrMYECKOro aHanM3a NpaBoro M NIeBOro
JKENyAO4YKOB, a TaKXe CTPYKTYpHOro aHanu3a MWoKapaa
(dnbpo3HbIE U PYyOLOBbLIE UBMEHEHUS, 30HbI OTEKA, TMNOMa-
TO3, ONyXonu 1 ap.) y aeten ¢ 3. 310 nccnegoBaHue Hambo-
flee BaXHO y NaLMeHTOB C NOLO3PEHUEM Ha apUTMOTEHHYIO0
OUcnnasnio NpaBoro xenyaoyka [9].

WUHaa puarHocTuka
e PeKoMeHOOBaHa KOHCyabTauuWsa Bpada-reHeTuka [11,
12] (cnna peKomeHpauun 2; JOCTOBEPHOCTb JOKa3a-
TenbcTB C).
KommeHTapui. oKasaHa 4/ieHaM CEMEN, B KOTOPbIX
€CTb POACTBEHHMKM C apUTMOrEHHOM AMCnna3ven NpaBoro
wenyaoyka [9].

ANODEPEHLUMUAJIBHAAA AUATHOCTUKA

AnddepeHunanbHasa AnarHoCTMKa NPoBOANTCS C cyrnpa-
BEHTPUKYISAPHONU 3KCTPacucTonen ¢ abeppaHTHbIM Mpo-
BeJEHMEM Ha OCHOBAHWM HaNU4Ms CAMBHbLIX KOMMIEKCOB
M 4acTo BbIIBASIEMOr0 CHUXXEHMUS dpaKuun Bbibpoca B IKC-
TPacUCTONMYECKMX KOMMIeKcax npu 3, a TaKkkKe ¢ xesy-
[JOYKOBOM napacucTosineil Ha OCHOBaHWKU Gonbluen Bapw-
abeNbHOCTM MHTEpBana CLENNEeHUs Mexay HOpMalbHbIM
M 3KCTPACHCTONMYECKUM COKpPALLEHWEM U BbISBNEHWUS OMNpe-
OENEeHHOM PUTMMUYECKOM aKTMBHOCTWM MapacUCTOIMYECKOro
ovyara.



NEYEHME®

Jetn ¢ K3, Kak nNpaBuo, HE HYXXAAIOTCA B HEOTOXHOMU
Tepanuu.

PeweHne o Hauyane Tepanuu Ang neyvyeHus Hacton X3
y IeTel 3aBUCHUT OT BO3pacTa, HalMyna CUMNTOMOB 3a6one-
BaHWS, CONYTCTBYIOLEN NaTONOrMKU CepaLa U remoanHaMu-
YECKUX BAUAHUIA 3.

C yyeTom O6POKAYECTBEHHOIO TEYEHMS MANOMNATUYECKMX
K3 B 60nbWMHCTBE Cny4yaes nedyeHns He TpebyeTcs [2, 9].

PeweHne o Ha3HauyeHun Tepanuu, BbiGOpe npenaparta
WM onpeaenieHne MoKasaHui Ans NpoBefeHus paauoya-
CcTOTHOM abnsunn (PHA) cybeTpata O AomKHbI 6bITb CTPOTO
WHAMBWAYANbHbIMWU, C OLEHKON M COMOCTaB/IEHNEM MOMb3bl
OT TEpanumn 1 PUCKOB BO3MOMKHbIX OCNTOXHEHWMN.

BbiGOpP TaKTUKHM JiIe4eHUs feTen
C XXenyAo4KOBOW 3KCcTpacuctonuen

* PeKoMeHA0BaHO NMPOBeJeHMEe KOMIMIEKCHOro o6ceneno-
BaHMs 6€CCUMMTOMHbIM MauueHTam ¢ yacton K3 mnu
YCKOPEHHbIM MANOBEHTPUKYASPHBIM PUTMOM, UMEIOLLNM
HOPMasbHYIO COKPaTUTENbHYIO CNOCOGHOCTL MUOKapaa.
He pekomeHaoBaHbl MeaMKameHTo3Haa Tepanua n PYA
[9] (cnna perkomeHpgauui 1; 4OCTOBEPHOCTb AOKa3a-
TenbeTB C).

e [letam ¢ 4yacton X3, KoTopas gBunacb NPUYMHON pas-
BUTUS @apUTMOTreHHON ANCOYHKLMM MUOKapAa, PEKOMEH-
[OoBaHa aHTMapuTMuyecKas tepanusa unu PYA [9] (cuna
pexkomeHaaumnn 1; 40CToBEePHOCTb AoKa3aTenbcTB C).

* PekomeHZoBaHO Ha3HayeHue [B-6/10KaTOPOB Yy acuM-
NTOMHbIX MNALUMEHTOB C YacToW MAM nonumMopdHom K3,
a B cnyvyae uUx HeadPeKTMBHOCTU MOXKET OblTb OnpaB-
[laHO MpuUMeHeHWe 6NIoKaToOpPOB KajbLMEBbIX KaHanoB
[2, 9] (cmna pekomeHaauu 2; JOCTOBEPHOCTb [JOKa3a-
TenbcTB C).

e B rpynne peten ¢ pegkon 3 u ee xopowen nepe-
HOCMMOCTbIO PEKOMEHA0BAHO TONbLKO MpoBeAeHue
KOMMJIEKCHOrO 06cneaoBaHusa (cuia pekomeHaaumn 1;
JIOCTOBEPHOCTb A0OKa3atenbCeTB C).

e PeKOMEHJ0BaHO paccMOTpeTb BOMPOC 06 aHTUapuUT-
MUYECKOMN Tepanuu B-610KaTopamMu Uan O NPOBEAEHMU
PYA cy6cTpata apuTMuK NpuU HanuM4ymm y naumneHTa cum-
NTOMOB 3a60/1€BaHNUS, KOTOPblE KOPPEIUPYIOT C YacTon
KeNyao4YKOBOM 3SKTOMWEW WMNIM YCKOPEHHbIM WAMOBEH-
TPUKYNSPHBIM putMoM [9, 13] (cuna peKomeHaaumn 2;
JIOCTOBEPHOCTb A0Ka3atenbCeTB C).

e [lpn Hanunymm y pebeHKa 4YacTon wmaM NoAMMOpPGOHON
X3 B cnyvae HeabdekTMBHOCTM [-610KATOPOB UK
6/10KaTOPOB KaslbLMEBbLIX KaHaNOB PEeKoMeHA0BaHO
MCMONb30BaHWEe aHTUAPUTMUYECKUX npenapaToB | nam
Il KnaccoB (cuna peKomeHpauun 2; AOCTOBEPHOCTb
Jnoka3zatesnbcTB C).

KoHcepBaTuBHOE ne4yeHue

KoHcepBaTMBHas (MeanKameHTo3Has) Tepanus oCHOBa-
Ha Ha KOPPEKLIMM OCHOBHbIX NaToOU3MONOrMHECKUX MeXxa-
HM3MOB pa3BUTUS KO K BKOYAET KOPPEKLMNIO MeTaboun-
YECKMX HapylleHur, BO3AENCTBME HA HEMpOBEreTaTUBHYIO
OCHOBY apUTMUK U KOHKPETHbIN 3N1eKTPODU3UON0TrMYEeCKUIM
MEXaHU3M apUTMUM.

Llenb meankameHTO3HOM Tepanuun X3 — npeaoTBpaTuTb
pasBuUTUE apUTMOreHHON aAnchyHKUMK MUOKapaa 1M BoccTa-
HOBWUTb CMHYCOBLIN PUTM.

Moa6op aHTMapUTMUYECKUX nNpenapaTtoB MNpPoBOAAT
cTporo noa KoHtposnem 3Kl 1 XonTepOBCKOro MOHUTOPUPO-
BaHWS C y4€TOM A03 HaCbIWEHUS U UMPKaLHOro XxapakTtepa
apuTMun. MaKkcumyMm TepaneBTUYECKOro AencTBUS npena-
paTta uenecoobpa3Ho paccyuTbiBaTh C y4ETOM TOrO, B Kakue
nepuoabl CyTOK MaKCHmasnbHO BbipaxeHa 3. UcknoyeHne
COCTaBNSAOT npenapaTbl AAMTENbHOIMO AEWUCTBUS W aMMO-
AapoH. MNMoaaepkuBaowas 4o3a aHTMapUMTMUYECKOro npe-
napata onpeaensieTca WHAWBMAYyanbHO. [pu yBenuyeHuu
NPOAOIKUTENBHOCTU MHTepBana QT 6onee 4em Ha 25% oT
nexogHom npenapartsbl Il Knacca oTMeHSAIoTCS.

[ns neyeHns MHOTMX GOPM XKeNyA0HKOBbIX apUTMUI Npe-
napatamu nepBoro psga asasoTca B-610KaTtopbl. Y4UTbiBas,
4TO 3TO Hanbonee 6e3onacHble aHTUapUTMUYECKMe npena-
paThbl, le4eHrne pa3yMHO Ha4yMHaTb UMEHHO C HKX, @ NPU KX
HEaPODEKTUBHOCTU NMPUXOAMUTCA OCYLLECTBAATb NocneaoBa-
TenbHbIM Nog6op npenapaToB ApYruMx Knaccos. baokaTopsl
KaNbLMeBbIX KaHanoB ABAATCA adPEeKTUBHbIMKU Npenapa-
TaMu ANs NeYeHns KenyLoyKoBbIX apUTMKUIA, XOTS OHU, Kak
npaBufio, He peKoMeHaylTCcs geTaMm mnagwe 12 mecsaues
M3-3a PUCKa Pa3BUTUSA TAXKENbIX FTEMOAUHAMUYECKUX OCNOXK-
HeHun [2, 9, 14-16].

° PeKoMeHJOBaHa KOHcepBaTMBHas, aHTMaApUTMUYecKas
Tepanusa B KayecTBe MeToda fle4yeHus y nauuMeHToB
C 4acTOh MM NOAUMOPGPHON IKCTPACUCTONMEN, B TOM
yucne Korga aKCTPacuCToNus siBMNacb NPUYMHON pas-
BUTUSA ANCOYHKLMS MUMOKapaa [2, 9] (cnna pekomeHaa-
umni 1; JoCTOBEPHOCTb JOKa3aTebeTB B).
KommeHTapui. B Poccuiickon Penepaummn 3apernctpu-

poBaHbl cregylolme aHTMapuTMUYecKue npenapaTbl Ans

NleYeHuUs Kenyao4KoBOM 9KCTPACUCTOUK:

1) nponpaHonon’X — HeceneKTUBHbIN B-6NIOKATOP, KOTOPbI
BnusieT Ha B1- u B2-aapeHopelenTopbl. O6GnagaeT oTpu-
LaTeNbHbIM XPOHO-, APOMO- U MHOTPOMHBLIM AENCTBUEM.
CyTo4yHas fo3a — 1-4 MI/Kr B CYTKM (2—4 pa3a B [IeHb);

2) aTeHonon™ — KapguocenekTuBHbIA B1-GnokaTop.
O6napaet oTpuUaTe/lbHbIM XPOHO-, APOMO- U MHOTPON-
HbiM aencTBueM. CyToyHas go3a — 0,5-2 Mr/Kr B CyTKHK
(1-2 pa3sa B aeHb);

3) nponadeHor™ (IC Knacc), 6N1oKMpya BbICTPble HaTpUe-
Bbl€ KaHaflbl, BbI3bIBAET CHU}KEHNE CKOPOCTKU AEeN0Napu-
3auun u yrHetaet dagdy O noTeHuMana AeNCTBUSA U ero
amnAuTyay B BOJSIOKHaX [ypKUHbEe M COKpaTUTENbHbIX
BOJIOKHAX XeNygo4yKoB, YrHeTaeT aBTOMaTU3M; 3aMej-
NeT npoBeAeHne UMMynbca MO BOSIOKHAM [MypKUHbLE;
obnajaeT oTpuuaTeNbHbIM WMHOTPOMHLIM AENCTBUEM.
CyToyHas gosa — 7-15 MI/Kr B CYTKM (3 pasa B AeHb);

4) nannakoHuTWHa ruapo6pomua™ (IC Knacc) yruetaet npo-
BeJeHWe UMNYIbCOB NO NPOBOASALWMM CTPYKTYpam cepa-
La — npeacepavsam, npeacepaHo-Kenyao4KoBoMmy y3ny,
cucteme Tuca—lypKuHbe; 61O0KMPYET HAaTPUEBbLIE KaHa-
Nbl MeM6BpaH KapanoMuounToB. CyTouHas o3a — 1 Mr/Kr
B CYTKM (3 pa3a B [1eHb);

5) Bepanamun’™ — 610KaTop KanbLMEBbLIX KaHanos, o6na-
[JaeT oTpULaTebHbIM XPOHO- U UHOTPOMHbBIM LENCTBUEM.
CyTo4Has fo3a — 3—7 MI/Kr B CYTKM (2—3 pa3a B AeHb);

[aHHble KNMHUYECKMe pekoMeHJaluun pa3paboTaHbl C y4eTOM CnefytlolmMx HOpMaTUBHO-NPaBOBbLIX JOKYMEHTOB: MNpuKka3 MuHucTepcTBa

3[paBoOOXpaHeHUs U coumanbHoro passutusa PP ot 25 okTabps 2012 r. N2 440H «06 yTBepxaeHUH MNopsaka okasaHua MeauLUHCKON
NMOMOLLM NO NpodUNIo «JeTcKasa Kapanonorus» (3aper. B MuHiocte PP 4 pekabpsa 2012 r. Per. N2 26000) u Mpuka3 MuHUcTepcTBa 34pa-
BoOXxpaHeHuss Poccuiickon deaepaumn ot 15 Hoabps 2012 r. N2 918H «O6 yTBep)kaeHWn MNopsigka oKka3aHWUa MEeAULMHCKOWM MOMOLM
60/IbHbIM CEpAEYHO-COCYANCTBIMU 3aboneBaHnaMmn» (3aper. B MuHiocte PO 29 aekabpsa 2012 r. Per. N2 26483).

JlekapcTBEHHbIV NpenaparT, BXOAALMI B [lepeyeHb *XU3HEHHO HEOOXOAMMbIX U BaXKHEWLWMX NEeKapCTBEHHbIX NpenapaToB AN MeanULMHCKO-

ro npumeHexus Ha 2018 rog (PacnopsikeHue MpaButensctBa PP o1 23 okTabps 2017 roga N2 2323-p).
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6)

Puc. 5. ANropuT™ BeeHUs NaLneHTOB C XKenyao4KOBOM 3KCTPacucToinen

amuopapoH™ (lll knacc) cnoco6eH WHAKTUBMPOBATb
KanueBble KaHanbl B MeMOpaHe KapAMOMUOLIUTOB, YAIN-
HATb NOTEHLUKWan AENCTBUSA, yBeNnYMBaTb 9ODEKTUBHBIN
pedpaKTepHbIN NEPUOS KEeNYyA0HKOB U APYrUX CTPYKTYP.
O6napaet oTpuuaTebHbIM XPOHOTPOMHbLIM AENCTBUEM.
[o3a HacblweHna — 10 Mr/Kr B cyTKM (2 pa3a B AeHb)
B TeyeHue 10 gHel; noaaepmBatoLan gosa — 5 Mr/kr
B CYTKM;

coTtanon’ (lll Knacc) o6nagaeT oTpULATENIbHbIM XPOHO-
TponHbiM aenctBuem. CyToyHaa go3a — 1-2-4 Mr/Kr
B CYTKM (2 pa3sa B [ieHb).

OueHka apPpeKTUBHOCTH

MeAuKaMeHTO3HOoro nevyeHus X3

9pDEeKTUBHOCTb leveHns nanonatmyeckon X3 oueHu-
BaeTCs TO/IbKO Ha OCHOBaHWW perucTpauuu ee Bbipa-
JXEHHOCTU M XapaKTepa, OueHKM OYHKLMOHaNbHOro
COCTOSIHMS MUOKapaa. AHTMapuUTMMUYeCKur npenapaTt
cymTaeTcs 3OPEKTUBHLIM, €CAM NPU €ro Ha3HayYeHuu
KonuyecTBo I 3a CyTKM yMeHbllaeTca 6onee yem
Ha 50%, ynMcno napHbix K3 ymeHbllaeTcss He MeHee
yeM Ha 90%, M MONHOCTbIO OTCYTCTBYIOT MPOOGEKKM
KEeNyLO4YKOBOW TaxmKapauu. MNOCKONbKY aHTUapUTMu-
4yecKue npenapatbl MOryT 06n1agaTb NPOAPUTMUYECKUM
apderkTom, nytem CMOIKI MOHMUTOpPUpPYIOTCS TaKKe
cpefHune, MUMHUMalbHbIE U MaKCcMMalbHble NapaMeTpbl
4acTOTbl CEPAEYHbIX COKPaLLEHWUA B JHEBHOE M HOYHOE
Bpems, ANUTENbHOCTb MNay3 puTMa, U3MEHEeHue Lup-
KaZHOCTU apUTMUKU NOL AENCTBUME aHTUAPUTMUYECKUX
npenapaToB, ApyrMe HapylweHus puTMa M MNpoBoau-
MOCTU. APDEKTUBHOCTb NEYEHNS OLEHMBAETCH TaKKe
no napamMmeTpam LeHTpalbHON reMoANMHAMUKKN AaHHbIX
3XoKapauorpadmm Ha CUMHYCOBOM PUTME M B IKCTpa-
CUCTONIMYECKUX KOMMNEKcax (cuia pekomeHpaumn 1;
[I0CTOBEPHOCTb JoKazaTenbeTB C).

Mpun X3, pasBuBlenca Ha GOHe opraHMYecKon naTo-
noruu cepaua, oueHka apdOEeKTUBHOCTH NeYeHns 6asu-
pyeTcsl Ha aHaNnM3e U3MEHEHWI KIMHUYECKOro TeYeHums
OCHOBHOro 3abofieBaHus, CUMNTOMOB HeLOCTaTO4YHO-
CTW KPOBOOGPALLEHNUS; Ha perncTpaLumn BblparKeHHOCTH
W XxapakTepa apuTMuK No AaHHbIM OKI 1 o6asatenn-
Ho — CM3KT; Ha AMHaMKWKe pa3mMepoB nonocTen cepaua
M COKpaTUTENIbHOW CMOCOBHOCTM MUOKapAa Mo AaHHbIM

axoKkapaunorpaduun (cmna pekomeHgaumn 1; gocroBep-
HOCTb goKasaTtesibeTB C).

Xupypruueckoe neyeHue
K Xupypruyeckomy MeTofy NedYeHUs Kenyao4YKoBoWn

3KCTPACUCTOSIMM OTHOCUTCA MNPOBEAEeHWEe pagno4acTOTHOM
KaTeTepHOM abnsaLnn oHara KenyLoYKOBOMW IKTOMUM.

PaagunoyacTtoTHas a6asymnsa oqyara X3

MpoBeaeHne PYA oyara X3 pekomeHa0BaHO Npu Hanu-
YWMM Yy NaLMeHTa apuTMOreHHom gucdyHKLMM MUOKapaa,
obycnoBneHHon X3 [9, 13] (cuna pexomeHpaumn 1;
AO0CTOBEPHOCTb JoKa3aTesbeTB C).

KommeHTapui. PHA MoxeT OblTb NMPUMEHEeHa Kak

1-9 NIMHKUA Tepanuu TN60 Npu HE3IPPEKTUBHOCTU aHTUAPUT-
MUYECKOM Tepanuu.

PekomeHgoBaHo npoBedeHue PYA npu Hanuymm cuUM-
NTOMOB 3a60/1eBaHUs, KOTOPblE KOPPEIUPYIOT C YaCcToM
YKeNyao4KOBOW IKTOMWMEN WAU YCKOPEHHbIM WOMOBEH-
TPUKYNSPHbIM puTMOM [9, 13] (cuna pexkomeHaaunn 2;
AOCTOBEPHOCTb JoKa3aTesbeTB C).

XUpypruyeckoe neyvyeHue KenyaoyKoBOow apuTMUKU He
peKomeHayeTcsl Npu Hannymm 6eccumntoMHomn X3, Kor-
[a He MNporHosupyeTcs pa3BUTUE apPUTMOreHHOM AuC-
PYyHKUMM mMuoKapaa [9, 13] (cuna perkomeHpaumn 1;
AO0CTOBEPHOCTb JoKa3aTesbeTB C).

XUpypruyeckoe neyvyeHue KenyaoyKoBOow apuTMUKU He
pekoMeHAayeTca B Tex cnyyasx, korga X3 obycnosneHa
NPEexXoaaWMMN NMPpUYUHaAMU (OCTPbIM MUOKapPAMUT, TOK-
CUYeCKoe BIMSIHME MeauKamMeHToB v T.4.) [9, 13] (cuna
peKomeHgaumni 1; focTOBEPHOCTb AoKa3aTesbeTB C).

OyeHKa 3¢ppeKTUBHOCTH HHTEPBEHLHOHHOIO
neyeHns X3

9dpbEKTUBHOCTb PaaMo4acTOTHOM KaTeTepHOM abnsauuu
OLleHMBaETCs MHTPaonepaLnMoHHO Ha OCHOBaHUK CreLm-
anbHbIX 9NEKTPODU3NONOrMYECKUX KPUTEPUEB, a TaKKe
B nocreonepaumMoHHOM nepuoge Ha OCHOBaHUMU UcYHes-
HoBeHMA K3 no gaHHbIM CM3KT 1 oTaaneHHoMm nepuoae
(4epes 2 mecsaua nocne onepaunn) (cuaa peKomeHaa-
umi 1; nocToBepHOCTb JoKazaTenbeTs C).

Anropvt™ BeAeHuUs NaLMEHTOB C XeNnyLo4YKOBON 3KCTpa-

CUCTONMEN NpeacTaBneH Ha puc. 5, 6.

Fig. 5. Procedure for managing patients with premature ventricular contraction

MawuMeHT ¢ }Kenyao4uKoBOM IKCTpacucTonuen

/

AcumnToMHas K3
Hannune
ApUTMOreHHoOwM CMMNTOMOB

ONCOYHKUMM HET

! N

N

K3 Ha doHe obpaTumon

ApuTMOreHHas NPUYUHBI (OCTPbIV
OMCOYHKLUMNA MUWOKapAMT, TOKCUYecKoe
MUOKapaa B/IUSIHWE MEANKaMEHTOB

UT.A.

' !

AHTHMapuTMUYecKas JleyeHne ocHOBHOro
[IMCnaHcepHoe Tepanus 3a60neBaHUs
HablogeHme nnm [uncnaHcepHoe
PagnoyactoTHas HabnogeHne nocne
abnsaums BbI3A0OPOBNEHUS

lNMpumeyarHne. I — xenyaoyKoBas IKCTPACUCTONUS.
Note. PVC — premature ventricular contraction.




Puc. 6. Anroputm BeleHsi NaLMEHTOB C XeNy[04YKOBOM IKCTPaCUCTONNEN
Fig. 6. Procedure for managing patients with premature ventricular contraction

MaumneHT ¢ XKenyao04KOBOW IKCTPACUCTONIUEN

[dnarHoctuka

HET
KoHcynbraums [AunarHos
-
cneuunanucTa NoATBEPKAEH?
Nmetotca
HET
_ noKasaHus JleveHuve
K rocnutannaauumn? B aMBynaTopHbIX YCIOBUAX
Y
nA l
OA
JleyeHune B cTaumnoHape > Tepanusa apdeKkTuBHa?
HET
Y
MNokazaHo
XMpypruyeckoe
neyeHune?
HET OA
Y
PagnoyacTtoTHas abnauns
‘ CaHaTopHO-KypopTHOE P
neyeHue
Y
MOHUTOPWHI NauneHTa
PEABUJIUTALIUA Muonatui, C y4eToM MOTEHLManbHOM BO3MOXHOCTU pas-

MeanumMHCKON, GU3NYECKON M MCUXONOTMYECKON peabu-
NMTaumm 60MbHbIX Nocne uanedeHus ot KO He Tpebyetcs.
lMoKkadaHo caHaTOPHO-KYPOPTHOE NleYeHne B CaHaTOPUsAX Kap-
[IMONIOrMYECKOro nnu oblieneamaTpmnyieckoro npodbuns [2].

NMPO®UJIAKTUKA U AUCNAHCEPHOE

HABJIIOAEHUE

MpodunakTuka

Y nauMeHToB C KapAauanbHOW MaTosorMen, Takon Kak
BPOXAEHHbIV NOPOK cepaLa, B TOM YMCe Nocne Xupypruye-
CKOM KOpPPEKLMU BPOXKAEHHOIO NoOpoKa cepiua u Kapauo-

BUTWA }eNya04KOBOW TaxnKapanm Heo6XxoaMMo perynsipHoe
IMHaMKU4yeckoe HabnwaeHne (C o6a3aTe/lbHbIM NPOBEAEHMU-
em IKI, XxonTepoBCKOro MOHUTOPUPOBAHMUS M MO NOKa3aHu-
SIM CTpecc-TecTa).

BepeHue naumeHToB

C XenyAo4YKOBOW 3KCTpacucrtonuen

Bce naumeHTbl € XKenyao4KOBOW IKCTPACUCTONUEN HYXK-
JatoTcs B HaGNoAeHUM AETCKMM KapMonorom.

[etam ¢ peakon K3 B OTCYTCTBUM AaHHbIX 3a OpraHu-
yeckoe nopaxeHue cepaua AvHamuyeckoe HabnojaeHue
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ocyulecTBnseTcs 1 pa3 B rof v BkAoYaeT nposegeHune K
M CYTOYHOro MOHMTOpUpOBaHus JKT.

MepBuYHasa rocnuTanuMsauus B CrneunanM3npoBaHHoOEe
KapAnonorMyeckoe OTAaeNneHne cBfizaHa C 4MarHOCTMKOM
NPUYUHBbI HaCTOM KeNyAOYKOBOW IKCTPACUCTONWMK, BbIIB-
NIEHHON BMepBble, U MPOBeAEHUMEM ITMOTPOMHOro feye-
HMS. TTPOAOMKMUTENBHOCTL FOCNUTaNM3aunM onpeaensercs
OCHOBHbIM 3a60oneBaHneM.

Mpn Hanuuumn vacton KO y naumeHToB C Hanuyuem/
OTCYTCTBMEM NaTofiOrMK cepaua ambynatopHoe Habnto-
nexHune BrkModaeTr IKI, cyToyHoe MOHMTOpMpoBaHue IKI
W yNbTpa3BYKOBOE UCCNefOoBaHME cepaLa He pexke 0AHOro
pas3a B 6 MecsiLEB.

Mpu nporpeccupoBaHmMn X3 B xoae AWHAMUYECKOrO
HabNt4EHUS U/WNN MOSABAEHUMM CUMNTOMOB, CBS3a@HHbIX
C Hannymem 4acton K3 (YTOMASEMOCTb, FOIOBOKPYKEHME,
06MOpPOKHM), BbINONHAETCA BHEMNaHOBOe o6cnefoBaHue
B YCNOBMUSIX CTaLMoHapa.

locnutanmMsaumsa ocCyLecTBASETCS B chneunanmM3npoBaH-
HO€e KapanoJiorMyecKoe oTaeneHme ropofcKon / obnacTHon /
pecnyb/MKaHCKOM OEeTCKOM 60nbHUUbI. Llenb rocnutanusa-
UMK — onpegennTb Hannyme NokasaHui K Ha3Ha4YeHUo aHTH-
apUTMUYECKOM Tepanuun 1 Tepanmm XPOHUYECKOW cepaeyHom
HeJoCTaToO4YHOCTH; B cilydyae GOPMMPOBaHUSA apUTMOreHHON
AMCOYHKLMM MUOKapha — OnpeaenuTb Hannyne nokasaHum
4NS NPOBeAEeHNa SHAOKaPAMANbHOro aneKTpoduanonormye-
CKOro MCCNnefoBaHWA U PagMoyvacTOTHOM KaTeTepHoM abns-
UMW apuTMOreHHoro oyara. NpogonxuTenbHOCTb rocnuTanm-
3auuu onpegenseTcs TAKeCTblo COCTOSHMSA NauneHTa, HO He
[OMXKHa npeBblwaTtb 14 aHewn.

BonbHbIM, NONyYaloWUM 4AUTENbHOE IeYeHNE aHTUapUT-
Mu4yeckumu npenapatamu, K[ AofXKHA BbINOAHATLCA He
pexe 1 pasa B 3 mecsua (B KIMHO- U OPTOMONOXKEHUN);
CM3KI pekomeHayeTcs He pexe 1 pas3a B 6 MecslEB.
Pa3BuTMe HOBbIX, HE 3aperncTpMpoBaHHbIX paHee Hapy-
lWIeHWMN pUTMa cepaua, yanuHenune mHtepBana QT Ha 3KI,
NosiBNEHNE BHYTPUKENYAOUYKOBBIX U aTPUOBEHTPUKYAAPHBIX
6noKaf Ha GoHe npuema aHTMapUTMUYECKMX NpenapaToB
ABNAOTCH OCHOBaHWEM AN OTMEHbl aHTMapUTMUYECKOro
npenapaTa. Ha3HayeHne HOBOro nNpenapara ¢ aHTMapUTMu-
4yecKkum fencteuem -1V Knacca BO3MOXHO MOC/Ee OLEHKU
24-4acoBoro npoduns cepaeyHoro putMa nocne 3aseplie-
HWS Npeablaywero M3-3a pucKa ycyrybneHus npoapmutMo-
reHHoro apdekTa.

Mpn aAnTenbHOM Ha3Ha4YeHUMM amMuofapoHa B pexume
1 pa3 B 6 MecsLEeB pPeKOMEHAYEeTCS OLeHWBaTb pa3Mepbl,
cTpykTypy (Y3W) 1 ropmMoHanbHyl0 GYHKUMIO WKWTOBUAHOM
xenesbl.

B ycnoBusax CTOMKON MeAWKaMEHTO3HOW pemuccum K3
NPOBOAMTCS NaaHoBas OTMEHa Tepanuu, 1 Npu OTCYTCTBUM
3KCTpacucTonuu (He paHee 4em Yyepes 1 rog nocne nonHom
OTMEHbI Tepanuu) nepes CHATMEM C AWCNAHCEPHOro yyeTa
NPOBOAMUTCH KOHTPO/SbHOE ob6cnefoBaHue (C obsi3aTenb-
HblM npoBeaeHvemM IJKI, axokapaunorpabduu, cTpecc-TecTa,
XONTEPOBCKOrO MOHMTOPUPOBaHUS). MNpn OTCYTCTBUM XKeny-
[OYKOBOWM 3KTOMMYECKOW aKTMBHOCTWM MPOBOAMTCH CHATUE
C AMCNaHCEepPHOro yyeta C peKoOMeHAauusMu NpoBefeHUs
OKI nocne MHTEPKYPPEHTHbIX 3a60neBaHni U B LEKPETMPO-
BaHHble BO3PaCTHble Nepuoabl.

Mpn Hanuynn nokazaHun K nposegeHunio PHA nauwm-
€HT roCnUTaNU3npyeTcs B KapAMOXMPYPTrUYECKYID KAWUHU-
Ky, MMeIoLylo ONbIT NPOBEAEHUS TaKUX Oonepauun aeTam.
MpPOAOMIKUTENBHOCTDL FOCnNUTanM3aunn npu NPOBEAEHUU
PYA B cpeaHem cocTtaBnseT 7-10 gHew.

Mocne BbINONHEHUS MHBA3MBHOIO 3NEKTPODOU3NONIOIK-
4eCKOoro mccnegosaHus u onepaumm PHA yepes 2 mecsaua
W panee 4yepes 1 rog nposoauMtcs obcnegoBaHue (C 064-

3aTenbHbIM npoBeaeHvem KT, axokapanorpadbuu, cTpecc-
TecTa, XONTEPOBCKOIO MOHUTOPMPOBaHHS). Mpu OTCYTCTBUM
JlaHHbIX 3@ PELIMAMB XKeNya04YKOBOM IKCTPACUCTONUK U ApY-
rMe HapyleHuss puTMa cepaua Wau npoBoAUMOCTH, TPeby-
IOLMX HABIOAEHUA W NleYeHus, naLneHT CHAMAEeTCa C uC-
naHcepHoro yyeta.

BakuyuHauusa

PeweHne Bonpoca 0 BaKuMHaLUUK NPOBOAMTCS B UHAM-
BUAyaNlbHOM MOPAAKE B 3aBUCUMOCTM OT KIWHUYECKOrO
COCTOSIHUSA NauuneHTa, 3GOEKTUBHOCTU MEANKAMEHTO3HOIO
KOHTPOANS apuUTMUK, @ TaKXKe C Y4ETOM paHee BbISiIBAEHHbIX
NPOBOLMPYIOLWKNX GaKTOPOB (CBA3b MaHUdeCTaLUM apuTMUK
C MHPEKUMOHHbIM 3aboneBaHnem W T.4.). CneayeT yy4uTbl-
BaTb Ha/JM4yne CONyTCTBYIOLLMX 3ab60neBaHni, a TaKKe cep-
[e4YHOM HeOCTaTOYHOCTH.

Mocne paaukanbHon Koppekumn XKI (onepauma PYA)
npodunakTM4ecKkme MNpMBMBKM MPOBOASATCA B MJaHOBOM
nopsiAKe No MHAMBUAYaNbHOMY rpaduKy.

3aHaTUA cnopTom

MNauneHTam ¢ 6eccMMnTOMHOM peakon I npu oTcyT-
CTBMM COMYTCTBYIOWEN NATONOrMKU cepaua paspelleHbl
3aHATUS BCEMM BMAAMM cnopTa.

CnoptcmeHam ¢ 4acton X3 wn/unn MMerwum apuT-
MOreHHYl0 AUCOYHKLMIO MMOKapha LOMKHO OblTb PeEKOo-
MeHaoBaHO npoBegeHue PYA cyb6etpata aputmuun. locne
npoBeaeHus onepaumm PHA cy6etpaTa K3 yepes 2 mecsaua
npoBoauTCcs o6cnegoBaHue (C 0693aTeNbHbIM NPOBEAEHM-
em 9KI, axokapauorpadum, ctpecc-tecta, X0NTEPOBCKOro
MOHUTOPUPOBaHKS). MNpu OTCYTCTBMM AaHHbIX 3@ peunanB
YKeNyA04KOBOW 3KCTPACUCTONNKN U APYrUe HapyLWeHUs putMa
cepila paspelleHbl Bce BUAbI cnopTa.

MauneHTbl MOryT UMETb AOMONHUTENbHbBIE OrPaHUYeHKs,
CcBsi3aHHble ¢ 3aboneBaHWsIMMK, CTaBWWMKU NMPUYMHON pas-
BUTUS KENYAOHKOBOW TaxmKapanu.

AOMNOJ/IHUTE/IbHAAA UHOOPMALIUA,

BJ/INAIOLWLASA HA TEYEHME U UCXO[4

3ABOJIEBAHUA

Hanbonee nNporHoCcTMYeCcKM HebnaronpuaTHbLIMKU N0 CTe-
NeHU NPeXAeBPEMEHHOCTH ABMAIOTCA Harpy304Hble (CMmna-
TO3aBUCUMBbIE), @ TAKKE paHHKE U cBepxpaHHue K3, KoTopble
HaKnafblBalOTCS Ha HUCXOASLLEe KoneHo 3y6ua T, ero BepLun-
Hy MK BOCXoAsluee KOMeHOo, MHorga Ha KoHel, cermeHTa ST
npeawecTBYOWEro HopMmanbHOro Komnaekca QRS.

Kputepmun 6naronpusaTHOro MporHo3a — MOHOMOpdHas
X3, nogasnsiemas npu GU3MYECKOM HarpysKke; reMoauHa-
MUYECKKN cTabunbHasa (3ddeKTMBHas), He accoummMpoBaHHas
C OpraHMyecKow natonorven cepgua. B otcyTcTBMM OpraHuye-
CKOW NaToNorMmn Te4eHme aputMmnm ganTtenbHoe Bpems B 60/b-
WUMHCTBE CnyYaeB 6naronpusaTHOE, OAHAKO MPWU AJIMTENIbHOM
COXPaHEHWU KeNyLo4KOBOM TaxMKapaum B AETCKOM Bo3pacTe
perucTpmpyeTcs HapacTaHue BTOPUYHBIX K apUTMUKM Hapylue-
HWM reMOAMHaMUKK, YTO COMPSIXKEHO C Pa3BUTUEM HEAOCTATOM-
HOCTU KPOBOOGPALLEHNS U YXyALIEHWEM NPOrHO3a.

MporHo3 y aeten ¢ X3 Ha GpoHe opraHMYecKon nartono-
rMn cepaua 3aBUCUT OT IPDEKTUBHOCTU NE€HEHUS OCHOBHO-
ro 3a60seBaHNsa U CTENEHN KOHTPONS apUTMHUK.

OpraHnM3auMOHHO-TEXHUYECKME YCNOBUA U KPUTEPUH
OLIEHKM KayecTBa MEAMUMHCKOW MOMOLWM npeacTaBieHbl
B Tab6n. 3.

3AK/TIOYEHUE

HenynoykoBasi 3KCTPACUCTONUSA ABNSETCA YacTbIM Hapy-
LIeHMeM puTMa cepaua y aeten. B 6onblMHCTBE cnyvyaeB
netn ¢ X3 He npeabsaBnatoT anob. Hepeako 3 anaetcs



Ta6nunua 3. Kputepnmn oueHKn KavecTBa OKa3aHUa MeULMHCKOM MOMOLLM

Table 3. Criteria for assessing the quality of care

3axoKapanorpabus, CTPecc-TecTbl

YpoBeHb YpoBeHb
N2 Kputepui AOCTOBEPHOCTH y6eaAuTeNnbHOCTH
AOKa3aTeNbCTB peKomeHaauumn
1 BbINOAHEHO KNMHMKO-6MOXMMUYECKOE UCCIeJOBaHMUE KPOBH A 2
BbINOSIHEHbI CTaHAAPTHbIE METOAbI KAPAWOIOrMYECKOro 06CNeJ0BaHNS:
2 3NeKTpoKapanorpadus, CyTo4yHoe MOHUTOPUPOBAHWE INEeKTPOKapAMOorpamMmel, A 1

BbinosHeHa MarHMTHO-pe3oHaHcHas Tomorpadus cepaua ¢
3 KOHTPaCTUMPOBAHWEM U XUPOMOLABIEHUEM [ UCKITIIOYEHNS CTPYKTYPHOM C 2
naToorMK cepaLa y IETeN C eNyao4YKoBOM IKCTPACUCTONMEN

lpoBefeHa NPOTEKTOPHAsA aHTUapUTMMYECKas Tepanus naLmMeHTam ¢
4 4acToW UM MONMMOPPHOM KeNyA0HKOBOW 3KCTPACUCTONIMEN, B T.4. KOoraa B 1
3KCTPACUCTONUS CTasla NPUYMUHOM Pa3BUTUSA AUCOYHKLMK MUOKapAa

KeNyL04YKOBOW 3KCTpacucTonuem

BbinonHeHa pagnMo4actoTHag abnaumns oyara )enyao4KoBOM 3KCTPaCcUCTONUN
5 y naLmeHTa c apMTMOreHHon AnchyHKLUMEN MMOKapaa, 06yCNoBIEHHOM C 1

C/ly4anHOM OAMarHOCTMYECKOM HaxXOOKOM MpW ayCKynbTauuu
cepaua unu pernctpaummn K. Bo3mMoxKHbI anobbl Ha nepe-
6on B paboTe cepaua, CuibHble yaapbl cepaua, YyBCTBO
«3aMUpPaHns», «KyBblpKaHWs», HEXBATKK Bo3ayxa. [1ogo6Hble
OLLYLLEHUS AETU N UX POAUTENN MHOMAA TPAKTYIOT KaK «cepa-
uebueruer. Mpu aAnnTenbHom Yactom K3, NpoaoIKUTENBHON
OUreMmHun (Pa3HOBMAHOCTb apuUTMUK, NMPU KOTOPOW Mpo-
MUCXOAAT BHeo4vyepeaHble COKpalleHUs cepAeyHon MblllLbl)
MOTYT NOSABASATLCS NOBbIWEHHAA YTOMASEMOCTb M cN1abocCThb,
BO3MOHbI 3N130/1bl 6bICTPO NPOXOASLLINX FTOSTIOBOKPYHKEHUN.

O6bl4HO Bpayer BOJMHYIOT creayolMe BONpochl: CBA3b
3 ¢ opraHuyeckMmu 3abosieBaHMSAMU cepala, BO3MOXK-
HOCTb BO3HWMKHOBEHWS XENYAOYKOBOW TaxwKapAuu, PUCK
BHE3aMnHOM cepaevyHoOn CMepTu, BEPOATHOCTb pal3BUTUSA
apUTMOreHHOM ANCPYHKLUMM MUOKapaa.

Ecnn X3 peructpupyetca y aeten ¢ 3aboneBaHUAMMU
cepaua (BPOXAEHHble M NPUOBPETEHHbIE MOPOKM cepaua,
MWOKapAnTbl, KapaAnoMuonaTum, apuTMOreHHasa avcnnasus
NpaBoro }enyao4yka, aHomanus KOpoHapHbIX apTepui, ony-
XO0Nun cepaua, TpaBMbl cepaua v ap.), ee Ha3blBatoT OpraHu-
4eCKoW. Ba)KHO MOMHUTb, YTO OMACHOCTb NIOObIX HAPYLIEHWI
puTMa cepaua y pebeHKa 3HayuTeNnbHO MOBbIWAETCH MpU
HanM4yMM CTPYKTYPHbIX aHOManun cepaua v 3abonieBaHUn
MunoKapaa. lNpu OTCYTCTBUM BbISIBNIEHHbLIX OPraHU4YeCKux
3aboneBaHWi cepaua HapyweHus putMa cepgua MnpuHsa-
TO Ha3blBaTb navonatnieckumun. B 60nbLUIMHCTBE cnyvyaes
y Aeten HabnogaeTcs MUMEeHHO nanonatudeckas Xa.

C yyeToM 6naronpuaTHOro Te4eHuns namonatndeckmx a3
nieyeHune He TpebyeTcs. PelleHne o Havyane Tepanuu 4yacton
K3 y geten 3aBMCUT OT BO3pacTa, XxapaKTepa *anob, Knu-
HWYECKOWM KapTUHbI 3a60/IEBaHNS, HANN4YMa COMYTCTBYIOLWEN
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0O6ocHoBaHuMe. B nocnegHue rogbl yTBEpANI0Ch MHEHME 06 accoLmalimm KOXKHbIX MPOsSIBJEHUI rcoprasa C nopaKeHuem
APyrmx opraHoB v CUCTEM, & TaKXKe 0 CUCTEMHOCTHM MOPAXKEHMI NpU rcopuase, B CBS3U C YEM B Hay4YHOM ntepaTtype Bce
qale npUMeHsIeTCcs TePMUH «[icopuaTrudeckas 60s1€3Hb». Cpean KoMopOMAHbIX IcopUasy COCTOSIHUI 0C060€e KIIMHNYECKOE
3Ha4YeHne MMerT MeTaboIMYECKUE HapyLLEHNS U KapAnOoBacKyIspHble 3abosieBaHus. Llenb ncenegoBaHnss — u3yynTb
B/IMSIHNE CUCTEMHOM LUUTOCTaTMYECKON Tepanun METOTPEKCATOM Ha MpPpoLeCcChbl PEMOAEINPOBAHNS KPYIHbIX COCYA0B rnpu
rncopmase y geTel ¢ HopMasbHbIM M MOBbILLIEHHbIM MHAEKCOM Macchl Tesa. Metogbl. C60p nepBUYHbIX AaHHbIX OCYLIEeCT-
BJISI/ICS MYTEM BbIKOMMPOBKU AAHHbIX N3 UCTOPMI 6OJE3HEN U KapT AMHAMUYeCKoro HabsgeHus. llocaeayroumne Hako-
MaeHue, XxpaHeHue, rpynnupoBKa M NepBuYHas COPTMPOBKAa JaHHbIX NCCAE[0BaHMUS OCYLYECTBSI/IMCh C MCM0b30BaHMEM
epCcoHarbHOro KoMMbTEepa M Naketa npuKaagHbiXx nporpamm Excel. KnmHM4ecKas oLUeHKa TAKeCTH Te4eHus ncopuasa
M CTENEHM BbIPAXKEHHOCTH MOParKeHUs KOXKHOro MNoKpoBa OLeHMBasaach rnyTem rojgcyeta uHgekca PASI. HenHBa3nBHas
ocuMIOMETPUYECKas apTeprorpapusi NpPoBoanIach Ha noptatuBHoMm annaparte ArterioGraph (TensioMed Ltd, BeHrpus).
Pe3ynbTaTtbl. YcTaHOB/IEHa NpsmMas 3Ha4nmMas KoppesLUMoHHas B3auMOCBA3b BblisSIBJIEHHbIX HaPYLUEHWI COCTOSHNS QYHK-
UMK KPYMHbIX apTepunii ¢ noKalaTesasiMn UPOBOro 06MeHa, TSKECTbIO TeYeHMsl copuasa U MHAEKCOM Mmacchl Tena. Ha
@OHe NpoBeAEHNS CUCTEMHOM NaToreHETUYECKON LUIMTOCTaTUYECKON Teparnmmn METOTPEKCAaTOM BbisiBJIeHa 3HadymumMmasl rnosio-
XKUTENbHas AMHaMnKa rnapamMmeTpoB QYHKLMIA KPYIHbIX apTepUi y AETEH C NIcopMa3oM KaK ¢ HOpMaJsibHbIM, TaK M MOBbILLIEH-
HbIM MHAEKCOM Macchl Tesa. 3aKm4eHme. B pesynbtate npoBeAeHHbIX NCCAE[0BaHUI YCTaHOBIEHO, YTO METOTPeKcaT
aBasieTcs1 9pHEKTUBHbLIM 1 6€30rMacHbIM CPeACTBOM /15 Tepanuu ricopuasa y geten B Bo3pacte oT 3 4o 18 neT, oka3biBaeT
MO/I0XKUTESILHOE BIINSIHUE Ha QYHKLMM KPYMHbIX COCYAO0B.

KnioyeBble cnoBa: feTu, ncopmas, METOTPEKCAT, MHAEKC Macchl Teaa, reMognHaMmKa.

(Ana yntupoBaHnsa: MypalwkuH H.H., KoxxeBHukoBa 0.B., MaTtepukuH A.N. PyHKLMA KpPyNHbIX COCYAOB Npu ncopuase
y AeTen C HoOpMasibHOM U M36bITOYHOW Maccon Tena Ha GoHe Tepanuu MeToTpeKcaToMm. [leguaTpuyeckas papmMaKoiorus.
2018; 15 (6): 447-454. doi: 10.15690/pf.v15i6.1982)

OBOCHOBAHME aMepuKaHCKOM neguaTpuyeckon nonynsaumu. Heobxoanmo

Mo pesynbTatam nocnegHux Hay4HblX AaHHbIX O NaTo-
reHese rncopuasa, 3T0 3aboseBaHWe npegcTaBnaseTcs
CUCTEMHbIM BOCMNANMUTENbHbIM MPOLECCOM, CBSiI3aHHbIM
C MHOrOYMUCAEHHbIMX COMYTCTBYOWMMU COCTOSIHUAMMK [1,
2]. [JeTcKkun ncopuas accouumupyeTcs C Haludymem cep-
[€4YHO-COoCyanCTbIX GaKTOPOB pPUCKa, BKOYAs OXUpeEHUe,
OnabeT, TMNepTOHMIO U HapyleHUs obMeHa NTMNUAO0B, a Tak-
K€ apuTMUKU 1 NOPOKOB cepaua. CBA3b Mexay Ncopuasom,
aTepoCKIepPO30M M CepAeYHO-COCYAUCTbIMM 3aboneBa-
HUAMKW oBycnoBneHa 06LLen NaTtoreHeTU4eCKOM OCHOBOW,
onocpegoBaHHon Th-1 n Th-17 BocnaneHnem, U3MEHEHH-
MW aHrMoreHesa W 3HAoTenManbHOW AucohyHKumen [3].
O6bIYHO cepaeyvHOo-CoCYyaUCTblE COMYTCTBYKOLWME 3abone-
BaHWS Ha4yMHalOT BO3HWKATb C paHHEero Bo3pacTa, 4OCTH-
rasg Hanbonbllen YacToTbl cpean aeten B Bo3pacte ot 10
0o 17 net. CteneHb BblpaXeHHOCTU cepaevyHO-COCYANCTbIX
$aKTOPOB pUCKa MOXKET OTIMYATLCS Y Pa3HbIX 3THUYECKMX
rpynn c npeobnagaHvem B abpoaMepuKaHCKOM U NaTUHO-

OTMETUTb, YTO ANS HUX XapaKTepeH 60nee BbICOKMI PUCK
pa3BUTUSA CepAeYvHO-COCYAUCTbIX 3aboneBaHui faxe npu
OTCyTCTBMM ncopuasa [4]. OeTtun, 6onelouine ncoprasom,
MOFYT YMEHbLWWTbL 3T PUCKM BO B3POCIOM BO3pacTe 61aro-
Aaps y>xe cdopMMpoOBaHHOM KapAMOBaCKyIapHOM HacTopo-
YEHHOCTH, cobntogas NpaBubHbIM 06pa3 KU3HU, a TaKkKe
nyTemM CBOEBPEMEHHOI0 GapMaKoorMyeckoro neveHus [5].

MexaHn3M MOBbIWEHHOIO CEpPAeYHO-COCYaANCTOro
puUCKa npu AEeTCKOM ncopuase He 6bln TWaTelbHO M3Y-
yeH. MccnegoBaHnsa y B3POCbIX NaLMEHTOB NoKasanu, 4To
CUCTEMHbIE BOCMaNUTENbHbIE PEaKUMU aKTUBUPYIOTCS KaK
NpW IEFKOM, TaK 1 Mpu TSXKeNom ncopuase [6].

PaHHWe nosfBneHUa cepaedyHo-CoCyaucTbix GaKTopoB
pucKka MoryT cnoco6CcTBOBaTb Pa3BUTUIO CEPAEYHO-COCY-
ONCTbIX 3aboneBaHuni NO3Ke, B 3penom Bo3pacTe. B 10 e
BpeMs OTAeflbHble MCCefoBaHMa MOKa3bliBalOT, YTO MNCO-
pvas, Ha4yaBLWMWICS B AeTCTBe, He Obll CBA3aH C yBenunye-
HMEM 4yucna (MM PUCKa pPas3BUTMSA) cepaeyHO-COCYAMCTbIX
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conyTcTBYyOWMX 3aboneBaHni Bo B3pOcioM Bo3pacTe. [letu
C NIETKMM TevyeHuem ncopuasa BOOOLLE MMEIOT MUHUMANb-
HbIM PUCK Pa3BUTUS CEpPAEYHO-COCYAWUCTbIX 3aboneBaHui
[7]. No pes3ynbratam NpoOBeAEeHHbIX UCCNefoBaHUK, cpeam
[EeTCKOro HacesnieHus YactoTa apTepuanbHOM rMNepTeH3unu
cocTasnsna ot 2 4o 18%, npuyem y nonoBuHbI AeTen Habnto-
fanocb 6eCCMMNTOMHOE TeYeHMe, YTO BbIPaXKEHHO 3aTpya-
HSM0 ee AMarHOCTUKY M, COOTBETCTBEHHO, CBOEBPEMEHHOE
neyexue [7].

Kaxabin TpeTuin pe6eHoK B 06Lwen nonynaumm, KOTopbli
umMeeT NogbeMbl apTepuanbHOro AaBfieHUs, B MOCAeayto-
wem MoxeT chopMMpoBaTb apTepuanbHyl0 TMNEPTEH3UIO
[8]. O6bI4HO apTepuanbHyl0O rMNEpPTEH3UI0 BNepBble aAua-
FHOCTUPYIOT y)Ke BO B3POC/OM Bo3pacTe, npu Gopmupo-
BaHWW OCNOXXHEHWN, U NPOoPUNaKTUKa LaHHOTO COCTOSHUS
ye HeBo3MOXHa [9]. Takum o6pa3om, pa3paboTKka HOBbIX
METOA0B [AMarHOCTUKM W MOWUCK PaHHUX (AOKAMHUYECKMX)
MapKepoB pa3BuTUa 3aboneBaHuWi cephevyHO-COCYyAUCTOM
cucTeMbl Ans nocneaytowen ux npodunakTuku B AETCKOM
BO3pacTe ocTaloTcs akTyanbHbiMu [10].

Ha cerogHsiWHWM AeHb TOMNbKO Yy B3POCAbIX MaLMeH-
TOB C NCOPMA30OM M3yyeHa CBSA3b C HebnaronpuATHbIMU
ucxogamu 3aboneBaHuit cepaevHO-COCYAUCTON CUCTEMBbI
4NA TaKUX NoKasaTeflel, KaK CKOPOCTb pacnpocTpaHe-
HUS NY1bCOBOW BOJIHbI [11], NOBbIWEHWE CUCTOSIMYECKO-
ro WU AMacTONIMYECKOro apTepuanbHOro gasneHus [12],
M30NMPOBaHHaa CUCTONMYECKas apTepuanbHas runeprex-
3ua [13]. CepaeyHbln BbiGpoc, obliee nepudepuyeckoe
COMPOTMB/IEHWE COCYAO0B, HaNpsiXKeHWe aopTbl U ee Kpyn-
HbIX BETBEN ABNSAIOTCH OCHOBHbIMWM reMOAMHAMUYECKUMU
daKkTOopamu, onpeaenslWwnMMU YypoBeHb apTepuanbHOro
[aBfieHus, a nynbcoBoe apTepuanbHoe aasneHue (MAL)
ABNSETCH pe3ynbTUpylolwen B3aMMOAENCTBUS yAapHOro
obbema cepaua u daKTopoB apTepunanbHon cuctemsl [12].

MNoBbiweHne TMAL aBnsgeTcqd He3aBUCUMbIM MPEeaUKTOPOM
pUCKa OCNOXHEHWW 3abosieBaHUM CepAeYvyHO-COCYaAUCTON
CUCTEMbI CPeAM NWL, MYXKCKOro nofia Kak npu aptepuanb-
HOW rMNepTeH3un, Tak U Npu ee oTcyTcTBUKU [11]. Takon
napameTp, KaK *eCTKOCTb MarMcTpasibHblX COCYAOB, Urpa-
eT Ba)XHyl poib B dopmumpoBaHWM noBbiweHHoro A/
[11]. PeanbHbln BO3pacT apTepui, KOTOPbIM 3a4acTylo He
coBnagaeTt ¢ 6MON0rMYECKMM BO3PACTOM YeNIOBEKA, MOXK-
HO onpeaenutb ¢ nomouwbto MAZ [10]. Tak, B OTAENbHbIX
paboTax NMoKa3aHa CBS3b MOBbLIWEHMA NYIbCOBOro apTe-
puanbHOro AaB/ieHUs ¢ Maccon Tena B Bo3pacte 8-18
net [10], npu3Hakamu CUHAPOMA WMHCYNMHOPESUCTEHTHO-
CTM — PaKTopamu puUCKa pasBUTUSA CePLEYHO-COCYANCTbIX
3aboneBaHui [10].

Llenb uccnepoBaHna — M3y4yuTb BAUSHUE CUCTEMHOM
LMTOCTaTUYECKOW Tepanuu MeToTpeKcaToM Ha npouecchl
pemMoAennMpoBaHMNa KPYyMnHbIX COCYA0OB NPWU ncopuase y geten
C HOpMasbHbIM U MOBbIWEHHBIM UHAEKCOM Macchbl Tena.

METOAbI
BbINOMHEHO NPOCMNEKTUBHOE OTKPLITOE HEPAHAOMU3NPO-
BaHHOe uccnegosaHue (puc. 1).

Kputepum cooTBeTCTBUSA
Kputepumn BKIOYEHUS:

° [eTu B Bo3pacTe oT 3 o 17 neT ¢ yCTaHOBJ/IEHHbIM Ana-
rHO30M Mcopuasa, HOPManbHbIM/MOBbIWEHHbIM MHAEK-
COM Maccbl Tena, B Ie4eHUN KOTOPbIX UCMoNb3oBancs/
He ncnonb3oBascs MeToTpeKcar;

® HaJuyne NoANMCaHHOro MHGOPMMPOBAHHOIO Cornacus.
Y4yacTHUKM nccnenoBaHus 6binn pacnpeaenerbl B rpyn-

nbl cnegyowmm o6pasom:

e B rpynny 1 BOWAM NauueHTbl B Bo3pacte OT 3 A0
17 net, (Npy1 HaAM4yMm MHOOPMUPOBAHHOIO COrnacus),

Nikolay N. Murashkin®’ 2: 3, Olga V. Kogevnikoval, Alexander I. Materikin?

1 National Medical Research Center for Children’s Health, Moscow, Russian Federation
2 Sechenov First Moscow State Medical University (Sechenov University),

Moscow, Russian Federation

3 Central State Medical Academy of the Administrative Directorate of the President of the Russian Federation,

Moscow, Russian Federation

The Function of Large Vessels in Normal-Weight
and Overweight Children With Psoriasis During

Methotrexate Therapy

Background. In recent years, the opinion has been established that skin manifestations of psoriasis are associated with the damage
of other organs and systems, and that psoriatic lesions have a systemic nature, and therefore the term ‘psoriatic disease’ is increas-
ingly used in scientific literature. Among psoriasis comorbidities, metabolic disorders and cardiovascular diseases are of particular
clinical importance. Our aim was to study the effect of systemic cytostatic therapy with methotrexate on the remodelling processes
of large vessels in children with psoriasis who have normal and increased body mass index. Methods. The primary data was collected
by extracting data from medical records and case follow-up records. The subsequent accumulation, storage, grouping and primary
sorting of research data were carried out using a personal computer and Excel application package. Clinical evaluation of the sever-
ity of psoriasis and skin lesions was assessed by calculating the PASI index. Non-invasive oscillometric arteriography was performed
on a portable ArterioGraph (TensioMed Ltd, Hungary). Results. A direct significant correlation has been established between the
revealed impairments of the function of large arteries and the indicators of fat metabolism, the severity of psoriasis and body mass
index. During the systemic pathogenetic cytostatic therapy with methotrexate, a significant positive dynamics of the function param-
eters of large arteries was revealed in children with psoriasis who have both normal and increased body mass index. Conclusion.
The undertaken studies showed that methotrexate is an effective and safe agent for treating psoriasis in children aged from 3 to 18
years, has a positive effect on the function of large vessels.

Key words: children, psoriasis, methotrexate, body mass index, hemodynamics.

(For citation: Murashkin Nikolay N., Kozhevnikova Olga V., Materikin Alexander |. The Function of Large Vessels in Normal-Weight and

Overweight Children With Psoriasis During Methotrexate Therapy. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2018;
15 (6): 447-454. doi: 10.15690/pf.v15i6.1982)



Puc. 1. In3ainH uccnenoBaHus
Fig. 1. Study design

[deTtn, 6oabHbIE NCOpPUa3oOM

| MTX |

¢ T UMT n=50 ¢ N UMT n=75

e UMT

Ipynnbl cpaBHEeHUs

[eTtn c ncopnasom

bes ncopuasa
¢ TUMT n=20

bes3 ncopuasza

6e3 MTX n=21 N UMT n=20

e  Buoxnummyeckunin aHanna kposu (AJ1T, ACT, I'TT, xonectepuH, Tpurnuuepuabl, JINBI, JIMHIT)
e HeunHBa3uBHaa ocuunaomeTpuyeckan aptepmorpadusa (CAA, A4, MAA, LAL, VA, CPIIB)

| 3 Mec Tepanuu |

| 6 Mec Tepanuu |

| 12 mec Tepanum |

MpumeyaHmne. MTX — meToTpekcat, MMT — uHaekc maccbl Tena, N — Hopma, AJIT — anaHMHaMuHoTpaHcdepasa, ACT — acnapratamu-
HoTpaHcdepasa, TT — ramma-rnytamuntpaHcdepasa, JINBM/MHMN — nMnonpoTenHbl BbICOKOW/HM3KoM nnoTtHocTu, CAA/OAL/NAL —
cUcToNnyecKoe/amacTonnyeckoe/nynbcoBoe aptepuansHoe gaBnerune, LA — ueHTpanbHoe aaBneHue B aopte, MA — MHAEKC ayrMeHTa-

mun, CPIMNB — CcKOPOCTb pacnpocTpaHeH1s NynbCOBOM BOJHbI.

Note. MTX — methotrexate, BMI — body mass index, N — norm, ALT — alanine aminotransferase, AST — aspartate aminotransferase,
GGT — gamma-glutamyltransferase, HDL/LDL — high/low-density lipoproteins, SP/DP/PP — systolic/diastolic/pulse pressure, CAP —
central aortic pressure, Al — augmentation index, PWV — pulse wave velocity.

C YCTaHOB/EHHbIM AWarHO30M Nncopuasa, NoBblLEeHHbIM
WMT, npyHnUMatoLine MeToTpeKear;

e B rpynny 2 — nauuveHTbl B Bo3pacte oT 3 go 17 ner,
noanucaswne MHGOPMUPOBAHHOE cornacue, ¢ yCTaHoB-
JIEHHBIM AMarHo3oM ncopuasa, HopmasnbHbiIM UMT, npum-
HUMaloLMe MeToTpeKcearT;

e B rpynny 3 — nauuveHTbl B Bo3pacte oT 3 go 17 ner,
noanucaswue MHGOPMUPOBAHHOE cornacue, ¢ yCTaHoB-
JIEHHBbIM AMarHO30M MNcopuasa, evyeHrme KoTopbiX Mpo-
BOAMNOCH 6€3 NPUMEHEHNS METOTPeKcaTa;

e Brpynny4 — getv B Bo3pacTe 3—-17 net 6e3 ncopmasa,
HopmanbHbiM UMT, nognucasliMe MHPOPMUPOBAHHOE
cornacue;

e Brpynny5 — getn B Bo3pacTte 3—-17 net 6e3 ncopmasa,
C NoBbllWeHHbIM UMT, noagnucaslimMe MHGOPMUPOBaHHOE
cornacue.

Y nauMeHToB NepBbIX ABYX FPYNN METOTPEKCAT NPUMEHSN-

Ccsl B BMAE MOJKOMXHbIX MHbEKLMK 13 pacyeta 10-15 Mr/M2

B Hejento B TeveHue 12 mec.

Ycnosus nposefeHus

KomnnekcHoe KAUHWKO-nabopaTopHoe ob6cnepoBaHue
BbIMOIHEHO Ha 6as3e OTAeNleHMa AepMaTonorMu ¢ rpyn-
non nasepHon xupyprum Pray «HMWLL 3gopoBbsi aeten»
MwuHsgpaBa Poccun (MockBa).

MpoaoMmKUTENbHOCTb UCCNIEf0BaHUSA

Ha6nioneHne 3a nauveHTaMu NPOBOAMIOCL B TeYEHWe
12 Mec, KIMHWKO-naGopaTopHble 06CNeA0BaHUs BbIMOIHS-
NIUCb Ha NepBOM BU3UTE, Yeped 3; 6 n 12 mec.

OnucaHue MeJULUHCKOro BMellaTeNbcTBa

M3mepeHne macchl Tena 1M pocta NpoBOAMSIOCH B COOT-
BETCTBUM C peKomeHAauusMu BcemupHOM opraHuzauuu
3apaBooxpaHerHns ot 2007 r. [11]. MiHOeKCc macchl Tena

(MMT) paccuuTbiBasaCa ¢ noMollblo dopMynbl: macca (Kr) /
pocT (M). HopmanbHble 3HadYeHus UMT oueHuBanucb npu
nokasartene +1 cTaHaapTHOe OTKNOHeHuMe (SD) oT MeanaHbl
HOPMbl B 3aBMCMMOCTU OT BO3pacTa W nona, M3bblToYHas
mMacca tena — npu 1SD<UMT<2SD, oxupeHne — npu UMT
>2SD.

lMpoBefeHne HeWHBaA3UBHOW OCLMUIIIOMETPUYECKON
apTepuorpadun ocywecTBAANIOCL Ha NOPTaTMBHOM apTe-
puorpade ArterioGraph (TensioMed Ltd., BeHrpus). Mpn6op
Obll BanMAMpoBaH B COOTBETCTBUWM C MeEXKAYHapOLHbIM
NpoToKo/OM EBponenckon accounaunn no aptepuanbHon
runepteH3un (2002). MeToa 0OCHOBaH Ha perMcTpaLum nyb-
COBbIX KOJiebaHWK MNe4yeBOW apTepun W OTParKEeHHoOW OoT
6udypKaLmm aopTbl Ny1bCOBOW BONHbLI. Bo Bpems npoBeae-
HUS NpoLeaypbl AN NoAYyYeHUS 06GbEKTUBHbBIX JaHHbIX NaLu-
€HT [JO/MKEH HaxoAuTbCA B COCTOSIHUM CMOKOWMHOro 6o04p-
CTBOBaHWS; OO0 NPOBEAEHUA WCCNefoBaHUsA JonycKancs
npUeMm NEerkon NuLLK, HO UCKYaNUCb GU3NYECKHUE Harpy3-
KW ¥ ynoTpebneHne TOHWU3UPYIOLWNUX HanMTKOB. Y nauueH-
Ta nepeg npoueaypow YTOYHANCS cTaTyc TabaKOKypeHus
(aKTMBHOrO, MAcCUBHOIO).

Mony4yeHHble cUrHanbl BU3yanu3npoBaaucb B BUae rpa-
duyecKoro n3obpaxeHns nynbCOBbIX BOJIH, U aBTOMaTUye-
CKM pacCyuTbiBalMCb OCHOBHbIE XapaKTEPUCTUKN PYHKLIUK
KPYMHbIX COCYA0B Y FEMOANHAMUKHU:
® CKOPOCTb pacnpocTpaHeHus nynbcoBow BonHbl (CPIB,

M/C) onpegensnacb OTHOWEHWEM PAaCCTOSAHUS MeXay

apemHon amKkow (fossa jugularis) 1 cumbdunsom, Kotopoe

NPOMNOPLMOHaNbHO PaCcCTOSAHUIO OT Havyana aopThbl A0 ee

6udypkaumm (pacctosHue JUG-SY) n BpemMeHU mexay

perucTpaunen aByx BOSH (MyIbCOBOW U OTPaXEHHOW OT
6udypKaumnmn 6pioliHOM aopThl). [MoKasaTenb oTparkaet

ECTKOCTb COCYAUCTON CTEHKU, KOTOpas yBeInYMBaeTcs

npu aHAOTENNaNbHOM AUCPYHKLMK, NPOrpeccupoBaHnm

npouecca peMoaenupoBaHns CTEHKKN aopThbl [11];
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° uHAaekc ayrmeHTauuun (MA, %) Ha nneyeBon apTepum —
nokasaTtefnb NPUpPoOCTa AaBieHUs — ONpeaensncs Kak
pas3HuLa B aMNanTyae oTpaxeHHOM CUCTONMYECKON BOS-
Hbl (P2) U paHHel CUCTONIMYECKOM BONHbI (P1), ieneHHon
Ha NynbcoBOe apTepuanoHoe aasneHue (MAL) no ¢op-
myne: Aix = (P2-P1/MNMAL)x100. NA 3aBucUT OT obLie-
ro nepudepmnyeckoro ConpoTUBIEHUS U IN1ACTUHECKOro
COMPOTUBNIEHUS COCYAUCTOM CTEHKW. B Hopme umeeT
oTpUuaTenbHoe 3HayeHwe, a MNpu PeMoaennpoBaHUK
COCYAMCTOM CTEHKM Y B3POC/bIX NOBbIWAETCH (CTPEMUTCSH
K Hyno) [11];

® lleHTpanbHoe faBneHue B aopte (LA, MM PT. CT.) Bbl4MUC-
NIAN0Ch TaKe aBTomaTndecku. LA asnsetca Hanbonee
MHTErpaTMBHLIM pacyeTHbIM NapaMeTpoM remoauHa-
MUKW Ha OCHOBaHWM GU3MONOTMYECKOM B3aWMOCBS3U
MeXAy AMacTONMYECKUM AaBNEeHUEM, CPEeAHUM apTepu-
anbHbIM AaBieHneM, nepudepruyecKkuM 1 LeHTpanbHbIM
MHAEKCOM ayrmeHTauum (MA), a TakKe LEeHTpanbHbIM
CUCTOJINYECKUM aaBneHunem [11];

° nynbcoBoe apTepuanbHoe agasnenue (MAL, MM pT. CT.) Ha
nne4yeBon apTepun — pasHULa CUCTONMYECKOro U Ana-
CTONIMYECKOro apTepuanbHOro AaBieHuUsl, U3MEPEHHOO
Ha nnedyesoun aptepuu. MNAL aBngeTca BeIUYMHON B3a-
MMOAENCTBUSA yaapHOro obbema cepaua v daKTopoB
apTepuanbHON cuctembl — obwero nepudepmnyeckoro
COMPOTUBNIEHUS COCYAOB, YNPYroro HanpsixeHus aopThbl
W ee KpynHbix aptepun [11].

KnnHnyecKas oLeHKa TAXeCTu Te4eHus ncopuasa m cte-
NeHW BbIPaXXEHHOCTU NOPaXKEHUsS KOXKHOro NOKpoBa oOLe-
HMBanacb nytem nogcyeta mHaekca PASI (Psoriasis Area
and Severity Index) — nokazaTena pacnpocTpaHeHHOCTH
M TAXKECTM ncopuasa, NpeacraBnsiolero cobom cuctemy
OLLEHKM MNAOLWajM BbICbIMaHUMM Ha KOXe W BblpaxKEHHOCTU
OCHOBHbIX CUMMTOMOB ncopuasa [1].

JTnyeckan aKcnepTusa

Pa6oTta BbinonHeHa B pamKax nnaHa HUP ®ray «HMUL,
340poBbsi Aeten» «ONTUMM3aumMs 06LLMX NOAXOA0B K Aua-
FHOCTUKE, NIEYEHUIO U peabuanTaLmm XpoOHUYECKUX AepMa-
TO30B Yy eTel» (HOMep perucTpaunmoHHon KapTtbl B ETUCY
HUOKP — AAAA-A17-117041800111-7; pa3gen «PyHKLUMUSA
KPYMHbIX COCYAOB MpW ncopuase y AeTerh C HOpManbHbIM
M NOBbIWEHHLIM MHAEKCOM Macchbl Tena Ha GoHe Tepanuu
mMeToTpeKkcaTtom»). Ha npoBefeHve wuccnegosaHua 6bino
nony4yeHo paspeleHve JIOKanbHOro 3TUYECKOro KomuTeTa
DAY «HaumoHanbHbIM Hay4YHO-MPAKTUYECKUI LIEHTP 3[10P0-

Puc. 3. PacnpeaeneHue naLueHToBs no nojy B UCCAEAyEMbIX rpynnax

Fig. 3. Sex distribution of patients in study groups

Puc. 2. PacnpeaeneHuve fetei nNo uccneaoBaTtebCKUM rpynnam
Fig. 2. Distribution of children in study groups
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Bbs AeTen» MuHagpaBa Poccun N2 1 ot 1 dpeBpana 2017 r.
Bce naumeHTbl M Ux 3aKOHHbIE NpeacTaBuTeNn 6blIn MHOOP-
MWPOBaHbl O XapaKTepe M OCOOBEHHOCTSAX McCeaoBaHUsA
n noanucanm MHOOPMMUPOBaAHHbIE COrnacus.

CTaTUCTUHECKUN aHaNuU3
lpuHUMNbI pacyeTa pa3Mmepa BbIOOPKHU
Pasmep BbIGOPKM NpeaBapUTENbHO HE paccYMThiBasCS.

MeToAbl CTaTUCTUYECKOro aHa/In3a JaHHbIX

B KayecTBe MHCTPYMEHTOB MaTeMaTUKO-CTaTUCTUHECKOM
06pabOoTKN AaHHbIX UCC/IEJOBAHNA MCMNONb30BasCsa Tabany-
HbIV pedakTop Excel, B YacTHOCTU ero moaynun «<AHanu3 aaH-
HbiX» U «MacTep anarpaMm», a TaKXKe nakeT nporpaMm no
cTaTUCTMYECKON 06paboTKe aaHHbIX Statistica for Windows.

PE3YJIbTATbI

06beKTbl (Y4aCTHUKHK) UCCNiefoBaHUA

B nccnepoBaHue 66110 BKAOYEHO 186 nayMeHToB, ya0B-
NIETBOPSIOLLMX KPUTEPUSAM BKIOYEHNS. Ha puc. 2 npeacTtas-
JIeHO pacnpejeneHue JeTen Nno uccliefoBarteslbCKUM rpyn-
nam: B 1-to rpynny Bownun 50 (26,9%) 4yenosek, BO 2-t0 — 75
(40,3%), B 3-t0 — 21 (11,3%); B 4-11 1 5-1 rpynnax 6b110
O[IMHaKOBOE YUCII0 Y4acTHUKOB — no 20 yenosek (10,8%).

o Bo3pacTy uccnefoBaTelbCKUE rpynibl XapaKTepuso-
Ba/MCb NOMHOM ogHOpoAHOCTbIO (p>0,05) — o1 10,0+3,7 ao
11,7+£2,8 ropa. Mo nony rpynnsl Tak»e 6bi1M CONOCTaBUMBI,
npu aTom 66nblWasg 40N NPUXoaAnSiacb Ha NaLMEHTOB MYK-
CKoro nosna (puc. 3).

O Manbyukn 1 [1eB0o4KM

34
21
4
29 10 9 8
11 11 12
lpynna 1 lpynna 2 pynna 3 lpynna 4 pynna 5



CpaBHeHne VMIMT (puc. 4) NnpoieMOHCTPMpPOBaNo OTCyT-
CTBME CTAaTUCTUYECKM 3HAYUMbIX pasnununin (p>0,05) mexay
1-¥ 1 5-i, 2-1 1 4-14, 3-11 1 4-i rpynnamu.

AuHamuKa uHaeKca Taxectu ncopuasa (PASI)

OaHMM M3 NoKasaTefien B OLLeHKe COCTOSAHWUSA 60/bHOIo
C AvarHo3om ncopuasa sAsnsetca uHaekc PASI, auHamuka
KOTOPOro npeacTaBfieHa Ha puc. 5.

Mpu nepBrM4yHOM o6CNeLOBaHMN HaMboblLee 3HaYeHne
nHaekca PASI okasanocb y 60/bHbIX rpynnel 1 — 26,1+1,0,
410 3Ha4ymmo (p<0,05) npeBbllwano aHanorMyHble LaHHble
y 60/bHbIX 2-% 1 3-i rpynn — 19,0+0,8 n 21,4+1,5 cooT-
BETCTBEHHO. KO BpemMeHu BTOpPOro BmuauTa (cnycts 3 mec)
BO BCEX UCCNeAoBaTeNbCKMX rpynnax NPOU30LLI0 CHUXKE-
HWe noka3zaTena uHaexkca PASI: B rpynnax 1 n 2 CHUXeHne
OblI0 CTATUCTUYECKM 3HayMmbiM (p<0,001) — 15,2+1,0
n 11,3+0,8 cooTBETCTBEHHO. B 3TUX Xe rpynnax cratu-
CTMYecKkM 3Hauyumoe (p<0,001) CHWMKeHWe NpPOAOKaNoOCh
M K TPETbEMY, U YETBEPTOMY BM3UTY, AOCTUIHYB K 3aBep-
LEeHUIO cpoKa HabnwoaeHus 4,9+1,0 B rpynne 1 (puc. 6)
1 0,4+0,8 B rpynne 2 (puc. 7).

OnHamuKa uHaekca PASI B rpynne nauneHToB, He Nony-
YaBWWX METOTPeKcaT, OKa3anacb CTaTUCTMYECKM He3Ha-
yumon (p>0,05). MNpu nepBu4yHoM o6CNegoBaHUM cpen-

Hee 3HayeHne nokazartens PASI| paBHsnocb 21,4%1,5,
a K nocnegHemy (depes rog) — 17,0+1,5. Takas aAnHamMuKa
PASI| nemoHcTpupyeT adGEeKTUBHOCTb METOTPEKCATA y NaLu-
€HTOB AEeTCKOro Bo3pacTa.

[AnMHamMmuKa napaMmeTpoB PYHKLMU KPYMHbIX
apTepui, LeHTpanbHOW U nepudepuyecKon
remoaMHamMmMKun

CpeaHee 3HayeHUe CUCTOIMYECKOro apTepuanbHo-
ro AaBneHus nNpu nepBuMYHOM 06CNefoBaHWKM OblIO MakK-
cumanbHbiM (113+1,1 MM pT.CT.) Y 60AbHbIX 1-A rpynnbl,
4TO ObINIO CTATUCTUYECKU cyliecTBeHHO (p<0,05) Bbille,
yem y nauueHTtoB 2-n (107+£0,9) n 3-i (108+1,7) rpynn.
CTaTUCTUYECKMN 3HAYUMBbIX UISBMEHEHWI B AIUHAMUKE CUCTONU-
4YeCKOro apTepuanbHOro AaBneHus 3a BeCb CPOK MCCNeao-
BaHWS He HabMAanoCh HU B OAHOM U3 UCCNef0oBaTENbCKUX
rpynn.

CocTosiHMEe M AMHaAMWKa [MacCTONMYEeCKOro apTepu-
anbHOro AaB/ieHMst MOKa3ann CTaTUCTUYECKM 3HayuMmble
(p<0,05) paznuuma cpeaHux 3HadyeHnn B 1-n n 2-n rpynnax
Ha BCEM MPOTSKEHMN HABNOAEHNUS, HAYMHAsA C NEPBUYHOIO
o6cnepoBaHus, coctaBuB 60,1+0,5 n 58,2+0,3 MM pT.CT.
COOTBETCTBEHHO. [AnacTtonnyeckoe aprtepuanbHoe pasie-
HWe y 6O/bHbIX 3-M rpynnbl OKa3anocb CPEAUHHBIM MeEXKIY

Puc. 4. 3HaueHUs UHAEKca Macchl Tena (Kr/M2) B McciiefoBaTeNbCKUX Fpynnax npu nepBoM BU3NTE
Fig. 4. The values of body mass index (kg/m?) in study groups at the first visit
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Puc. 5. JuHamnKa 3Ha4eHuin PASI 3a nepuoa HabniogeHus
Fig. 5. Dynamics of the PASI values during the follow-up period
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Puc. 6. MNauneHT B., 6 neT, 1-9 rpynna: Ao v yepes 12 Mec neveHus
MEeTOTpeKcaToMm

Fig. 6. Patient B., 6 years old, Group 1: before and after
12 months of methotrexate therapy

Puc. 7. MNauneHTKa 3., 16 ner, 2-a rpynna: 4o v 4epes 12 mec
NeyvyeHns meToTpeKkcaTom

Fig. 7. Patient E., 16 years old, Group 2: before and after
12 months of methotrexate therapy

nokasarenamu rpynn 1 n 2 — 108,3+1,68 Mm pT.CT. Npwn
nepBuYHOM 06CNefOBaHUN.

3HayeHna M AMHaMWKa LEeHTpaNibHOro apTepuanbHo-
ro AaBfieHUs NOBTOPWMAM 3aKOHOMEPHOCTH, BbISIBAEHHbIE
npu ONMCaHUKU K aHann3e JUacToIMYECKOro apTepuanbHOro
[LaBneHuns, NPoOAEMOHCTPUPOBAB CTabUIbHOCTb B AMHAMUKE
Ha NPOTAKEHUN BCEro nepnona HabMoLEHUS U CTaTUCTHYe-
CKM 3Ha4ymMmble (p<0,05) pasnunuua mexay 1-n u 2-i uccne-
[loBaTeNbCKUMM rpynnamu, Kotopble coctaBnsnm 97,0+3,9
1 94,3+4,4 MM pT.CT. COOTBETCTBEHHO, B TOM YWC/IE HEraTUB-
Hoe B/IMAHWE NOoBbIWeHHOro MMT y 60/bHbIX MCOPMa3oM Ha
noKkasaTtenu LeHTpasbHOM reMoguHaMUKH.

3a Bpemsa HabMAeHWs WHAEKC ayrMeHTauuu npoge-
MOHCTPUPOBAN HanMbOMbLUYIO U CTAaTUCTUYECKM 3HAYUMYIO
(p<0,001) oT BM3NUTA K BWU3UTY AMHAMKKY B 1-M uccnepno-
BaTeNbCKOM rpynne. Tak, Npu NepBOM BU3WUTE €ro cpea-
Hee apudmeTMyecKoe 3HayeHue cocTaBuno -46,3+0,9%,
KO BTOpOMYy BMU3UTY (Yepe3 3 mec) — -50,4+0,9%, yepes
nonroga — -55,4+0,9%, a 4epe3 1 rog — -59,9+0,9%.
CyuiectBeHHY0 (p<0,05) AMHAMUKY K YETBEPTOMY BU3UTY
no CpaBHEHUIO C NepBbIM 06CefoBaHMeM NoKasan UHAEKC
ayrMmeHTaumm u Bo 2-i rpynne — -57,7+1,1% npu nepBom
BM3KUTE U -62,6+1,1% — yepes roa. JMHaMnKa MHAEKCa ayr-
MeHTaLnn y 60MbHbIX 3-# rpynnbl OKasanacb Ha ypOBHE TEH-
[eHUUN K yBeNnnyeHuto ¢ -55,2+1,6% npv nepBomM BU3UTE A0
-56,9+1,6% npu nocnegHem, 4To 06yCNOBNEHO OTCYTCTBUEM
naTtoreHeTM4YeCKoMn Tepanuu y 4aHHOM rpynnbl NauneHTOB.

lMokasatenb NynbCOBOro apTepuanbHOro AaBfeHus
(pvc. 8) NnoKkasan cTaTUCTUYECKM 3Ha4dMMble (p<0,05) pas-
NIMYUS ero cpefHUX apnuPMeTUHECKUX 3HAYEHNUI Y 6ONbHbIX
1-1 rpynnbl N0 CPaBHEHUIO C 3TOM e ero xapakTepUCTUKOMn
y 60MbHbIX 2-W M 3-1 rpynn Kak npu nepBu4yHom obcene-
[LOBaHUKU, TaK M MNpWM MOBTOPHbIX O6pauleHusax. Mpynnbl 2
“ 3 No NoKasaTtesnto Nyn1bCoOBOro apTepuanbHOro AaBieHus
OKaszanucb ogHopoAHbiMK (p>0,05). 3Ha4YMMON AUHAMMWKK
M3yyaeMbli MoKasaTteNlb HM B O4HOW M3 rpynn He nokasarn,
MWL NPOAEMOHCTPMPOBAN HE3HAYUTENbHYIO TEeHAEHLMIO
K NONoXuTenbHoMy pocTy. Ero cpegHue apudmetuyeckue
3Ha4YeHns 3a nepuog HabngeHns yBenninnumce B 1-1 rpyn-
nec53,1+0,8 no 55,2+0,8 MM pT.CT., @ BO 2-1 — ¢ 48,9+0,7

Puc. 8. InHaMnKa 3HaY€HMI NyNbCOBOro apTepuanbHOro AaBneHns 3a BECb Nepuoa HabntaeH1s
Fig. 8. Dynamics of the pulse pressure values over the entire follow-up period
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Puc. 9. [InHamunKa 3Ha4eHMI1 CKOPOCTH pacnpocTpaHeHns Nyn1bCOBOW BOJHbLI 3@ BECb Nepuoa HabntoaeHus
Fig. 9. Dynamics of the pulse wave velocity values over the entire follow-up period
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MpumeyaHue. CPINB — CKOpOCTb pacnpocTpaHeHUs NynbCOBON BOMHbI.

Note. PWV — pulse wave velocity.

no 49,3%£0,7. 3HayeHusa B 3-1 rpynne 3aHMMann npomMexy-
TOYHOE 3HayeHue.

CpefHee 3Ha4YeHWe CKOPOCTU pacnpoCcTpaHeHUs Myfb-
COBOW BOJIHbI Y 60/bHbIX 2-i rpynnbl (5,8£0,08 m/c) BO
BpeMsi nepBUYHOro obcnefoBaHUA OKal3anocb A0CTOBEp-
HO (p<0,05) HWxKe, 4eM y 6onbHbIX 1-1 (6,6+0,10) n 3-n
(6,3£0,15) rpynn (puc. 9), npu 3TOM NoKasaTenn Haxoau-
NUCb B Npeaenax Bo3pacTHOM HopMbl. [lanbHenwee Habno-
[eHne nokazasno cywectBeHHoe (p<0,05) cHuxkeHne CPIB
y 60MbHbIX 2-# Tpynnbl K o6clefoBaHUIoO Yepe3 roa Ao
5,6+0,08 m/c, 4TO, BO3MOXHO, 06YCNOBNEHO OTCYTCTBUEM
TAKoro TpUrrepHoro daktopa y AaHHbIX MaLMEeHTOB, Kak
noBblWeHHbIn UMT. B apyrux rpynnax cylecTBEHHON AnHa-
MWKK He onpeaensanoch.

Takum 06pas3om, B pesynbraTte NPoBeAEeHHOro nccnenoBa-
HUs Gonee TsKenoe TevyeHne 3abosieBaHUA NPOJEMOHCTPU-
pPOBaHO y NauneHToB 1-# rpynnbl (4€TU C NCOPMUA3OM U NOBbI-
weHHbiMm UMT), npu aToM cpefHee 3HavyeHue uHaekca PASI
6b1/10 paBHO 26,11+1,85, 410 CTAaTUCTUYECKM 3HA4UMO (p<0,05)
OT/IMYaNOCh OT NoKa3aTenen NauneHToB 2- 1 3-1 rpynm.

MNoKkazaTenn GyHKUMK LieHTpanbHON K nepudepuyeckomn
reMoJMHaMWKK Haxoaunucb B npeaenax Bo3pacTHbIX HOPM,
HO CTaTUCTUYECKN 3HAYUMO OTIMYAIUCh OT NMoKa3aTenemn apy-
rMx rpynn. Tak, 3HAYeHWe CUCTOIMYECKOro apTepuanbHOro
faBneHus coctaBmio 113,241,111 MM PT.CT., 4TO JOCTOBEPHO
(p<0,05) npeBblWwano aaHHble NapaMeTpbl BO 2; 3 U 4-1 rpyn-
nax; ypoBeHb AMACTO/IMYECKOrO apTepuasnbHOro AaBfiEHUS
TaKXe UMen CTaTUCTMYECKM 3Ha4vuMble pasnuyusa (p<0,05)
OT KOHTPOAbHbIX rpynn — 60,1+£0,5 MM PT.CT. AHaNOrUYHYIO
KapTUHY MPOAEMOHCTPUPOBAN MOKas3aTeb LEHTPanbHOro
apTepuanbHoro gaBnexHmsa — 97,0+£3,9 MM pT.CT.

3HayYeHne MHAEKCa ayrMeHTauuu NpyM nepBuYHOM o6ene-
[OBaHWKN OKa3anocb TakKe 3Haynumo (p<0,001) Bblle KOH-
TPONIbHbIX 3HA4YeHUM U cocTtaBuao -46,3+0,9%. 3HayeHne
CMNPB y 60nbHbIX 1-1 rpynnbl coctaBnsno 6,6+0,1 m/c n 3Ha-
ynumo (p<0,05) npesbiwano 3HavyeHne CIPB y nauyueHTOB
4-1 rpynnbl.

MonyyeHHble AaHHblE NpeanonaratT BO3MOXHbIM Hera-
TUBHOE BAUSIHWE TaKMx GaKTOPOB, KaK ncopvas B coveTa-
HWUU C MOBbILLIEHHbIM MHAEKCOM Macchl Tea, Ha COCTOAHUE
LIEHTPanbHOM 1 Nepudepmn4ecKorn reMoanHaMMKK.

MaumeHTbl 2-1 rpynnbl TakXKe AeMOHCTpUpoBanu 6onee
BbICOKME MOKa3aTenu QyHKLMU KPYMHbIX apTepuit, OaHaKo
60/iee HU3KME NO CpaBHEHMIO C rpynnomn 1: Tak, CUCTONU-
YyecKoe apTepuanbHoe aaBnieHue coctaBnsno 107,1+0,86
MM PT.CT., AMactonnyeckoe — 58,2+0,3 MM PT.CT., LEH-
TpanbHOE apTepuanbHoe aaBneHne — 94,3+4,4 mm pT.CcT,,
4TO 3HaynMMo (p<0,05) npeBbilWwano 3TM NoKazaTtenu B 4-u
rpynne. 3HayeHWe MHAEeKca ayrMeHTauuMu npu NepBUYHOM
obcnefoBaHUKM oOKa3anoch Takxe 3Ha4ymmo (p<0,001) Bbiwe
n coctaBuno -57,7+£1,1%. 3HavyeHne CIPB y 60nbHbIX 2-1
rpynnbl coctaBnsno 5,8+0,1 m/c n 66110 3Ha4nmo (p<0,05)
HUWXKe aHaNorMYyHOro NoKkasarens B 1-1 rpynne, 4To, BO3MOX-
HO, IEMOHCTPUPYET HEXKENaTeNbHOE BANSHUE NOBbILLEHHOIO
NMT.

3HayMMylo MOMOXKWUTENbHYIO TEHAEHUWIO B MOKasaTe-
Nnax reMojlMHaMUMKM Ha ¢GoHe NpoBejeHMa naToreHeTuye-
CKOW Tepanuu MeTOTPeKcaToM MNPOAEMOHCTPUpOBana Tak-
e 2-9 rpynna: TaK, cyuiecTBeHHyt (p<0,05) aMHamMuKky
K YeTBepTOMY BM3UTY (62,611,1%) N0 CpaBHEHMIO C MEPBbLIM
obcnepoBaHueM (-57,7£1,1%) npoaeMoHCTpMpoBan UHAEKC
ayrMeHTauuu; poctoBepHoe (p<0,05) cHwmkeHue CPIB
y 60/bHbIX 2-1 rpynnbl K 06CNef0BaHnio Yepes rog CHU3MK-
nocb o 5,6+0,08 m/c, 4TO, BO3MOXHO, 06YCNOBNEHO OTCYT-
CTBMEM TAKOr0 TPUITEPHOro GaKTopa y 3TUX NaLMEHTOB, KaK
noBblWeHHbIM UMT.

MaumeHTbl 3-K rpynnbl He NPOAEMOHCTPUPOBANN CTa-
TUCTUYECKM 3HAYMMOWN JMHAMUKM B MoKalaTenax UMHAeKca
TaXecTu ncopuasa PASI (p>0,05). MNpu nepBryHOM ob6Cne-
[I0BaHMW cpeaHee 3HadyeHue nokasaTensa PASI| paBHs-
nocb 21,4+1,5, a K nocnegHemy, yepes rog, — 17,0+1,5.
[Ounactonnyeckoe aptepuanbHoe aaBneHue y 60/bHbIX 3-#
rpynnbl OKa3anocb CPeANHHLIM MEX Y NOKa3aTens Mu naum-
eHToB 1- 1 2-1 rpynn. AMHaMmMKa WMHAeKca ayrmeHTauuu
y 60/bHbIX 3-M rpynnbl OKa3anacb Ha YPOBHE TeHAeHUWH
K yBenuyeHuio — ¢ -55,2+1,6% npu nepBomMm Bu3UTE A0
-56,9+1,6% npu nocnegHem, 4T0, BO3MOXHO, 06YCNOBNEHO
OTCYTCTBMEM MATOr€HETUYECKOW Tepanuu y AaHHOW rpyn-
nbl NauneHToB. AnHamuka CPMB B AaHHOW rpynne Takxe
CYLLECTBEHHbIX U3MEHEHUI He MoKasana, YTo AOKa3biBaeT
NONOXUTENbHOE BAUSHUE NaTOreHeTUYEeCKOM Tepanum MeTo-
TpeKcaToM Ha GYHKLMIO KPYMHbIX apTepui.
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Ha ocHOBaHWKM pe3ynbTaToB, U3NOXKEHHbIX BbILWE, MOXKHO
chenatb cneaytolwue BbiBOAbI.

1. 3HauynMmaa pasHuua nokazaTenerm QYHKUMKM KPYMnHbIX
apTepuin y geTer c ncopuasom U B rpynnax cpaBHe-
HWS LEMOHCTPUPYET HEraTMBHOE BAMWSIHWE NcopMasa Ha
COCTOSIHME LeHTpanbHOW M nepudepuyeckon remoau-
HaMUKK, GopmuUpyloLeecs YyKe B 4ETCKOM BO3pacTe Ha
paHHWX aTanax 60ne3HMu.

2. YcTaHoBneHa npsamas cnabas Koppensuus BbiiBAEH-
HbIX HapyLIEeHWUA COCTOSHUS PYHKLMKM KPYMHbIX apTe-
pun (NMAL, WA, CPMB), ymepeHHasa nNonoXuTenbHas
Koppenauusa (r=0,3, p<0,05) ¢ MHAEKCOM THAXKECTHU
TeyeHuns ncopuasa (PASI) U nHaekcom Macchl Tena
(r=0,5, p<0,05).

3. Ha ¢oHe npoBeaeHWss CUCTEMHOM NaTOreHeTU4ecKom
LMTOCTATUYECKOM TepanuMu MeTOTpeKcaToM BbisiBieHa
3Ha4ymMmas (p<0,05) nonoxutenbHas AMHaMWKa napame-
TPOB GYHKUMWA KPYMHbIX apTepuin y aeTen ¢ ncopuasom
KaK C HOpMasbHbIM, TaK W C MNOBbIWEHHbIM MHAEKCOM
macchbl Tena.

3AK/TIIOHMEHUE

B pesynbTate NpoBeAeHHOro UCCIe0BaHus, yYnThbiBas
MONOXUTENbHYI0 AUHAMUKY NoKasaTeNnen GYHKLUU KPYMHbIX
apTepuit y AeTen ¢ Ncopuasom MNpu HasHaYeHUU CUCTEM-
HOM MaTOreHeTUYEeCKoN Tepanuu MeTOTPEKCaTOM, PEeKo-
MEH/0BaHO ee paHHee Havyasno naLMeHTam Co CPeAHETaKE-
NON u TsKenon dopmMamu ncopuasa B AETCKOM BO3pacTe.
MauneHTam co cpeaHe CTeNeHbIo TAXECTH Ncopruasa Heo6-
XOAWMO MPOBOAWTbL CKPUHMHI B OTHOLIEHUKM MeTabosnye-
CKOTO CMHAPOMa W CepeyYHO-COCYAUCThIX 3a6oneBaHui,
“X HEO6XOAMMO MOTMBMPOBATbL Ha MoaudMKaLuio o6pasa
MMU3HU. C LeNblo paHHero BbiSIB/IEHWS PUCKOB HapylleHWs
bYHKLMM KPYMHBIX apTepuit y AeTer ¢ Ncoprasom Ans ceoe-
BPEMEHHOW AMarHOCTUKM PasBUTUS CepaeyHO-COCYAUCTbIX
3a60/1eBaHWUM B KOMM/EKC AMarHoCTUYECKUX MEPONpPUATHI
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Tepanus ncopumasa y AeTen ABASETCA aKTyalbHOM NpobaeMon Jepmatosiornm n neamatpmm. CoBpeMeHHble AaHHble 0 NaTo-
reHese 3aboneBaHWUs AMKTYIOT HarpaB/IEHHOCTb TepaneBTUYECKUX MEPONPUSATUI, 06YCI0BINBaIOLMNX ObICTPOE KynnpoBa-
HMe cUMNTOMOB 60/1E3HU, POOUNAKTUKY OCIIOKHEHUI M JJOCTUIKEHME MOJIHOIO OYULLEHMS KOXKHOIO MOKpoBa OT fcopma-
TUYECKMX BbIChIN@HMI, a TaKXe A/nTe/IbHoe yaepxKaHue apoekTa. JaHHbIM TpeboBaHMsSIM BO MHOMOM OTBeYaeT Tepanus
FEeHHO-MHXEHePHbIMU GnoorMyeckumu npenaparamu. Llenb nccnegoBaHnss — n3y4nTb KIMHUYECKYIO 3(OEKTUBHOCTb
M 6e30MacHOCTb JIeHeHUs AeTel, CTpadalolmnx CPEAHETSHKENbIMU U TsXKebIMM opMamu rncopuasa, ¢ noMoLbio reHHo-
MH)XEHEPHbIX 6UOIOrMyeckux npenapatos. lMaLuneHTbl u MeToAbl. B uccienoBaHUe BKIOYaIN JETEN CO CPEAHETSIKEbIMU
n TsKenbiMu opmamu ricopmasa. CHopMUPOBaHO YETbIPE rpyrnnbl: B NEPBOM MU BTOPOM rpynnax ie4eHne rnpoBOANI0Ch
YCTEKMHYMaboM M dTaHePLIENTOM COOTBETCTBEHHO 6€3 NpeABapuTe/IbHOro Kypca MeToTpeKcaTta, B TpeTbel — YCTEKHU-
Hymabom rocsie Kypca MeToTpeKcaTta, B YeTBEPTON — 3TaHepLenToM Mocje Kypca MeToTpeKkcaTa. [lpoBefeHbl oLeHKa
3 PEKTUBHOCTHM Tepanuu npenapatamMmm yCTeKMHyMab 1 aTaHepLenT ¢ ncnoib3oBaHnem nHaekcoB PASI n CDLQI, n3yyeHo
WX BAMSIHUE Ha Ka4€CTBO XKM3HM MNaLiMEHTOB, a TaKKe PerncTpaumns HexxenatebHbiX siBieHni. Pe3ynbTratsl. B nccnegoBa-
Hnn yyacTBoBam 98 feTten B Bo3pacTe oT 6 4o 17 neT, u3 Hux 23 B nepBo, 26 Bo BTOpo#, 24 B TpeTbek u 25 B 4eTBEpTOM
rpynne. CpegHee apupmMmeTniecKoe 3Ha4YeHne noxkasarens nHaekca PASI rnpu nepBuyHOM 06Ciej0BaHUU COCTaBJIS/IO OT
23,7%+1,27 y nauyneHToB BTOPOH rpynnsl 40 31,9+1,68 B nepBoi. MUHUMa/ibHOEe 3HaYyeHne rnokasatess coctasuio 10,5,
maKeumasnbHoe — 58,5. lNoka3atenb CDLQI npu nepBom Bu3uTe Konebascs B Ananal3oHe oT 14,8+0,95 y naumeHTOB
yetBepTou rpynmnbl 4o 17,0+0,99 B nepBoOH, YTO HE 0Ka3asa0 CTaTUCTUYECKU 3HAYUMBbIX pas3inyni. 3aKayeHue. [eHHOo-
MH)XXEeHepHas 6uosiorndyecKkas Tepanus npenaparamu yCTeKMHymMab 1 aTaHepLenT aBaseTcs 9pdeKTuBHON n 6e30nacHom
METOAMNKON IeYEeHUS CPEAHETSIKEbIX U TSXKEbIX GOPM Ncopmnasa B JETCKOM BO3PacTe, 0O4HaKo yCTeKMHyMab B cpaBHEHUN
C aTaHepLenToM NMPUBOAMUT K 60J1ee BbIpa)KeHHOMY CHUXEHMIO nHaeKca PASI.

KnroueBblie cnoBa: ricopmas, 4eTH, 6MOIorudecKas Tepanus, aTaHepLUenT, yCTeKMHyMao.

(Ansa umTupoBaHms: MypalwkuH H.H., AM6apysaH 3.T. CpaBHUTeNbHas OLEHKa 3ODEKTUBHOCTU M 6€30MaCHOCTU UHIU-
6utopoB TNFa mn IL12/23 B Tepanuu ncopuasa y aetewn. lNegmnatpudeckas gapmarkonornsd. 2018; 15 (6): 455-463.
doi: 10.15690/pf.v15i6.1983)

OBOCHOBAHME

Mcopuas aBnAseTcsd pacnpoCTPaHeHHbIM XPOHW-
YeCKMM BoOcCMNanuTeNbHblIM 3ab60NeBaHUEM KOXW CO
CMIOXHbIM MaTOreHe3oM, COCTOSLWMM M3 FeHETUYEeCKOo-
ro KOMMOHEHTa, MUMMYHHOW AMCOYHKUMKM U daKTopoB
OKpyxatuwen cpeabl [1-3]. B ocHoBe 3aboneBaHus
fle)kaT HapylleHue npouecca KepaTuHu3auuu, a TaK-
e BocnanuTenbHble U3MEHEHUS B AepMe B pesynbrate
akTuBaumm T-niMMOUMTOB M NPOAYLMPOBAHWS MPOBOC-
nanuTenbHbiX UWMTOKMHOB [1-3]. CornacHo pasfiMyHbIM
MCTOYHMKaM, ncopuas gebloTupyeT B AETCKOM Bo3pacTe
6onee 4yem B 30% cny4vaes [4]. BlaumogencTeme mexay
aKTMBHO NpPONMPEpPUpPyOWLMMU KEpaTUHOLUTAMK, AEH-
LPWUTHBIMW KNeTKamu, HeNTpodunamu, Ty4HbIMU KneTKa-
MU U T-KNIeTKamu Bbl3blBaeT pa3BUTUE MCOPUATMHECKMX
NopaxeHUNn, KAMHUYECKU XapaKTePUIYIOLWMNXCH BOIHUK-
HOBEHMEM Ha KOXe 3puTeMaTo3HbIXx nanyn u 6aswek
C YellynKamu Ha NOBEPXHOCTH.

B nocnefHve Tpu pecaTunetus natoreHetuyeckas
MOAeSb ncopuasa 6blaa NoIHOCTLIO MEPECMOTPEHA B COOT-
BETCTBMU C 6ONee WNPOKUM U 6oee rny6oKUM NMOHUMaHW-
€M UMMYHHbIX MEeXaHU3MOB, NPUBOASALLMX K 06pa3oBaHuIo
ncopuaTuyecKux BbiCbinaHui [5].

B psae uccnegoBaHum yoanoch BbISBUTb MyTalLMK FEHOB,
JIOKaNn30BaHHbIX B JIOKycax BOCNPUUMHYUBOCTU NcopuaTu-
YeCKoM 60e3HU, KOTOPbIE KOHTPONUPYIOT perynsaumio dak-
Topa HeKkpo3a onyxonu anbda (tumor necrosis factor alpha,
TNFa), nHtepnenkunnos (interleukin, IL) 12, 17, 23; aaepHoro
dakxTopa kB (nuclear factor kappa-light-chain-enhancer of
activated B cells, NF-kB), T xennepos 2-ro tuna (T helpers
type 2, Th2), uHTepdepoHoB 1 makpodaroB. bnarogaps ato-
My B HacToslllee BpeMs cTana BO3MOXHa TapreTHas Tepa-
nus ncopuasa ¢ NpUMeHeHUeM BGMONOrMYEeCKUX NpenapaTos
[1, 6]. Buonornyeckune npenapaTbl ABASIOTCA OTHOCUTENBHO
HOBbIM KJ/1aCCOM JIeKapCTBEHHbIX CPEACTB, MEXaHU3M AeW-
CTBUSA KOTOPbIX HaLeNleH Ha K/loYeBble MeanaTopbl Kacka-



[a BocnanuTeNbHbIX peakuuin ncopuaTMyeckoro npotecca.
MyTem TapreTtHoro 610KMPOBAHUSA GYHKLMM OAHOIO MK
HECKONIbKMX MeauaToOpoB BOCMalieHUs OoTAe/bHble 6MO0-
NnornyeckuMe npenapatbl NPOAEMOHCTPUPOBANN BbICOKME
nokazatenu abPeKTUBHOCTU 1 6€30NaCHOCTU B KAUHUYE-
CKMUX WCCNefoBaHUsAX, MOCBSLWEHHbIX Tepanuu ncopuasa
B AEeTCKOM Bo3pacTe [7, 8].

B pamKax Hay4yHo-uccnegoBaTenbCKon paboTbl PrAy
«HaunoHanbHbiM MEeQULMHCKUI UccnefoBaTeNIbCKUN LLEHTP
340p0Bbs AeTel» MuHagpaBa Poccum «ONTMMM3aLns ob6LLmx
NOAXOAOB K AMArHOCTUKE, NIeYEHUIO U peabuantaumm xpo-
HUYECKNX AepMaTo30B Y AeTen» Obl10 MPOBEAEHO CPABHM-
TenbHOe uccnegoBaHne 3GPEKTUBHOCTM M 6e30MacHOCTH
nHrnéutopos TNFa n IL12/23 B Tepanuu ncopunasa y aeTen.

Llenb uccnepoBaHust — U3Y4UTb IOPEKTUBHOCTL
n 6e3onacHocTb MHrnéutopos TNFa u IL12/23 B Tepanumn
ncopuasay geten.

METOAbI
BbINOMIHEHO NPOCMNEKTUBHOE CpPaBHWUTENbHOE WUCCNeno-
BaHue (puc. 1).

Kputepuu coorBeTcTBUSA
[eTn co cpefHETIKENbIM U TSKeNbIM 6nAWeYHbIM NCo-
puasom.
Kputepnm BKIOYEHUS:
® HaJuyMe OAHOro M3 CleayllMx NPU3HaAKOB: MHAEKC
nnowaaun nopaxeHus ncopnasom PASI >10 n/vnu CDLQI
>10 n/vnn BSA >10%;
® OTCYTCTBME MPU3HAKOB TAMXKENbIX MHOEKLMOHHbIX 3a60-
fieBaHui (MTHEBMOHUKS, TYGepKynes un ap.);

Nikolay N. Murashkin®’ 2: 3, Eduard T. Ambarchian?

° BO3pacT cTapwe 6 NneT Ang Ha3Ha4YeHuss MHrubuTopa
TNFa vnu ctapwe 12 net Ang Has3HayeHUs UHrMbutopa
IL12/23;

® OTCYTCTBME APYrMX NPOSBAEHUIN NCOpPUaTUHECKon 6ones-
HW (YBEWUT, apTpuT, NYyJIbMOHUT);

®  Hananyne HGOPMUPOBAHHOIO cornacus ot opuuManbHo-
ro NnpeacTaBuTeNs nauueHTa.

Kputepum ucKaoyeHuns:

e nobble conyTcTByOWME 3a60NEeBaHUSA UIN U3MEHEHUS
NabopaTopHbIX U UHCTPYMEHTANbHbIX AAHHbIX, KOTOpble
SBNAIOTCA NMPOTMBOMOKa3aHUAMMU K Tepanuun UHrmbuTo-
pom TNFa v uHruéutopom 1L12/23;

® OTCYTCTBME BO3MOXHOCTW HabnogeHus 3a nauueHToM
Ha MNPOTSAKEHUN UCCNEfOBaHUS.

YcnoBus npoBefeHUs

MpuHUMatolMe y4yacTue B UccneaoBaHumK ety Habnto-
[annucb B OTAENIEHUM AepPMaTosiorMn ¢ rpynnon nasepHom
xupyprun Pray «HaumoHanbHbI MEAWUMHCKUIA nccneno-
BaTe/IbCKUM LLEHTP 340p0BbS AeTen» MnH3apaBa Poccun.

MpoaomKUTENbHOCTb UCCNIEA0BAHUA

Meproa npoBeaeHUs nccneaoBaHusa: aekabpb 2014 —
ceHTsa6pb 2018 r. Mepuon Habopa nauMeHToB: AeKabpb
2014 — ceHTa6pb 2016 T.

MeToabl perucTpalum UCXoao0B

Y Bcex nauueHToB Obll npoBeAeH CcO60Op aHaMHe-
3a 3abos1eBaHNs, BKJOYAA CBeAeHUs O AebloTe U CTaxe
60ne3HU, 0COBEHHOCTAX KIMHUYECKOro TEeYeHWUs, vacToTe
MHPEKLMOHHbIX 3ab0fieBaHU 3a MNOC/EAHUN Tof, a TaKxe
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Comparative Evaluation of the Treatment Efficacy
and Safety of TNFa and IL12/23 Inhibitors in Children

With Psoriasis

Background. Therapy of psoriasis in children is an urgent problem of dermatology and paediatrics. The present-day knowledge
of the disease pathogenesis defines the focus of therapeutic interventions causing rapid relief of disease symptoms, prevention
of complications and the achievement of a complete skin resurfacing from psoriatic lesions as well as long-term retention of the
effect. These requirements are largely met by therapy with genetically engineered biological drugs. Our aim was to study the clini-
cal efficacy and safety of treating children suffering from moderate and severe psoriasis with genetically engineered biological
drugs. Patients and Methods. The study included children with moderate and severe psoriasis. Four groups were formed: in the
first and second groups, the children were treated with ustekinumab and etanercept, respectively, without prior methotrexate, in
the third group — with ustekinumab after methotrexate, in the fourth group — with etanercept after methotrexate. The efficacy
of therapy with ustekinumab and etanercept was evaluated using the PASI and CDLQI indices, their impact on the quality of life
of patients was studied, the adverse events were registered. Results. The study involved 98 children aged from 6 to 17 years:
23 children in the first group, 26 — in the second group, 24 — in the third group, and 25 — in the fourth group. The arithmetic
mean of the PASI index during the initial examination ranged from 23.7 £ 1.27 in patients of the second group to 31.9 + 1.68 in
the first group. The minimum value of the index was 10.5, the maximum one — 58.5. The CDLQI index at the first visit ranged from
14.8 + 0.95 in patients of the fourth group to 17.0 = 0.99 in the first group, which showed no statistically significant differences.
Conclusion. Genetically engineered biological therapy with ustekinumab and etanercept is an effective and safe method for treat-
ing moderate and severe psoriasis in childhood, but ustekinumab compared to etanercept leads to a more pronounced decrease
in the PASI index.

Key words: psoriasis, children, biological therapy, etanercept, ustekinumab.

(For citation: Murashkin Nikolay N., Ambarchian Eduard T. Comparative Evaluation of the Treatment Efficacy and Safety of TNFa and
IL12/23 Inhibitors in Children With Psoriasis. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2018; 15 (6): 455-463.
doi: 10.15690/pf.v15i6.1983)



Puc. 1. In3aiH uccnegoBaHus
Fig. 1. Study design
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MpumeyaHmne. MTX — meToTpeKcar.
Note. MTX — methotrexate.

[aHHble 0 MpeALecTBYOLLEN TEpanUK; NPOBEAEH aHaNn3 ee
3QPEKTUBHOCTU, B TOM YUCNE CNy4YaeB HexKenaTesbHbiX
ABMIEHUI N MPUYUH OTMEHDI.

Bcem nauveHTamMm BbINOAHEH (PU3UKaNbHbIK OCMOTP
C OMUCaHWEM NIOKaNbHOIO cTaTyca KOXHOro nmartosnioruye-
CKOro npouecca, a TaKxe NpoBeAeHO KOMIMIEKCHOE Kiu-
HUKO-nabopaTtopHoe ob6cnefoBaHWe, KOTOpoe sBnseTcs
06LENPUHATLIM Nepea Ha3dHaYeHUEM FEHHO-UHXKEHEPHOM
6uonorndyeckon Tepanuum. C LEeNblo UCKIOYEHUS yBeuTa
BCE AETM NPOKOHCYNbTMPOBaHbl OPTaNbMONOrOM: OCMOTP
NPOBOAMIICS C UCMONb30BAHWEM LLENEBON NaMbl.

LlIkanbl o4eHKMU cTeneHn TAXKeCTH ncopmnasa

TaXKecTb Te4eHUs nNcopmasa oLeHMBanachb no Hanbéonee
060CHOBAHHOMY M OGBEKTUBHOMY MHCTPYMEHTY — WMHIEKCY
NAoWaamn 1 TAXKECTU NCoOpUaTUYECKUX NopaxeHun (Psoriasis
Area Severity Index, PASI) [9, 10].

MuHuManbHoe 3HadeHue PASI coctaBngetr O, MaKcwu-
ManbHoe — 72. B 3aBMCMMOCTM OT KONMYECTBa NONyYEeHHbIX
6annoB cTeneHb TAKECTHU Ncopuasa oLeHnBanachb cleayto-
1M o6pa3om:

o Txenaqa (PASI >20 6annoB);
° cpepHeTaxenasn (PASI 10-19 6annos);
e gnerkas (PASI <10 6annoB);

Bcem naumeHTam npoBeaeHa oueHka nHaekca PASI Ha
0; 4; 16; 28; 40 1 52-1 Hepg Tepanuu.

Ona OUEeHKU BAUAHUSA Ncopuasa Ha KavyecTBO XKU3HM
nauMeHTOB AETCKOro Bo3pacTa Obll UCNONb30BaH AETCKUM
OepMaTofiorMYeCKUM MHAEKC KadvecTBa u3Hu (Children’s
Dermatology Life Quality Index, CDLQI).

[Mpn CDLQI >10 TeyeHue ncopuasa OLEHUBANOChb Kak
TAXenoe, Tpebyolee nNe4eHus CUCTEMHbIMU MU BUONOrn-
yecknmu npenapatamu. OueHKa nHaekca CDLQI npousBo-
ounacbk Ha O-1 1 52-11 Hep Tepanuu.

OToenbHO MNPOBOAMICS aHaNM3 CTEMNEHW HapyleHWn
KayecTBa XW3HW MaUMEHTOB MPU NOpaxeHuu ncopuasom
®YHKLMOHANbHO 3Ha4YMMbIX 30H KOXHOTO MOKPOBa, TaKMX
KaK 1L, NONOBbIE OpraHbl, NaJoOHN U NOAOWBLI (pUc. 2—4).

OueHKa 6e30MacHOCTM OCHOBbIBaslaCb Ha BblABEHUU
N JOKYMEHTaNbHOM GUKCALMM Y NALMEHTOB HEXeNnaTeNbHbIX
peaKLni, CBA3aHHbIX, MO MHEHMWIO uccnegoBaTens, ¢ npu-
MEHSIeMbIM MpenapaToMm.

lMpenapatbl, KCMO/Ib30BaHHbIE B UCC/I€JOBAHUN

OtaHepuyenT — rMbpuaHas aumepHasa 6enKoBas MONeKy-
na, coctosas n3 peuentopa TNF ¢ MONeKynspHOM Maccomn
75 kD, coeaumHeHHaa ¢ Fc-dparMeHTOM 4enoBEeYecKOoro
UMMYHOrno6ynunHa G1.

Cxema Tepanuu 3TaHepLenToM: MOAKOXKHOE BBefeHMe
B Ao3e 0,8 Mr/Kr Macchl Tefla naumMeHTa 1 pas/Hea.

Puc. 2. Ncopuas Ha nuue
Fig. 2. Facial psoriasis
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Puc. 3. lNcopras Ha NoNoBbIX OpraHax
Fig. 3. Genital psoriasis

Puc. 4. JlagoHHO-NoAoWBEHHbIE GOPMbI Ncoprasa
Fig. 4. Palmoplantar psoriasis

YcTeknHymab — MOHOKI/IOHa/IbHblE aHTUTena Kiacca
UMMyHOrnobynMHa G1k C MONEeKynspHbIM BECOM OKONO
148 600 pfansToH, NpoayuupyeMble PEKOMOUHAHTHOM Kie-
TOYHOM NIMHUEN U NPOXOASLLME MHOTOCTYNEHYATYIO O4YUCTKY,
BKJIIOY@s MHAKTUBALMIO U Y4aNeHWe BUPYCHbIX YacTu,.

Cxema Tepanuu ycTeKMHYMaboM: NOLKOXHOE BBeleHue
B fo3e 0,75 mr/Kr npu macce Tena <60 Kr, B 4o3e 45 Mr npwu
macce Tena >60 Kr. MpenapaT BBoAMACS Ha O-i 1 4-1 Heq,
a 3aTeM yepes Kaxable 12 Heq.

Bce nauuneHTbl ¢ Havana uccnefoBaHus nonydvanu tepa-
MU0 HapPYXXHbIM KepaToIMTUYECKUM CPeACTBOM B dopme
Kpema, B COCTaB KOTOPOro BXOAMT MOYEBMHA B KOHLEHT-
pauun 10%. MpoJOMKUTENBHOCTb HapyXHOM Tepanuu He
npesblwana 1 mec.

Ucxoabl uccnepoBaHuna
OCHOBHbIE NCXOAbI:
e poctueHue pemuccun — PASI 75, PASI 90, PASI 100.
° 6e30MacHOCTb — OTCYTCTBME HEXenaTesbHbIX ABIEHUN
CcornacHO MHCTPYKLMKM NpenapaToB.
OueHKa 3dDEKTUBHOCTH Tepanun ncopuasa CoOAEpPHKUT
noHatmua PASI 50, PASI 75, roe 4ncno oTpaxaeT nokasa-

TeNb CHUXKeHUS HAeKca PASI B NpoLEHTHOM COOTHOLLIEHUMN.
O6LenpuHATO, YTO Tepanus cyuTaeTcs adPEKTUBHOM Npu
PASI 75 [9]. JononHUTENbHO UCMNOMIb30BaHbl U Apyrne 3Ha-
YyeHus, oTpaxalouwue 6onee BblpaKEHHOE YNyylleHue:
PASI 90, PASI 100.

LononHUTeIbHbIE UCXOAbl MCCAE[0BaHUS

MNMokazaTenun nHaekca CDLQI ot O go 1 oueHMBaNUChb Kak
He BAMSIOLWME HA Ka4eCTBO XMU3HK, OT 2 A0 6 — KaK Hebosb-
Wwas cTeneHb HapyweHus, oT 7 4o 12 — KaK cpeaHss cTeneHb
HapyweHus, ¢ 13 10 18 — KaK 60/bluas cTeneHb HapyLleHus,
¢ 19 no 30 — KaK 3KcTpeMasibHas CTeNeHb HapyLLIEeHKs.

JTnyeckan aKcnepTusa

Ha npoBeaeHve uccnegoBaHus OGbl10 MOAYYEHO pas-
peweHne JloKanbHOro 3TUYECcKoro Komuteta OrAYy
«HaunoHanbHbIM Hay4YHO-NPaAKTUYECKUIN LLEHTP 340POBbS
neten» Munsapasa Poccun N2 1/16 ot 26 aHBapsa 2016 T.

CTaTUCTUYECKUIA aHaNU3

MaTtemaTuKko-ctatuctuyeckasd o06paboTKa [daHHbIX
nccneaoBaHMs ocylwecTBieHa C MOMOLLbIO Moaynen «AHanu3
AaHHbIX» U «MacTep guarpamm» TabNMYHOro pefakTopa
Excel, a Takxe moaynew Basic Statistics / Tables (ba3oBble
CTaTUCTMKKM 1 Tabauubl) 1 ANOWA (AMcnepcruoHHbIN aHanms)
nakeTa nNporpaMM Mo CTaTUCTMYECKOW 06paboTKe AaHHbIX
Statistica.

PE3YJIbTATbI

BospacT y4yacTHMKOB uccneaoBaHuss — oT 8 go 17 ner.
CpeaHut BO3pacT NauMeHTOB MepBOW rpynnbl CcOCTaBui
15,1+0,3 roga n goctoBepHO (p<0,05) npeBbilian Bo3pacT
neten apyrux nccnegoBatenbckux rpynn (ot 13,0+0,6 roga
B 4yeTBepTon go 13,7+0,5 B TpeTben). CpeaHuin Bo3pacT
Havana 3aboneBaHusa ncoprMas3oM 6bin 61n30K (p>0,05) no
3Ha4YeHuto BO Bcex rpynnax: ot 5,7£0,6 B 4eTBEPTOMN rpynne
no 7,8+0,6 roga B nepBoW. [lepBble NpU3HaKku 3aboneBaHus
y HEKOTOpbIX AeTer MposBAsaAnCb B Bo3pacTe Ao 1 roga,
y apyrnx — B 13 1 14 nert.

AmHamuKa nHgekca PASI

B nepnonot0-1 ao 16- Heg HabntoaeHus (puc. 5, 6) 66110
OTMEY€EHO CTaTUCTMYECKM gocToBepHoe (p<0,01) CHUXKEHHE
nHaekca PASI Bo Bcex mccneaoBaTeNbCKUX rpynnax. Tak,
B rpynne nauueHToB, Nonyyatowmnx ne4eHne yCTEKMHyMmaboMm,
[aHHbIA NoKasaTenb cHM3unca ¢ 31,9+1,68 go 3,7+0,41,
a B rpynne, nofnyyYyaBlWeW Tepanuio 3dTaHepLenToMm,

Puc. 5. InHamnKa 3HayveHus PASI B rpynnax 60/bHbIX Yepes 16 Hea nocfie NepBoro Bu3uTa

Fig. 5. Dynamics of the PASI value in patient groups 16 weeks after the first visit
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Puc. 6. CHMxkeHne nHaekca PASIy nauneHnTa 1-i rpynnbl
(ycTeknHymab 6e3 npealecTByloLen Tepanun MeToTpeKkcaTom)
¢ 51,1 no 2,4 6annoB 4yeped 16 Hep edeHns

Fig. 6. Decrease in the PASI index in a patient of Group 1
(ustekinumab without prior methotrexate therapy) from 51.1 to 2.4
points after 16 weeks of treatment

€c23,7+1,27 00 9,1+1,12. Pa3znnyunsa okasaamncb ctatucTnye-
CKM pocToBepHbiMU (p<0,001) mexay cpeaHUMU 3HaYeHUs-
MWy NauMeHTOB NepPBOM rpynnbl, C OAHOW CTOPOHbI, U BTOPOWM
W 4eTBepTOMn rpynnamMnm — c Apyron. lnanasoH 3Ha4YeHUn
nHaekca PASI Ha 16-1 Hea Tepanuu Konebancs B npeaenax
ot 0 go 33.

Yucno naumMeHToB B pasHbIX rpynnax, JOCTUMLLMX UHAM-
KaTopHbIx nokasatenen PASI 100, PASI 90, PASI 75 yepe3
16 Hep Tepanuun 3o6pakeHo Ha puc. 7.

Ha puc. 8 oTpaxkeHa anHamuka PASI Bo Bcex uccne-
LOBaTe/NbCKMX rpynnax B TeyeHwe roga. YCToM4MBoOe CTa-
TUCTUYECKM pocToBepHoe (p<0,01) cHUXKeHUe cpepHero
3HavyeHuns PASI Habnoganocb BO BCex rpynnax 6e3 UCKIto-
YyeHuss B TevyeHue NepBOoro MNonyrogus — Ha 28-v Hen.
Haunbonee Bblpa)KeHHbIM CHUXEHWE OKalanocb B NepBoOM
rpynne nauuMeHToB, KOTOPbIE MOay4anu Tepanuio ¢ npwu-
MEHEeHMEM yCTeKnHymaba v paHee He nofyyanu UMMYHO-
CYNpecCUBHYO Tepanuio MeToTpeKkcatoM. 3atem cnegosa-
na TpeTbs rpynna naumMeHTOB, HaXoAMBLIASCS Ha Tepanuu
YyCTEKMHYMaboM € npeaBapuTeSibHbIM lIeYEHUEM METOTPEK-
catom. [loOCTOBEPHO MeHblIME AMHAMUYECKUE XapaKTepu-
CTUKM W TEeMMbl CHWXKeHUS uHaekca PASI npocnexeHbl BO
BTOPOM W YeTBEPTOM rpynnax, TO ecTb y NauuUeHTOB, Npwu-
HUMaBLUMX dTaHEPLENT KaK 6e3 npejluecTBytowen Tepanum
METOTPEeKcaToM, TaK W nocne Hee. JOCTOBEPHbIX pasfnnyui
MeXay 3TUMK rpynnamu He ob6Hapy»eHo (p>0,05) 3a Becb
nepuosa Hab6nwgeHus. Bo BTOPOM Noayrogun AuHamuKa
nHaekca PASI Bo Bcex rpynnax npakTMYeCKu ocTaHOBMAACh,
4YTO OODBACHAETCH OKOHYaHUEM MMMYHOMOrMYEeCKOW cTaauu
6nonorm4yeckon Tepanun M GopmMUpoBaHUEM CTaauu «Mna-
TO», K/IMHWMYECKM BbIpaxkalowencs yaepxaHuem abdekTa
Tepanuu. NokazaTenu, noayyeHHble yepes 1 rog Habnoge-
HUS, CTATUCTUYECKM 3HAYUMbBIX UBMEHEHMI NO CPABHEHUIO
C NONyrofoBbIMKU HE NOKa3anu.

Takum o06pa3oM, CpaBHUTENbHbIN aHann3 6u1ono-
rMYECKOM Tepanuu ncopuasa y AeTen Mnokasasn 3Ha4umo
66nbluytlo 3PpDEKTUBHOCTL MHIMOUTOPa IL 12/23 (ycTeKu-
Hymaba) B cpaBHeHUM ¢ nHrnomtopom TNFa (aTaHepuenTa)
(p<0,001): poctukeHune PASI 75 n PASI 90 cooTBETCTBEHHO
y 80 1 30% 1 33 1 4% (puc. 9-13).

[lononHuTenbHble pe3ynbTaTbl UCC/IEA0BaHUA

AmHamunka nHgekca CDLQI

MNokazatens CDLQI npu nepBuyHOM o6GCneaoBaHWuU
(puc. 14) npogeMoHcTpupoBan 61u3KMe cpefHue apud-
MeTUYeCKMe 3HaYeHuss B nHtepane ot 14,8+0,95 y nauu-
€eHTOB 4eTBepTon rpynnbl 4o 17,0+0,99 B nepBow rpynne,
3TW 3HAYEHMUS OKa3anuCb CTaTUCTUYECKU HELOCTOBEPHbLIMU.
CyuiectBeHHoe (p<0,001) cHMXKeHMe nokaszaTena 3aperu-

Puc. 7. YpoBeHb focTuxeHus PASI nauneHTammn pasHblx rpynn yepes 16 Hepf nevyeHuns
Fig. 7. The level of PASI achievement by patients of different groups after 16 weeks of treatment
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Puc. 8. logoBas AvHamMuKa 3HaveHus PASIy 601bHbIX pa3Hbix rpynn

Fig. 8. Annual dynamics of the PASI value in patients of different groups

40
35

30
25
20
15 1

PASI

10 ¢

§ pynna 1
% pynna 2
§ [pynna 3
% [pynna 4

0 4 16

28 40 52

Bu3surt, Hepens

Puc. 9. CHuxeHune niaekca PASI ¢ 16,2 go 1,8 6annoB y nauueHTa
4-i rpynnbl (3TaHepLenT ¢ NpeflecTBYIOLLEN Tepanven MeToTpeK-
caTtoMm) Ha 40-1 Hea HabnoAeHUS

Fig. 9. Decrease in the PASI index from 16.2 to 1.8 points in

a patient of Group 4 (etanercept with prior methotrexate therapy)
at Week 40 of the follow-up period

Puc. 10. Perpecc BbiCbiNaHWi Ha NafoHAX y nauueHTa 4-i rpynnbi
(aTaHepLenT ¢ NpealwecTBYOWEN Tepannen MeToTpeKkcaToM) Ha
40-1 Hep HabnoaeHUs

Fig. 10. Resolution of palm eruptions in a patient of Group 4

(etanercept with prior methotrexate therapy) at Week 40 of the
follow-up period

CTPMPOBAHO Yy MaLMEeHTOB BCeEX rpynn npu ucciegoBaHum
yepes 1 rop (puc. 15). K aToMy BpeEMEHU pasfivyusa Takxe
OKasanucb 6/IM3KUMK APYT K APYrY Y NaLUEHTOB BCEX rpymnm.

[ononHuTensHo 6bifia NPoOBeAeHa CpaBHUTEIbHAsA OLEH-
Ka 3HavyeHusa nokasatensd CDLQI B aByx rpynnax naLMeHTOB.
B nepsyto rpynny Bownu 64 nawuueHTa c noparkeHnem nuLa,
NosI0BbIX OPraHoB, NafjoHen M nogows, BO BTopyto — 34
pebeHKa C Apyron nokanusauuen nopaxeHus. Bo Bpems

Puc. 11. NMauuneHT A. npu nocTynaeHuu, 3-a rpynna (ycteknHymao
C NpejlecTByloWEeNn Tepanuein metotpekcaTom): nugekc PASI 58,5
6anna Ha O-1 Hex

Fig. 11. Patient A. upon admission, Group 3 (ustekinumab
with prior methotrexate therapy): PASI index 58.5 points
at Week O

nepBMYHOro o6cnegoBaHms nokasatenb CDLQIy nauneHToB
nepsow rpynnsl coctasun 18,6+0,59, y naumMeHTOB BTOPOK
rpynnel — 10,5%0,79 (puc. 16), u 3T1 pasnnying okasaaucb
CTaTUCTUYECKU 3HAYUMbIMU C HaEeXHOCTblo 60siee 99,9%
(p<0,001).

Mpu uccnepoBaHuK Yepe3 52 Hep NpPouM3oWno cTa-
TUCTUYECKM [OCTOBEPHOE CHUXKEeHUe 3HadveHua CDLQI
B 06eux rpynnax (p<0,001) go 2,3+0,43 B nepBou rpynne



Puc. 12. MaumneHT A., 3-9 rpynna (ycTeKMHymab ¢ npegLlecTtsy-
loller Tepanven MetToTpexkcaTom): 4-a Hell HaGNOAEHNUS (MHAEKC
PASI 31,2 6anna)

Fig. 12. Patient A., Group 3 (ustekinumab with prior
methotrexate therapy): Week 4 of the follow-up period (PASI
index 31.2 points)

Puc. 13. NMauueHT A., 3-9 rpynna (ycTekMHymab ¢ npeawecTBy-
lolLer TepanMe METOTPEKCATOM): CHUXKeHUe uHaekca PASI
no 0 6annos Ha GoHe Tepanuun ycTeKMHyMaboMm Ha 28-11 Hep
neyeHus

Fig. 13. Patient A., Group 3 (ustekinumab with prior
methotrexate therapy): decrease in the PASI index to O points
against ustekinumab therapy at Week 28 of the treatment period

n1,1+0,37 — BO BTOpOM (puc. 17). Pasnnyma nokasartens
B rpynnax cTaTUCTUYEeCKMN He3Hauynmble (p=0,07).

HexxenaTtenbHble ABNEHUA

B npovecce Tepanuun ocywecTBASANCA MOHUTOPUHT HEXe-
naTenbHbIX ABNEHWUN, Cpean KOTopblX, MO AAHHbIM Hallero
HabN4EHUS, PErMcTPUpPoOBaNnCb TONbKO MHPEKLMOHHbIE
3a60/1eBaHUS BEPXHUX AblXaTebHbIX NyTEN.

B Ta6n. npuBeaeHbl AaHHble 0 4acToTe UHGOEKLMOHHbIX
3a60/1eBaHWI 3a roj A0 Havyana Tepanuu 1 B nepunog Habnto-
aeHus. B rpynnax o6Hapy)XeHbl conocTaBUMble [aHHble
4acToTbl TAKENbIX MHOEKLMOHHbIX 3a60NeBaHn B TeYeHne
roja [0 Hayana Tepanuu no noBogy ncopuasa (x2=2,1,
p=0,56), TAKeNblX MHOEKLMOHHbIX 3a60NeBaHUI B TeYeHNE
nepvoaa uccnenoBaHus (x2=2,0, p=0,58).

Kak BMAHO M3 Tabn., NPUMEHEHWE TEHHO-UHKEHEPHbIX
6MONOrMYEeCKMX NpenapaToB He CNOCOOGCTBOBASO YYaLLEHMIO
CNy4yaeB pasBUTUA TXKENbIX MHOEKLMOHHBIX MPOLLECCOB.

OBCYXAEHME

CoBpeMmeHHble NpeacTaBieHns 0 natoreHese gepmaro-
3a JEeMOHCTPUPYIOT KIOYEBYIO POJib MPOBOCMHANUTENbHbIX
LMTOKMHOB, POPMUPYIOLLMX CUCTEMHYIO BOCMANMUTENbHYIO
peakLmMio, BOBAEKalOLWY0 B NaToIONMYECKnit npouecc psg
OpraHoB ¥ cucTeMm, 06yCNoOBAMBAIOLMX KOMOPBUAHBIE C MCO-
puasoM npoueccbl. B ¢BA3KM C 9TUM OAHOM U3 BaKHEMLIMX
3ajay COBPEMEHHON neanaTpun U AepmaTosorMn SBAsioT-
Csl CBOEBPEMEHHAsA AMarHocTMKa U nevyeHne 3aboneBaHus
B AETCKOM BO3pacTe C LeNblo npeaynpexaeHus pasButus
TSXKENbIX MHBaNUAN3UPYOWNX GopM 60NEe3HM, COMPSKEH-
HbIX C KOMOPOGWAHLIMW COCTOSIHUAMU. YKa3aHHble daKTbl
AEMOHCTPUPYIOT HEOBXOAMMOCTb ONTUMU3ALIUKU KPUTEPHUEB
W paclwmpeHne COBPEMEHHbIX 3HaHWM O CUCTEMHOMN Tepanuu
ncopvasa C TapreTHow TepaneBTUYECKOW HamnpaBieHHO-
CTbtO AENCTBUS, MO3BONAIOWEN MUHUMU3UPOBATL NOGOYHbIE
abdeKTbl M B KpaTyamnlLume CPOKM YCTaHOBWUTb KOHTPOb Hag
3a6oneBaHMeM B JETCKOM BO3pacTe.

B pgaHHOM paboTe NpoAaeMOHCTPUPOBaHbl pes3ynbTa-
Tbl COGCTBEHHOrO MCCNEeA0BaHUS CPaBHMTENbHOM OLLEHKM
3bPEKTUBHOCTM M 6e30MacHOCTM Tepanuu MHIMOUTOPOM
TNFa (aTaHepuenT) u MHrnéuTopom IL12/23 (ycTeKnHymab)
B JIe4eHUN AeTewn, CTpajatlowmnx CPpeaHETIKENbIMU U TaKe-
nbiMK (6a5WweYHbIMK) dopmMamu ncopmuasa Kak nocne npea-
LwecTBytoWehn MMMYHOCYNPECCUBHOM Tepanuu, Tak u 6e3
Hee. C UeNblo NONYyYEHUS LOCTOBEPHbIX CTAaTUCTMHECKMUX

Puc. 14. XapakTepuctuka uHgekca CDLQI no pesynbtatam nepBUYHOro o6cnefoBaHns
Fig. 14. Characteristics of the CDLQI index according to the results of the initial examination
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Puc. 15. luHamunka nokasartenss CDLQI B TeyeHue 1 roga HabntogeHms
Fig. 15. Dynamics of the CDLQI index during 1 year of follow-up
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Puc. 16. 3HayveHuns nokasatens CDLQI y naumMeHTOB C IoKanuM3auuen Ha nuLe, NoIoBbIX OpraHax, lafloHaX v nogowsax (rpynna 1)
1y 60JIbHbIX C APYron nokanu3sauuen (rpynna 0) npu nepBrM4HOM obcnefoBaHum

Fig. 16. The CDLQI values in patients with localization on the face, genitals, palms and plantae (Group 1) and in patients with other
localization (Group 0) at the initial examination
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Puc. 17. 3HavyeHuns nokasatens CDLQI y nauMeHToB ¢ noKanndaunen Ha nuue, NonoBbIX OpraHax, 1ajoHsax 1 nogowsax (rpynna 1)
1y 60NbHbIX C Apyron nokanuadauuen (rpynna 0) yepes 52 Hel neveHus

Fig. 17. The CDLQI values in patients with localization on the face, genitals, palms and plantae (Group 1) and in patients with other
localization (Group 0) after 52 weeks of treatment

3,5

0 Mean = Mean+SE T Mean+1,96xSE

301 ,

251 |

201 ,

3navenue CDLQI yepes rop

0,0

1

1
Jlokanu3auus nopaxesus



Ta6nuua. PacnpegeneHve nauneHToB B rpynnax B 3aBUCUMOCTH OT clly4aeB UHOEKLMOHHbIX 3a60NeBaHui
Table. Distribution of patients in the groups depending on the incidence of infectious diseases

Fpynna 1 F'pynna 2 F'pynna 3 F'pynna 4 Bcero
MokasaTtenb x2 p
a6c. % a6ec. % a6ec. % a6c. % a6c. %
TopKenble MHbEKLIMI® wer | 23 | 100 | 24 | 923 | 23 | 958 | 23 | 920 | 93 |49 | | .
3a roA 1o Tepanum aa 0 0 2 77 1 4,2 2 8,0 5 51 ' '
TepKenble MH EKLUI* wer | 23 | 100 | 25 | 962 | 23 | 958 | 23 | 920 | 94 | 989 | |
3a nepuoj HabnwoaeHus aa 0 0 1 3,8 1 4,2 2 8,0 4 41 ! !

lpumeyaHue. * — K YUCNY TAKENbIX OTHECEHbI 6aKTepuanbHble MHOEKLMN OPraHOB AbIXxaHUs.

Note. * — bacterial respiratory infections are referred to severe ones.

OaHHbIX 6bl1M chOpPMUPOBaHbI FPynnbl ¢ NPUGAU3UTENIBHO
paBHbIM KOIMYECTBOM MCCNEAyEMbIX MaLMEHTOB, CymMap-
HOE YMCNI0 KOTOPbIX cocTaBmio 98. Ha MOMEHT BKIOYEHMS
B uccnegosarue y 100% naumneHToB UMENUCb MEAULIMHCKNE
NOKa3aHUs K Ha3Ha4YeHulo OWMONOrMYECKOM Tepanuu, 4To
NOATBEPKAAETCHA BbICOKMMU NOKadaTtenaMu niaekcos PASI,
BSA v CDLQI. B npouecce BbiNonHeHWst paboTbl HAMW BbISIB-
NIeHbl aHHble 0 YacToTe Hac/NeACTBEHHON OTAroLIEeHHOCTH
cpean nauneHToB — 39%. 3TW pe3ynbTaTbl CONOCTaBUMbI
C [aHHbIMW GONbLIMHCTBA 3NUAEMUOSIONMYECKUX UCCneno-
BaHWM, B KOTOPbIX YacToTa HaCNeACTBEHHOW OTHArOWEH-
HOCTM no ncopualdy coctaBnsetr ~33-35% [3, 4]. Cneayet
OTMETUTb, YTO B OT/INYME OT B3POCSION KaTeropmu naLMeHToB
y o6cnefoBaHHbIX AeTen 6ngwedyHas dopma yvale nopa-
*Kana GYHKUMOHaNbHO 3HA4YMMble 30Hbl KOXHOMO MOKpoBa:
obnactb Mua — y 43 (56,1%), nonoBble opraHbl — y 28
(28,6%), o6nacti nagoHen n nogows —y 22 (22,4%).

B npouecce HabnwoaeHs 3a AeTbMU Ha GOHe Tepanuu
nHrnéutopom TNFa n 1IL12/23 oTMedeHbl pa3nmuunsa adpodek-
TUBHOCTM NleHeHMsa B UccnedyemMblx rpynnax. Tak, B rpynnax
1 n 3, rae NpUMeHsNcs ycTeKnHymab, K 16-n u 52-i1 Hep
HaGMOAEHNS NpeBanupyeT YMCNOo MaUMEHTOB, AOCTUTLLMX
ynyqyweHus PASI 90, yero HeNlb3s cKasaTtb O rpynnax 2 v 4,
nofly4aBLlMX 3TaHepLenT. BbinonHeHue TepaneBTUYECKOM
3aja4yn, 3aKal4yalowencs B MOJTHOM OYULEHUU KOXKHOIO
nokposa (PASI 100), 3a nonyrogoBoe HabniogeHue O6blio
3apernctpupoBaHo y 11 nauumeHtoB 1-1 rpynnbl, y 2 — 3
2-n,y 7 — 13 3-1,y 1 — 13 4-i, 4TO TaKXKe cBUAETENbCTBYET
0 60/1e€e BbICOKOW 3P PEKTUBHOCTU YCTEKMHYMaba B Tepanuum
cpeaHeTXeNbIX U Taxenbix Gopm ncopuasay aeten.

3AK/IIOYEHHUE

AHanmn3 apPEeKTUBHOCTN BMONOTMYECKON Tepanuu cpea-
HeTsHKeNbIX U TXenblx Gopm ncopuasa y Aeten nokasan
661blWYI0 3GHEKTUBHOCTb UHIMOUTOPaA IL12/23 (YCTEKUHY-
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Maba) B cpaBHeHun ¢ uHrnéutopom TNFa (3TaHepuenta).
YcTaHOBNEHO, 4YTO NpeAwecTBylollee NPUMEHEHWE METO-
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AKTyanbHOCTb. B HacToslee Bpems CKAepoaepMusi ocTaeTcs OCTaToOYHO PeaKnM, B TOM Yucie cpeau aeten, 3abosie-
BaHueM. TeM He MeHee MHTepeC Uccae0BaTeNei K JaHHOM NaTo/10rMmM BO3pacTaeT, NOCKOIbKY AMarHOCTUKA NMOParKeHUs
nuueBoga npu pasandHbix Gopmax CUCTEMHOIO CKep03a A0CTaToqYHO NpobieMaTnyHa, a pe3y/bTaTbl 3HAOCKOMMYECKOIO
nceneoBaHus He oTobpakaloT NoJIHON KapTUHbI pyHKUMM nuujeBoga. Ha coBpeMeHHOM aTtane MeToq MaHouMmnegaHco-
MeTpuu A1s1 onpeaeneHns GyHKUMKU nuieBoda, B TOM YUCIe y AeTelN CO CKaepoaepMUen, siBaseTcs Beaylnm B EBpore,
oflHaKo Ha TeppuTopumn Poccurickon degepaLrimm npuMeHsIETCS TObKO Y B3POC/bIX. [paBuibHas n cCBOEBPEMEHHAs OL|EH-
Ka MOTOPHOIro COCTOSIHMSA NuLLeBoAa MO3BOJIUT HE TOJIbKO PACLUMPUTb HaLUKM NMpeAcTaB/ieHuss 0 natoreHe3e 3abosieBaHus,
HO M onpeaennTb 3hPEKTUBHOCTb HaYaToM Teparnum n BoipaboTaTb NPaKTUYECKUE PEKOMEHAaLUMU OTHOCUTE/IbHO TaKTUKKU
JIEYEHMS YKEe Ha paHHMX dTanax pa3BuTus 3abosieBaHus. Llenb nccnegoBaHns — onpeaeinTb BO3MOXHOCTU MaHOUM-
negaHCoOMeETpUn A5 AMarHOCTUKKU MOParKEHUI NMuleBoha rnpu KBEHUIbHONM cKaepogepmun. Metoabl. B uccrepoBaHune
BKJIt04YeHbl 13 fAeTel ¢ 0BEHWUIbHONM CK1IepoaepMmUen, rocnutaan3nupoBaHHbIX B OTAe/1eHNS PEBMAaTOIOMMU U 1epMaTos1o-
rmu B nepuos ¢ uioHs rno aBryct 2016 r. Bcem nayneHTam C Lesbio BbiIBAEHUST QyHKLMOHa bHbIX HapyLleHui nuijesoaa
BbIMOJTHEHA MaHOMETPMS BbICOKOr0o pa3peLleHusi B COYeTaHMmM ¢ umnegaHcomeTpmnen. Pesyabtatbl. CHUXEHUE aMIINTYAbl
COKpalleHni B AucTaibHOM oTgene nuujeoda 6osee yeMm B 30% «B1a)KHbIX» TIOTKOB 06Hapy»KeHo y 2 u3 7 JeTei ¢ loBe-
HWUJIbHOHM CUCTEMHOM CKaepogepmuen 'y 1 n3 6 ¢ oBEHUIbHOM 04aroBOK CKaepogepMnuein. Y Bcex nayneHToB BblsiB/IE€HbI
repucTanbTMYECKUE BOJIHbI B AUCTa/IbHOM oTAene nuieBoda amnantyaon <30 MM PT.CT., @ TaKXe HenpoBeaeHHas nepu-
cTa/lbTUKa, NPy KOTOPOM nepuctaabTUdecKasl BOJIHa He MPOXOoANT BCIO AUHY nuieBoja; y 1/13 — ogHOBpeMEHHOE COKpa-
weHue ¢ amnantygon <30 MM PT.CT. Y Bcex eTe BbisiBAEHA M10J10XKUTE/IbHAs KOPPEALMS MEXAY CUCTEMHbIM BapHUaHTOM
3abos1eBaHns M HapylweHmem nepuctanbTnku (p=0,021). 3aknyeHme. bnarogaps mMeToay MaHoOMMeAaHCOMETPHUn
BEPHOULMPYIOTCS MOTOPHbIE HapyLIEHUS nuileBoa, 4To ob6ecriedynBaeT NnaLMeHTY CBOEBPEMEHHYIO U COOTBETCTBYIOLLYIO
MEANLMHCKYH MOMOLYb.

Knrw4eBbie cnoBa: 4eTH, OBEHU/IbHas CUCTEMHAs CK/1IepOoAepMUsl, IOBEHU/IbHas o4aroBasi CK/1epoaepmMusi, MaHoOMETPUS,
nmneaaHCoOMeTpusl, NuLIeBO, AMarHoCTUKa.

(Ana yntnpoBanms: CtenaHaH M.KO., Komaposa E.B., MypawkuH H.H., AnekceeBa E.W. [pn3Haku noparkeHmsa nuwesoaa
y AeTeN CO CKnepogepMmnen no gaHHbIM MaHOMMMIeAaHCOMETPUU: UCCNefoBaHKe cepumn cnyyaeB. lleguatpuyeckas pap-
makosorusi. 2018; 15 (6): 464—-469. doi: 10.15690/pf.v15i6.1985)

AKTYAJIbHOCTb

IOBEHWNbHAA CKNIEPOAEPMUS — XPOHUYECKOE UMMY-
HoarpeccvBHoe 3aboneBaHne ¢ Aeb6lOTOM 60Ne3Hn A0
16-neTHero Bo3pacTa. [lpoaBnaeTca XapaKTepHbIM
dNBPO3HO-CKNEPOTUHECKUM MOPAKEHUEM KOXKM, OMOPHO-
[IBUraTesIbHOro annapata C BO3MOMXHbIM BOBJIEHEHUEM
B MPOLIECC BHYTPEHHMX OpPraHoB, pPa3BUTMEM CHUHApPOMA
PetHo. B ocHoBe 60n€3HU NEXWUT reHepann3oBaHHOE
nopaxeHne COeAUMHUTENbHOW TKaHWM Cc npeobnajgaHuem
dunbpo3a 1 obanTepupytowero TpombaHrmumTa [1].

HOBEHUNBHYIO CKIEpOAEPMUIO NOAPA3AENSIOT Ha oBe-
HUNBbHYIO CUCTEMHYKO ckiepogepmuio (LOCCA) u toBe-
HUNbHYIO o4YaroBylo cknepogepmuio (KOOCA). Mpu KOCCA
Hapsily ¢ UBMEHEHUSIMU KOXMW W OMOPHO-ABUraTeNbHOro
annapaTta MMeeT MECTO MopPareHWe BHYTPEHHUX OPraHoB,
rnaBHbIM 06pPa30M, KeNyao4YHO-KUWEYHOro TpaKkTa [2].

PaHee 6bIn10 NOKasaHoO, YTO NULLEBOA NPU CKNEPOAEPMUU
nopajkaeTca 4valie APYrux OpraHoB MNULWEBapUTENbHOrO
TpakTa: npu | ctagum 3aboneBaHUs MopaxKeHue nuiule-
BOJa AunarHoctupyetcs B 68% cnyyaes, npu Il — B 89%,
npu lll — B 100% [3]. TUNUYHBIM CUMIMTOMOM MOpPaXKEHUN
nuwesoaa fBnsetcs ancodarus: eTi UCMbITbIBAKOT 3aTpya-
HEHUS NpuW NpornatblBaHWW KaK TBEPAOMW, TaK U XKUIOKOM
MUK, NPU 3TOM BbIHYXKAEHbI 3anuBaTb TBEPAYID NULLY
60/blIMM KOMIMYECTBOM MWUAKOCTU. TaKXKe nauumeHToB
6eCnoKoAaT M3xora M 6014 B anuracTpanbHoOM o6nacTu,
ycuaMBatowmecs B rOPM30HTa/IbHOM MONOXKEHUU; 60b
4acTo MppaguupyeT 3a rpyarMHY U CONPOBOXKAAETCS KUCON
OTPbIXKKOW. KMHMYeCcKas KapTMHa nopaeHus nuuiesoda
6biBaeT 6onee CKyaHou, 4em MopdONOrn4yeckne uame-
HEHUS B HEM, YTO OOBACHAETCH MEASIEHHbIM Pa3BUTUEM
naTonorMyeckoro npolecca B NUWEBOAE WM ajanTtauuen



60/IbHbIX K JaHHOMY COCTOSIHMIO [3]. SHAOCKOMUYECKMU ana-
FHOCTUPYIOT pasinyHblie NPOSIBiEHMA racTpoaszodareans-
HOW pednloKCcHOW 60ne3Hn — oT pedntoKe-a3odarunta
no nuweBoaa bappetta. 9po3un K 93BbI NULLEBOAA KaK
cneacteue ractpoasodareanbHoro pedntokca oOGHaPYKU-
Batotcsa y 30% 60nbHbIx KOCC/ [4].

[ns pacno3HaBaHWA paHHUX CTaAuM MOParKEHUS NULLE-
BO/Jla NPW IOBEHUIbHOW CKNIEPOAEPMUM NMPUMEHSETCS NULLE-
BOAHAs MaHoumnegaHcoMeTpus. Ha cerogHslwHWn aeHb
B MWpE MCMonb3yeTcs HOBeNlas BbiCOKOpaspeluatollas
TEXHO0MMS MaHOMMMNEeAaHCOMETPUMN AABNEHUS U COMPOTHB-
NIeHUs MuLeBoa, YTO NO3BONSET BbISBUTb QYHKLMOHAMb-
Hble HapyleHWUs BEPXHWMX OTAENOB XKEeNyAo4HO-KMLIEYHOIo
TpakTa. MaHOMeTpUYyecKMe NPU3HaKKW AUCOYHKLMK MuLle-
BoAa BbIiBASAOT npumepHo Y 80% nauyuneHToB ¢ KOCC/A [5].
Jlexxawun B ocHoBe 3abosieBaHusa npouecc dpubpo3npoBsa-
HUS U Oo6AUTEpPaLMM COCYAOB BEAET K MOPAXKEHUIO CTEHKM
nuueBoaa M ee MHHEPBaLIMK, a B MOCeAYoLEM — K racTpo-
330dareancHoMy pedntokey [6]. ATpodua Mblwy, B Tene
nuieBoaa NpMBOAUT K OcnabneHuio COKpalleHUM BMNNoTb
[0 yTpaTbl NEPUCTaNbTUKK, CHUXAA KIUPEHC nuiesoaa [7].
[aBneHne MnoKos HUXHEro MUWEBOAHOrO COMHKTEpPA MpH
CKNlepoepMnn 0BGbIYHO CHUXKaeTcsd ymepeHHo [5]. Ecau
nepucTanbTMKa CoOXpaHeHa, NepucTanbTMYecKme BOSTHbI UMe-
0T HU3KY0 aMnanTyay (<30 MM pT.CT.). TMNoToHMA NUweBoaa
Habnoaaetca B 75-90% cnyyaeB. Y OTAefbHbIX G0NbHbIX
pa3BMBaETCA CTPUKTypa NULLEBOAA — CYXKEHWe npocBeTa
HUXHEN ero TpeTH, 06HapyXnBaemoe nNpu MaHonmneaaHco-
METPUK, YTO TPeBYET XUPYPru4ecKoro neveHuns [5].

YKa3aHHble Bbllle NPU3HAKKU HecneundUUHbl A5 CKNepo-
aepmMuu. NMogo6HbIe OTKIOHEHUSA MOTOPUKU MOTYT 6bITb BbISIB-
fleHbl Y MALMEHTOB C APYrMMM CUCTEMHbIMKM 3aboneBaHuUs-
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MW, ONS UX OMUCAHMS NPEASIOKEH TEPMUH «HeadPEKTUBHAS
MOTOpUKa nuieBoaa» [8]. MaHOMETPUYECKMM KpUTepuem
HeapDEKTUBHON MOTOPUKMU MHULLEBOAA SABNSIETCA CHUMKEHMWE
aMMNAUTYAbl COKPALLEHWUI B AUCTANIbHOM OTAeNe NuLeBoa no
KpanHen mepe B 30% «BnaHbIX» [MOTKOB B 1t0601M KOMOWHA-
UMK CneaytoLwmnx OTKIOHeHW [8]: nepucTansTUYecKne BOSHbI
B AMCTaNIbHOM OTAese NWLEeBOAa amnanTyaon <30 MM pT.CT.;
O[JHOBPEMEHHblE COKpaLLleHWst ¢ amnauTygoin <30 MM pT.CT,;
HeyaaBLllascs (HenpoBeAeHHas) nepucTanbTMKa, Npu KoTo-
poi nepucTansTUYecKas BOSIHA He NPeooNieBaEeT BCIO A/IMHY
nuLLEeBOAA, U/WK OTCYTCTBUE NEPUCTANBTUKM.

MaHoumMnegaHCOMETPUS SBASIETCA «30/10TbIM CTaHaap-
ToM» anddepeHumanbHon anarHocTukn KOCCH ot HOOCA.
OpHako B Poccuu uccnegoBaHWe BO3MOMXHOCTEM 3TOro
MeTofa paHee He NPOBOAMUIIOCh.

Llenb uccnegoBaHus — onpenennTb BO3MOXHOCTH
MaHoOMMMeAaHCOMETPUN As PaHHEW AMArHOCTUKM nopae-
HWI NWLLEeBOAA NPU IOBEHUTbHOM CKIEPOAEPMUMN.

METOAbI

An3aiH uccnepoBaHus

B npocneKTMBHOE uccnefoBaHWe BK/OYaNWM [OeTew,
rocnuTann3nMpoBaHHbIX B PeBMATosorMiyeckoe n aepmaro-
norunyeckoe otgenenuns Pray «HaunmoHanbHbIA MEAULIMHCKUIA
ncenenoBaTenbCKUM LEHTP 340poBbsl AeTen» MuH3apaBa
Poccuu (nanee HMWLL 300poBbs AeTen) B Nepmuos C UIoHS No
aBryct 2016 r.

Kputepuu cootBeTcTBUSA
Kputepumn BKIOYEHUST:

e [eTu B Bo3pacTe oT 7 go 15 net ¢ KOCCA n KOOC/[ BHe
3aBWCUMOCTU OT CTauKn 60Ne3HH;
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Symptoms of Oesophageal Affection in Children
With Scleroderma According to Mano-Impedancemetry:

A Case Series

Background. Currently, scleroderma is a rather rare disease, including among children. Despite the growing interest of investigators
in this pathology, the problem of diagnosing oesophageal affection in various forms of systemic sclerosis remains under-investigated
since endoscopic data does not provide a complete picture of the oesophageal function. Currently, mano-impedancemetry (MIP) is the
leading method in Europe for determining the oesophageal function, including in children with scleroderma; in the Russian Federation,
it is used only in adults. Proper and timely evaluation of the oesophageal motility state will allow not only to expand our understanding of
the disease pathogenesis but also to determine the efficacy of the initiated therapy and to give practice suggestions in terms of treat-
ment tactics in the early stages of the disease. Our aim was to determine the possibilities of mano-impedancemetry for diagnosing
oesophageal affection in juvenile scleroderma. Patients and Methods. The study included children with juvenile scleroderma taken to
the department of rheumatology and dermatology from June to August 2016. To identify oesophageal function disorders, all patients
underwent high-resolution manometry in combination with impedancemetry. Results. A decrease in the distal oesophageal contraction
amplitude in more than 30% of “wet” swallows was found in 2 of 7 children with juvenile systemic scleroderma and in one of 6 children
with juvenile focal scleroderma. All 13 patients had peristaltic waves in the distal oesophagus with an amplitude of <30 mm Hg. They had
interrupted peristalsis, in which the peristaltic wave did not go through the entire length of the oesophagus; one of these patients showed
a simultaneous contraction with an amplitude of <30 mm Hg. All children (n=13) showed a positive correlation (r= 0.021) between the
systemic disease and impaired motility (p=0.021). Conclusion. Despite the clinical and laboratory methods for diagnosing scleroderma,
the data of oesophageal mano-impedancemetry is an important criterion, primarily for the differential diagnosis of systemic and focal
scleroderma, and assists in the early initiation of therapy for oesophageal motility disorders.

Key words: children, juvenile systemic scleroderma, juvenile focal scleroderma, manometry, impedancemetry, oesophagus, early
diagnosis.

(For citation: Stepanyan Marina Ju., Komarova Elena V., Murashkin Nikolay N., Alexeeva Ekaterina |. Symptoms of Oesophageal

Affection in Children With Scleroderma According to Mano-Impedancemetry: A Case Series. Pediatricheskaya farmakologiya —
Pediatric pharmacology. 2018; 15 (6): 464-469. doi: 10.15690/pf.v15i6.1985)



Puc. 1. MaHOMeTpUS BbICOKOIro pa3peLleHns: Hopma
Fig. 1. High-resolution manometry. Norm

0 Naenexue
(mm pr.eT.)
Pressure
5 (mm Hg)
150
Mepuctanstuka
10 nonepeyHo-NonocaThix
= MbILUL, NWLLEBO4A 120
-3- _ MepexoaHas
g5 15 30Ha MepucTansruka -
§ £ rMafKOMbILLIEYHOR
=] yacTi nuLiesoda
£g % 60
54 3akpeiTue HMC nocne
g§ o5 3aBepLUeHns rnoTka
& 30
30 0
Paccna6nenune HINC
35
0 5 10 15 20
Bpewmn (cek)
Time (sec)

lMpumeyaHune. BMNC — BepxHui nuweBogHbin cuHkTep, HMC — HUKHUI NULLEBOAHBLIN CPUHKTEP.
Note. UES — upper esophageal sphincter, LES — lower esophageal sphincter.

° noanuWCaHHoe poauTens MM W AeTbMu cTapwe 15 neT
MHPOPMUPOBAHHOE COoracue Ha NPoBeAeHNe MaHoOMe-
TPMM BbICOKOrO pa3pelleHnss B COYEeTaHUU C MMNeaaH-
comMeTpuen.

Kputepnm HEBKTIOYEHUST:

® HecnocobHOCTb pebeHKa KOMMYHWLMPOBATL C UCCNeao-
BaTenewm;

* ntobble HEBPOIOTMYECKUE U NCUXMYECKME 3a601EBaHUS;

® 3MOUMOHaNbHas NabunbHOCTb NPU KOHTAKTE C BPa4yoM;

® HaJuyue TpaBM HOCa B aHaMHe3e;

° TA)eNoe coMaTUYeCKOoe COCTOSIHHUE;

° MPOTMBOMOKa3aHus AN MHBA3MBHOIO 30HA0BOMO 06cne-
[LoBaHus.

J930daroracTpoayoaeHoCKoNus

Bcem getaMm, BK/OYEHHbIM B MCcnefoBaHWe, MpoBO-
annun azodaroractpogyoneHockonuio (3r4C). OueHuBanu
cTeneHb gunatauuun nuueBoaa, COCTOSIHME ero CM3UCTOoMn
060/104KH, HaNM4Yne AOMNONAHUTENbHbBIX 06pa30BaHUt B NPO-
cBeTe NUueBoaa, HeJOCTaTOYHOCTb U/MAKM NPONanc Kapauu,
pacnonoxeHue 3y64aTon JIMHUK.

MaHoumnegaHcoMeTpus

3a 12 4 [0 NpoBeAEHUs MaHOUMMNeaHCOMeTPUN AeTAM
pPEeKOMEHA0BaNM He MPUHMMAaThL nuLly, 3a 3—4 4 — orpa-
HUYUTL NPUEM XUAKOCTU. Mlepen KaabiM UccnefoBaHnem
MPOBOAWN CYXYIO 1 BNaXKHYI0 Kannb6poBKy KateTepa. 3aTem
KaTeTep BBOAWIW TPAHCHA3albHO B MOJOMEHUU NaLueHTa
cuas. MNepen BBeAEHUEM NMPU HEOBXOAMMOCTM MONOCTb HOCA
opoLLlanu COoCYJOCY)KUBAIOWMMMK KannsaMu, a HaKOHEYHWUK
06pabaTbiBanu resieM ¢ TMJoKanHOM. AHECTE3NUSA MOTKU He
NPOBOAMNACH (HE PEKOMEHAYETCH, TaK KaK 3aTpyaHAET BBe-
JeHWe 30Ha BCeACTBME MOAaB/IeHWUs MIOTOYHOMO M Kall-
neBoro pedneKcos, a 3arnatblBaHne nekapcTsa U3MeHseT
MOTOPUKY BEPXHWX OTAENOB nulieBofa). 30HL BBOAWICA
[0 YPOBHA HWKE HWKHEro MNuLLEeBOAHOro COUHKTEpa, 419
TOro, YTo6bl CMCTEMA CMOT/Ia OnpeaesnnTb 6a30BYI0 JIMHUIO
enyaKka, a 3ateM MOATATMBACS YyTb Bbllle, TAaK 4TO6LI

camblt AUCTabHbIM AaTYMK pacnonarancs Ha YPOBHE HUXK-
Hero nuwesogHoro couHKTepa. Mocne BbiCTaBNEHUS BCEX
napamMeTpoB (Kanobbl, aHaMHe3, Bec, PocCT, AaHHble AI/C,
npUHUMaemble npenapatbl) pebeHKa NpocUNn 3afepiu-
BaTb MMOTKKW ANS onpeaeneHns WKanbl NoKos. 3atem npoBo-
Annacb cepusi «BiaxKHbIX» MMOTKOB GU3MONOrMYECKOro pac-
TBOpa (10 rmoTKoB No 5 M Kaxkabiv). B xoae npoueaypbl
nauneHTa NPoCUaM BO34EPKaTbCs OT MOTKOB CMOHbI («CYXMUX»
rMOTKOB), PA3roBOpPOB, NOKaL/IMBaHUA. 3aTeM NpoBoaMIach
UMHUTaLMS NpoLiecca nNpuema nNUWM: naumeHTy npegiaranu
cbecTb 10 noxeK no 5 r cneunanbHoro xene. Janee WwKana
NoKosi onpegensnacb NOBTOPHO, U KaTeTep U3BEKancs npu
YCNOBUM AafbHENLWEN TeMmnepaTypHON KOMMNeHcauuu (Kate-
Tep ocTaBascs Ha Bo3ayxe B TedeHue 10 cek).

Mpu NnpoBegeHnn nccneaoBaHKs B MOKOE U NpM ynoTpe-
GNEHWU UAKOCTU U NMULLKM B BUAE XKene OLeHMBaNuCh crne-
Ayloluive napameTpbl: 06Was CKOPOCTb NPOXOXKAEHNUS BOAbI
no nuwesoay, NPOAOKUTENbHOCTb HAXOXAEHUSA eANHMULLbI
MAKOCTU Ha onpejeNeHHOM yyacTKe nuleBoa, amniu-
Tyaa NepucTanbTUYECKOM BOJHbI, HanuMyMe 3abpoca XKua-
KOCTU U XMMyca B MULLEBOA, KONMYECTBEHHbIE MOKa3aTenu
COBOKYMHOM NEepuUCTanbTUYECKON aKTMBHOCTWU, AaBleHue
B CPUHKTEPAX NMLLEBOAA, TOHYC CTEHKM opraHa. C noMoLLbio
MHOIOLIBETHOMO 06bEMHOI0 N306paxeHns BU3yannusanpoBa-
M NPOABUKEHME MEPUCTANBTUHECKON BOJIHbI MO NULLEBOAY
(puc. 1).

CTtaTucTUYeCcKUn aHanus

PacyeT pazmepa BbI6GOPKK NpeaBapuUTeNbHO He NMPOBO-
anncs. AHanu3 fJaHHbIX BbIMOJHEH C UCNOIb30BaHMEM NaKe-
Ta cTaTucTMyeckunx nporpamm IBM SPSS Statistics, v. 21;
onucaHMe KONIMYECTBEHHbIX MOKa3aTenen — C yka3aHuem
MUHUMaNbHbIX U MaKCUManbHbIX 3Ha4YeHUI, cpeaHero apud-
METUYECKOro 1 CTaHAAPTHOIO OTK/IOHEHUS. [1n9 BbISBAEHMS
3aBUCUMMOCTU MEXKAY NoKalaTensiMun NpuMeHsacs Koppens-
LIMOHHbIN aHann3 ¢ UCNOb30BaHUEM HeMapaMeTpPUYeCcKoro
KoadduumeHTa Koppensauum CnupmeHa (r). CTaTUCTUYECKMU
3HAYUMbIMM CHUTANUCH Pa3anyuns 1 ceasun npm p<0,05.



PE3YJIbTATbI

XapakTtepucTuKa BblIGOPKU

CornacHo KpUTEpPUSIM BKJIIOYEHUS, B UCCNIe0BaHUN Npu-
HAM yyactue 13 nauneHTtoB: 7 geten ¢ OCCA n 6 ¢ FOOCA.
[MpoTOKON MccneaoBaHUs BLIMOMIHEH B MOAHOM 00beMe
y Bcex 13 nauuneHToB.

MMMyHOCYNpecc1MBHYIO Tepanuio Ha MOMEHT MpoBeae-
HWUA MaHouMMNedaHcoMeTpuu nonyvyanu 6/7 (85,7%) neten
¢ tOCCA n 2/6 (33,3%) c DOC/. XKanobbl Ha 60/1b B XUBOTE,
N3XOrY, OTPbIXKKY, TOWHOTY Npeabasnanm 10 na 13 geten co
CKJiepofepmuen, owylleHne KoMKa B ropie — 12/13.

OCHOBHbIE pe3ynbTaTbl UCC/IeJOBaHUA

Mo paHHbiM 3IAC M3MEHEHWA CAU3UCTOM 0600YKM
BEPXHWX OTAEN0B NULLEBAPUTENIbHOIO TPaKTa C NpU3HaKamm
BOCNaneHns nuuesoga BbiaBneHbl y 12/13 (92,3%) 60nb-
HbIX: Y Bcex naumeHToB ¢ OCCA (7/7; 100%) ny 5/6 (83,3%)
¢ FOOC/[,. HapyweHnsa MOTOpHOM GYHKLUMK BEPXHUX OTAEN0B
NULWEBAPUTENIBHOIO TPaKTa B BMAE HEAOCTAaTOYHOCTM Kap-
ann otMedeHbl y 11/13 (84,6%): y 6/7 (85,7%) nauneHToB
c OCCA n 5/6 (83,3%) c OOCA.

MonyyeHHble AaHHble MaHOWMMEAAHCOMETPUM Mpoae-
MOHCTPMPOBASIM CHUMKEHME aMMANUTYbl COKPALLEHUI B AWC-
TanbHOM oTaene nuuweBoga 6onee 4yem Ha 30% «BRaKHbIx»
rnotkoBy 3/13 (23,1%) neten. Y AaHHbIX NaUMEHTOB BbiiBNiE-
Hbl MepUcTanbTUYECKME BOMHbI B AMCTaNbHOM OTAENE NuLle-
BoAa amnautygon <30 MM PT.CT.; OTMeYanacb HenpoBeaeH-
Has nepucTanbTUKa, NPU KOTOPOKM NepucTanbTMyecKas BoHa
He npeojoneBana BCIO AJ/IMHY NuWEeBOAa (pUc. 2), @ Y OAHOro
M3 3TWX NaLMEHTOB BbIBIEHO OAHOBPEMEHHOE COKpalleHne
¢ amnautygon <30 MM pT.CT. Ype3amepHoe paccnabnexHve
HUHEro MUILEBOAHOIO COUHKTEPA BLISBJEHO TaKke B 3
cnyyasx u3 13 (y 1 naumnenta ¢ KOCCL ny 2 ¢ FOCOA). Ewe
y 2 nauueHTtoB ¢ KOCC/l BnepBble 6blia BbiiB/ieHa IPbl-
a MuLEeBOAHOro oTBepcTus anadparmol. MNpu atom y 6/7
(85,7%) peten rpynnbl KOCC/ BbiiBNEH pedtoKC XUAKOCTH,
y 5 (71,4%) — pedntoKc TBepaon nuuim (Kene), y 2 (28,6%) —
rasoBblv pednioKe; B rpynne FOOCA — y 5 (83,3%), 4 (66,7%)
n 2 (33,3%) cOOTBETCTBEHHO. [10BLILLEHHOE AaBNIEHUE B BEPX-
HeM nuuEeBoAHOM COUHKTepe Habnaanoch y 3 nauMeHToB
¢ FOCC, » 1 naumeHTta ¢ HOOC/[, HapylweHne nepuctanbTu-
KW — y 4 1 2, HENOMNHbIN XUOKOCTHbIM TPaH3KUT 6ontoca —y 5
1 4, HENONHbIV TPaAH3UT 60/1K0Ca UMUTaLMK TBEPAOW MUK —
y 4 1 2 neten COOTBETCTBEHHO.

OBCYXAEHMUE

Mo paHHbIM MaHoMMNeaaHCcOMETPpUn rpybble GYHKLM-
OHallbHble HapyleHUs nuuieBoda O6bin BbIBAEHbI Y 2/7
(28,6%) naLMeEHTOB C CUCTEMHOWN CKIepoaepPMUEN. YUnTbIBaS
[laHHble aHaMHe3a, MOXHO NPeAnoSIOKUTb, YTO AETHU, HAaxo-
aauecs Ha ANMTeNbHOM rOPMOHaNbHOM WM/MUAN UMMYHOCY-
NPECCMBHOM JIEYEHUU W UMEtoLMEe HeGOosblY0 AABHOCTb
3aboneBaHusl, pexxe UMeT noparkeHune nuuesoda. OgHakxo,
aHanua3unpys AaHHble, Oblna BbigBAeHa HeaddeKTUBHas
MOTOpUKa nuuieBofda y 1/6 (16,7%) pebeHKa ¢ o4aroBow
cKnepogepmuen. [laBHoCcTb 3ab60neBaHns AaHHOro ciy4vas
cocTtaBnsina 1 rof, B TE4EHWE KOTOPOro MO MECTY XKWUTENb-
CTBa MauUMEeHTy Ha3Havyanacb MMMYHOCYNpPecCcUBHasa Tepa-
nusa 6e3 NONOXKMUTENbHOIo 3ddEKTA, B CBA3U C HEM PeBEHOK
6b171 HanpasneH B HMWLL 3gopoBbs aeten ¢ uenbto o6¢cneno-
BaHWUS M KOPPEKLMK Tepanunu. UMeHHO Takue AeTH HyxaatoT-
csl B 605ee paHHen AnarHocTuke 3aboneBaHus.

MpoaHann3nMpoBaB MOJlyY4EHHblIE pe3ynbTaTbl, MOMXHO
CYAUTb O HeOCTaTOYHOM 06CnefoBaHUM AeTen C AMarHo3om
cknepoaepmumn. o gaHHbIM 3HAOCKOMUYECKOro obcneaoBa-
HUSI HEBO3MOXHO CYAMTb O MOPayKEHUW NULLEBOAA M BOBJE-
YeHWW ero B CUCTEMHbIM MpoLEecc, Tak Kak npu 3TOM He

Puc. 2. MaHomeTpusa nuLeBOAa Yy naumeHTa

C AMarHoCTUPOBaHHOM CKNepoaepMuen

Fig. 2. Oesophageal manometry in a patient with diagnosed
scleroderma: interrupted peristaltic wave, lack of pressure
in the LES

MpumedaHune. BU3yanusupytotca HenposeaeHHas
nepucTanbTMyecKas BoAHa, OTCYTCTBME AABAEHNUS B HUKHEM
MULEBOAHOM CHUHKTEPE.

Note. Interrupted peristaltic wave and lack of pressure in the lower
oesophageal sphincter are visualized

OLEHMBAIOTCH HU KOJIMYECTBEHHbIE, HU KaYeCTBEHHbIE MOKa-
3aTeNIM COBOKYMHOW MNepucTanbTUYECKOW aKTUBHOCTW, HU
[JaBfieHME B HUXKHEM CPUHKTEPE NULLEBOAA, HM TOHYC CTEHKM
opraHa, a Nofly4YeHHble AaHHble CBWAETENbCTBYIOT NUlWb 06
OC/NOXHEHMAX B pedyfbraTe HapylleHHON MOTOPUKM — BOC-
naneHum CAn3UCTOM OOONOYKKM MULLEBOAA, Pa3BUTUM 3PO-
3MBHOMO MNpoLecca, a Nno NpPUYNHE CXOXKECTU MeXay cobom
CUCTEMHbBIX M 04aroBbiX GOPM HEBO3MOXKHO CyanTb O dopme
IOBEHUIBHOW CKnepoaepMnn. Takum obpasom, aaHHble AIAC
HEe MOrYT CAYXWTb KPUTEPUEM AMArHOCTUKU HaAU4us WU
OTCYTCTBMS QYHKLMOHANbHbIX HapyweHWM nuuesoda npu
CK/epOoAepPMUM: JaHHOE nccneaoBaHue aaeT npeacTaBleHne
NnWb 06 aHaTOMUYECKOM NMOParKEHUN CIN3UCTON 060N0YKMK.

EAMHCTBEHHbIN CTATUCTUYECKM 3HAYUMbIN NPEABECTHUK
CWCTEMHOrO npoLecca Npu CKNepoAePMMUK, MO HALIUM AaH-
HbIM, SIBNSETCS MNepucTanbTMKa NUWeBoda: y BCex feTen
Cc cuctemHon ¢opmon 3aboneBaHUs OTMedvanocb Hapy-
lWeHne nepucTanbTMYECKOW aKTMBHOCTM MuleBoAa, 4To
KpaWHe peako BCTpeyaeTcs B MpaKTWKe 3HAOCKOMMCTa.
C apyrov CTOpOHbI, B HalleM MaHOUMMNeAaHCOMETPUYECKOM
nccnefoBaHnWM Y HEKOTOPLIX eTel ¢ YyCTaHOBMEHHbIM Ana-
FHO30M OBEHW/IbHOW M 04aroBOW CUCTEMHOWM CKNepoaep-
MWW BbISIBfIEHbl MOBbILEHHOE KOJMYECTBO HemnepenaHHbIX
BOJIH NepucTanbtuku (>30%), 0oAHOBpPEMEHHOE COKpaLleHne
¢ amnautygon <30 MM PT.CT. U CHMKEHHaa amMmnauTyaa
OUCTalnbHbIX BOMH nepucTtanbTMkn <30 MM pT.cT. B >30%
rMOTaHWM, YTO O3Ha4Yano HeadDEKTUBHYIO MOTOPUKY MNULLE-
BOJa U TpeboBano KoppeKumn tepanuu. etn ¢ LOCC/A, He
nmetolme MChyHKLMM NuIeBoaa, 4oaroe Bpems nonyyanu
MMMYHOCYMNPECCOopbl U HAaXoAUIUCHL B peMnccumn 3abonesa-
HUS. UMEHHO NO3TOMY TaK Ba)KHO OLEeHMBaTb GYHKLMOHAb-
HOE COCTOSIHWE NuLLeBoAa Y AeTeN B AUHAMUKE.

Mo pesynbtatam 60/bWNHCTBA UCCNEA0BaHMUK YCTAaHOB-
NIEHO, 4YTO HapyLWEHUS CO CTOPOHbLI XKEeNyAOYHO-KMLWEYHOrO
TpaKTa Ha BCEM €ro NpoTseHuun BbigenaTca y 90% geten
C IOBEHUNbHOM CUCTEMHOWN cKnepoaepmuen [9]. Y 60MbHbIX
IOBEHU/IbHOW OrpaHUYEHHONM CKIepoaepMmren ata npobnema
NpaKTUYEeCKKN He nadydanacb. OqHaAKO AaHHbIV BOMNPOC UMEET
NPUHUMNMANbHOE 3HavyeHue AN YTOYHEHWS COBCTBEHHO
BO3MOXHOCTW BOBJIEYEHUS KENYAOYHO-KULIEYHOrO TpaKTa
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B CKiepoaepmuyecknin npouecc npu KOOC, a Takxe Ans
n3yyeHus cneumduyHocT U gnddepeHuMpoBaHns BbisiB-
NEHHbIX M3MEHEHWM C MPM3HAKaMKW MOPaXKEHUS OpraHoB
nuuieBaperHns y 6onbHbix KOCCA. TeM He MeHee, OO CUX
nop He CNOXWNOCb €ANHOr0 NPeAcTaBNeHUs O CPOKax BO3-
HUKHOBEHUS, YacToTe, XapaKTepe M pacnpocTpPaHeHHOCTU
M3MEHEHUN, BbISBASEMbIX B OpraHax NuLieBapeHus; oTcyT-
cTByeT obulas ToYKa 3peHus Ha camy CYLHOCTb naToso-
FMYECKOro npouecca B Kenygo4yHO-KULWEYHOM TpaKTe npu
cKknepoaepmuu [9].

B naTonornyeckuit npouecc MoryT BOBleKaTbCsi Bce
oTAeNbl NULLEBAPUTENIbHOMO TpakTa, HO Yalle B CUY aHa-
TOMMYECKUX OCOBEHHOCTEN NOpPaxKaeTCs UMEHHO NULEBOA
[10]. U3meHeHuns 3aTparvBaloT B OCHOBHOM MbllLIEYHbIN
cnow, rae dGMbpo3HO M3MEeHEHHas CoefuHUTENbHAs TKaHb
paspacTaeTcs MeXay MblWeYHbIMK Ny4YKaMu ¢ nocnegyto-
wen gereHepaumen n atpoduen rnagkux Mbllll, MHOrga
C NOJIHbIM WX 3aMelleHnem. Beaylwmm naToreHeTu4ecKum
MEeXaHWM3MOM MOpa*KeHua nuwesoga nNpu 3aTom 3abonesa-
HUKW ABNSIETCA CHUXKEHME ero ABurateNbHon yHKUMKU. Ha
paHHUX CTaausix 3To0 0OYCNOBAEHO Ba30OMOTOPHbIMU pac-
CTPOMCTBaMU, B AanbHenwem — aTtpoduen mboiwl, [11].

BOoNbWKHCTBO UCCNeaoBaHWM, NOCBSALWEHHbIX M3YYEHUIO
KENYAOYHO-KUILEYHOro TpaKTa y 60MbHbIX CKaepoaepMu-
€W, HOCAT raBHbIM 06pa30oM onucaTeslbHbIn Xxapaktep 6e3
COMOCTaBNEHUSA 3IHAOCKOMUYECKUX U MaHOMETPUYECKMUX
AaHHbIX. OgHaKo, B HaleM UccnefoBaHUM HarnsggHo npeg-
CTaBJ/IEHO, YTO TOMIbKO 3HAOCKOMMYECKOro MeTofa o6¢cneao-
BaHWA 4N9 BbIABNIEHUSA NATONOMMK NUWEBOA HE JOCTATOY-
HO, TaK KaK 33odaroracTpogyoaeHOCKONUS He JaeT NONHOro
npeacTaBieHns O ero MOTOPUKeE.

bnarogaps O04HOBPEMEHHOW OLLEHKEe BHYTpPUMIpPOC-
BETHOrO AaBfiEHWS M KOOpPAMHALMKM MPECCOPHOM aKTWB-
HOCTM MYCKynaTypbl MuLIEBOAA MOsiBUAACb BO3MOXHOCTb
No-HOBOMY B3MsHYTb Ha nNpobnemMy WM3MEHEHHOW MOTO-
PUKM MNWWeEBOAa MPWU CKAEpoaepMuM, B HaCTHOCTM oOLe-
HUTb COKpaTUTENbHYIO OYHKLMIO BCEX OTAENOB NULEBOAA,
BbIIBUTb HapyweHuns asodaroractpajibHON KOOpAMHAaLMK,
BbIIBUTb pedtoKe, npoBectn anddepeHumanbHyto aua-
rHOCTWKY TUNa pedniokca [12]. Hanbonee HagexHbIM METO-
LOM U3yyeHusa aBuraTesibHON GyHKLMM NULLEBOAA M TOHYyCa
HWXXHEro MULLEBOAHOI0 CHUHKTEPA SABNSETCH MaHOMETPUA
C MCMNONb30BaHNEM QYHKLIMOHaNbHbIX NPO6, NO3BOASAOWANA
N3y4YnTb MOTOPHUKY MULLEBOAA W €r0 KNMPEHC NyTEM onpeje-
NeHust noKasaTenen CoOKpaTUTENbHOM CMOCOBHOCTU CTEHKHM
nuweBoda n AesTenbHOCTM ero chuMHKTepoB. B HacToswee
BpeMSl MoKasaTenu COKpalleHUs OLLEHMBAIOTCH He TOJSIbKO
BO BpeMSs MpUeMa XMUAKOCTH, HO U BO BPEMS UMUTALLUK NPU-
ema TBepaon nuwm [13]. Mpu onTMManbHOM UCMNOb30BaHMMU
GU3NYECKMX MPUHLMNOB 1 COBNOAEHMN MPUSHAHHBIX XapaK-
TepUCTUK 006opyaoBaHUa MMNegaHCOMaHoMeTpu4yeckoe
nuccnegosaHve obecneynBaeT TOYHOE OMucaHue COKpa-
WeHUA nuuweBoja Npu OBEHUIBHON CKNepoaepMUH, YTO
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ATUNMNYHBINA FeMOJIMTUKO-YpeMMYeCKui cuHapom (@l'YC) — ynbTpapegkas natoaorus ¢ pa3ButMeM KOMMJIeMeHTONocC-
peAoBaHHON TPOMOOTHMYECKON MuUKpoaHruonatun (TMA). [o nosiBaneHus aKyandymaba — rymaHu3mpoBaHHOro MOHO-
K/I0HaAbHOro aHTuTena Kaacca I8G K C5-KOMMNOHEHTY KOMMeMeHTa — POrHo3 o6Lyes M Mo4Ye4YHoN BbiXKMBAEMOCTH
rnpu al'yYC 6611 He6aaronpusaTHbIM BCAEACTBUE BbICOKOM BEPOSITHOCTM JIeTalbHOIro Mcxoa M pasBuTUs TepPMUHasIbHON
XPOHUYECKOM NOYEYHOM HeJOCTaTOYHOCTH Y BbIXKMBILLMX NALMEHTOB. B 3TOM cTaThe npeactaBieHO KAMHMYeCKoe HabJiio-
AeHne nauneHTku ¢ al'YC, y KoTopo# 6biin M AEHTUOULMPOBaHbI reTepo3MroTHas MyTaLms reHa, Kogupyroujero ¢paktop H
(CFH) — ¢.3653G>A(p.Cys1218Tyr) u ABa retepo3UroTHbIX BapuaHTa noimmopduamMa B ToM xe reHe — c.2016A>G;
¢.2808G>T. HecmoTps Ha AOCTUXKEHUE remaTonormyecKkon pemmccun TMA Ha ¢poHe naasmoTtepanuu, y pebeHKa pas-
Buaachb gnann3laBucrumasl no4yeyHass He4OCTaToOqYHOCTb. JleHeHUe aKym3ymaboM Mnpu yxKe UMEeKLEeMCs XPOHMYECKOM
rnoBpeXxKAeHUn MoYeK 06ecrneynio CyLeCTBEHHOE yayUlleHne ux QYHKLMK, nogaepxaHne CTOMKON PeMUCCHUN 1 MOBbI-
LIeHMEe KayecTBa XM3HU nauyneHTKku ¢ al'yYC.

Knw4eBbie cnoBa: aTUniHbINA reMOJIMTUKO-YPEMUYECKMNI CUHAPOM, TPOMOOTHMYECKas MUKPOaHrnonaTtus, niaamorepa-
nms, 3Ky1nM3ymab, noYyeyHasi HeJOCTaTOYHOCTb, ANASN3.
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BBEAEHUE

ATUMUYHBIN  TEMONIMTUKO-YPEMUYECKUA  CUHOPOM
(@al'yC) — pepaKoe XxpoHuYeckoe cucTtemHoe 3aboneBa-
HWe, accouunpoBaHHoe B 60-70% cnyy4yaeB ¢ MyTauuen
B reHax, Koaupyowmx 6enkn ¢ GyHKLMEeNn perynmpoBaHus
M aKTMBMPOBAHMA anbTEPHATMBHOIO MyTWM KOMMAEeMeHTa.
B ycnoBusix runepakTnBaLmMm KOMNIEMeEHTa 3alliMta SHA0-
Tenusa npu al'YC cTaHOBUTCS HECOCTOATENIbHOW, YTO MPUBO-
OWT K Pa3BUTHIO CUCTEMHOW KOMMNJIEMEHTONOCPEA0BaHHON
TPOMOBOTHUYECKON MUKpoaHronaTuun (TMA) [1].

[OunarHocTtupyetcs al'YC Ha ocHOBe BbisiBneHua Kymb6ce-
HeraTMBHOM reMOSIMTUHECKON aHEMUU, TPOMOOLIUTONEHNH
W OpraHHow AncdyHKUMKU. N3BECTHO, YTO LOMUHUPYIOWMUM
nposisneHnem al'YC aBnsetcs nopakeHue noyek, ogHaKo
63% nauMeHTOB UMeeT KakK MUHUMYM OfHO 3KCTpape-
HanbHoe npoaBneHne cucteMHon TMA [2—4]. MNporHo3 npu
al'YC He6naronpusaTHbINA: BbICOKa BEPOATHOCTb NIETaNbHO-
ro ucxofa, y 60nblWMHCTBA NaLMEHTOB BHE 3aBMCUMOCTHU
OT MHMLMANbHbIX NPOSBAEHUI pa3BMBalOTCA TEePMUHasb-

Koaupytowero daktop H. Meguatpuydeckasn papmakonorus. 2018; 15 (6): 470-478. doi: 10.15690/pf.v15i6.1984)

Has Mno4vyeyHas HeAoCTaTOYHOCTb M peunanBbl 60NE3HM,
a y 2/3 nauvMeHToOB Mocje TpaHCnaaHTauuu oTmevaeTcs
noTepsi NOYeYHOro TpaHcnaaHTaTa [5].

[MpoBefeHHble K HACcTOsLIEMY BPEMEHU UCCNefOBaHMUS
NPOAEMOHCTPUPOBAN BbICOKYID 3GPEKTUBHOCTb KOMIe-
MEHTONOKUPYIOLLEro NpenapaTta aKynM3ymaba KaK y aeTen,
Tak n y B3pocbix ¢ al'YC B BUAE AOCTUMXKEHUS remaToNoru-
YECKOM pemMuccum, ynyyleHus, a B psae cnyvyaeB — BOCCTa-
HOBNEHUSA QYHKLMK NOYeK [6, 7].

MprMBOAMM KNMHWYECKoe HabnogeHne, KoTopoe Mto-
CTPUPYET NepBbii B POCCUKM OMbIT YCNELWHOrO IEYEHUS IKY-
nM3yMaboM, HECMOTPS Ha ero OTCPOYEHHOE NPUMEHEHHUE.

K/IMHUYECKOE HABJTIOAEHMUE

MaumneHTKa X., 24.04.2010 roga poxxaeHus.

AHaMHe3 Xn3HW. [JeBo4yKa OT MepBOM 6EPEMEHHOCTH,
NpoTeKaBLIEX C 3MU30[40M apTepuasbHON TMNEPTEH3UU
B lll TpumecTpe, NepBbIX CaMOCTOATENbHbIX POAOB B CPOK
Y *EHLKUHbI B Bo3pacTe 27 neT. Macca tena npu poxaeHum



3020, pocTt 51 cM. OueHka no wKane APGAR 7/8 6annos.
BaKuuHupoBaHa cornacHo HauuoHanbHOMY KaneHgapto.
C Bospacta 3 mec o 1 roga *KM3HW HabnogannMcb aNU304bl
CHUXEHUS YPOBHSA remornobuHa (Hb) KpoBn — makucmasb-
HO A0 99 /1, B CBA3M C YeM NpoBOAMAAcCh Tepanus npena-
paTtamu xenesa. I3 nepeHeceHHbIx 3a6oneBaHnin — 2 anu-
304a OCTPOW pecnupaTtopHon BUpycHon MHdeKuun (OPBU)
nerxkoro teveHus. O6palan Ha ce6s BHUMaHMUE CHUMKEHHbIN,
n3bupaTenbHbI anneTuT NauneHTKu.

AHamHe3 3abosieBaHusl. B Bo3pacTe 1 roga 6 mec pas-
BUNacb TpexKkpaTHas pBoTa 6e3 MOBbIWEHUS TeMnepaTypsl
Tena, xapaktep cTyna nNpu 3TOM He u3meHsancs. Yepes
aeHb (31.10.2011) nosiBMAMCb nepudbepuyeckre OTeKU
(B€EK, roneHewn), oTMe4YeHO CHMKeHne anypesa. 03.11.2011
pebeHOK 6bla rocnUTann3nMpoBaH B OTAENIEHWE peaHuMaL K
N UHTeHcuBHoM Tepanun MAY3 «ArKb N2 1» (Hensi6UHCK):
NOATBEPXKAEHbI CHUMKEHME anype3a Ao 1 M/Kr B 4ac U oTey-
HbI CUHAPOM; OTMEYaNuchb apTepuanbHas rmnepTeH3ns (4o
135/100 mm pT.cT.), aHemus (Hb go 46 r/n), TpomboumTone-
Hus (59,4%x109/n), runepasoteMus (Mo4YeBnHa 22 MMONb/,
KpeaTuHWH 129 MKMOnb/N), NPOTENHYPUSA HEPPOTUHECKOIO
ypoBHSA (a0 3,3 r/n). Ha ocHOBaHWK MONYYEHHbIX MapaKANHK-
YeCKMX AaHHbIX AMarHOCTUPOBaAH rEMONUTUKO-YPEMUYECKUIN
cuHapom. MpoBoaunncb MHOY3UKM CBEXKE3AMOPOKEHHOWM
nnasmbl, CTUMYNAUMSA Auype3a NnetneBbiMU AWYPETUKAMMU,
Tepanua aHTUKoarynsHtamu (renapuH 1000 Ep/cyT), nesa-
rperaHtamu. Ha 14-e cyT rocnutanu3aumv MHULMMPOBAHO
neyeHve NpegHM30/10HOM B A03€e 2 MI/KF B CyT, KOTOpoe
npPoOBOAMNOCH B TedeHue 4 Hej, C NoCNeayoWnMM NepeBoOoMm
Ha anbTEPHUPYIOLWMI pexnm. B TeyeHne 3 Hep cocTosiHue
AEBOYKM HECKOJIbKO YNyYLIMAOCk: 6bla KYNMPOBaH OTEYHbIV
CUHApPOM, yBenuyuncs aumypes o 1400-1600 mn/cyT.

Ha 26-e cyTt rocnutanu3auun (29.11.2011) BHOBb
OTMEYEHO CHuKeHue auypesa fo 300 ma/cyT, HecMoTps
Ha TO, YTO OTMEYanoCb HEKOTOPOE CHWXKEHWE BblpaxKeH-
HOCTM runepasoTemMun (MovyeBuHa 15 MMONb/N, KpeaTtu-
HWH 118 MKMONb/n) Ha (GOHE COXpPaHALWMXCA aHEMUHU
(Hb 52-100 r/n) n Tpom6GouuToneHun (57-133x109/n).

CocTosiHMe pebeHKa pPe3Ko yxyawwunocb Ha 39-e cyT oT
MOMeHTa rocnutanu3aummn (12.12.2011), koraa Ha doHe
nogbema apTepuanbHoro gasneHus go 180/120 mm pT.
CT. OTMeYaNMCb NacTO3HOCTb ULA W FONEHEN, MOBTOPHOE
CHWxXeHue Hb (76 r/gn), HapacTaHMe a30TeMUM (MOYEBMHA
30,6 MMOnb/N, KpeaTuHnH 265 MKMOb/N) NPU HOPMaibHOM
Konuyectse TpomoboLmToB (184%x109/n). B cBSA3K C yXyALle-
HMEM COCTOSIHWUS M HEBO3MOXHOCTbIO MPOBEAEHMS NAa3Mo-
06MEHOB MO TEXHUYECKMM NpuynMHaM 16.12.2011 pebGeHok
Obl1 NnepeBeaeH B LLeHTp rpaBUTaLMOHHON XMPYPrn KPOBKU
M remoananusa [eTCKon ropoaCcKOn KIMHUYECKON BONbHM-
ubl cBaToro Bnagnumupa (MockBa).

Mpu noctynnennn B ArKB CBsitoro Bnagnumnpa coxpaHs-
nucb aHemus (Hb 64 r/on), Tpom6ouuTonenuns (62x109/n),
OTMEYEeH MPUMPOCT MnoKaszaTenen asotemMun (MoyeBuHa 42
MMONb/N, KpeaTuHUH 288 MKMonb/n), 2,5-KpaTHoe MNOBbI-
LeHre ypoBHSA nakTataernaporeHasbl (JIAN) (792 Ea/n npu
HopMe 81-234), cHmKeHne C3-ppaKumm KOMNOHEHTA KOM-
nnemeHTa (79 mr/an npn N 90-207). Mo AaHHbIM KoOa-
rynorpammbl yCTaHOBMEHbl MPU3HaKKM TMNepKoarynaumu:
npoTpoM6UHOBAa akTMBHOCTbL No KBuKy 181% (N 71-105),
dunbpuHoreH 3,54 r/n (N 2-4), pactBopnmble GUOGPUH-MOHO-
MepHble KomnneKkebl 9,0 Mr% (N ao 4), XaremaH-3aBUCUMbIN
dun6pnHonn3 40 muH (N 5-12), A-aumep 690 Hr/mn (N oo
250).

MpoBefeHa guddepeHumanbHas anarHOCTUKa C TPOM-
60TMYECKON TPOMOOLIMTONEHUYECKON Myprnypon (aKTuB-
HocTb ADAMTS13 6bina >10% — 61% npn N 93-113)
W aHTuTenbHon npupogon alYC (aHTM-CFH aHTMTEena He
OBGHapyKeHbl).

C uenblo BbISIBAEHUS AOMOAHUTENbHbIX GaKTOPOB, CNo-
cobcTBOBaBWKUX pas3Butuio TMA, nauyueHTKe O6bl10 Npo-
BeAeHO uccnegosaHue nonumopdusma reHos remocrasa:
BbISIB/IEHbI FOMO3UIOTHbIE FEHOTUMbI FeHa MHIMBUTOPA aKTH-
BaTopa nnasmuHoreHa tuna 1 (PAl: 4G/4G) n reHa TpoM60-
uMTapHoro peuentopa K konnareny (ITGA2: 807 T/T), rete-
PO3UrOTHbIE TEHOTUNbI reHa dubpuHoreHa (FGB: -455 G/A)
n depmeHToB GOoNaTHOro UMKNa — MeTUNeHTeTparnapo-
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donatpenyktasdbl (MTHFR: 677 C/T), METMOHUHCHUHTA3bI-
peayktadbl (MTRR: 66 A/G) u MeTMOHWHCUHTa3bl (MTR:
2756 A/QG). YpoBeHb roMouucTeEUHa 6bi1 NOBbIWEH — 27,3
MKMOJb/N (N o 5 MKMoOsb/N).

o gaHHbIM MHCTPYMEHTaIbHOro 06¢/1e40BaHNs: YBENu-
YyeHne pa3MepoB NoyekK (npaBas Nnovyka 67x33 MM, TONLWMK-
Ha napeHxumbl 15 MM; neBas novyka 70x41 mMm, ToNLWMHA
napeHxmmbl 15 MM); napeHxMma ¢ HepaBHOMEPHbIM MOBbI-
WEeHWEM 3XOreHHOCTU, 06eHEHWEM pPEHaNbHOr0 KPOBOTO-
Ka, NMPeMMyLLeCTBEHHO B MPOEKLMU KOPTUKaNIbLHOro Cof
(Vimax Ha mMaructpasbHbiX noveyHbix aptepuax o 0,3 m/c);
B NPOCBETE XEeN4YHOro Ny3blps BU3yanu3nupoBacs nioTHbLIN
0CafloK C aKyCTUYECKOW TEHbIO MPOTSAKEHHOCTbIO A0 14 MM
(6UnnapHbIN cnagx).

AHaMHeCTUYeCKWe JaHHble U AMHaMuKa nabopaTopHbIX
rnoKkasaTtenien yKasblBaau Ha TeYeHue y JaHHOM NaLUeHTKK
atunmyHoro 'YC. HecmoTpa Ha npoBedeHWe aHTuKoary-
NIAHTHOW Tepanuu, perynsipHbix NaasmoobmMeHOB/MHPY3nUM
CBEXE3aMOPOXKEHHON NNa3Mbl, MOpaXKeHWe NoYeK nporpec-
cupoBano. C 17.12.2011 HavyaTa 3aMecTUTeNbHas noYevyHas
Tepanua: BHavyane npojJjieHHas BEeHO-BEHO3Has remojua-
dunbTpaumus, 3aTeM neputoHeanbHbin Avanus3. Ha doHe
npucoeanHerns OPBN 28.12.2011 otmeyeH peuumams al YC
B Buae CHWXeHus ypoBHa Hb go 53 r/n n Tpomb6ouuToB
no 62x109/n. MpopomkeHa nnasamortepanus (N1asmoob-
MeHbl N2 7). CocTosiHMe CcTabunnM3npoBanochb, LOCTUTHYyTa
remartonornyeckas pemuccud TMA, ofHaKO CoOXpaHAnIuUChb
Avanu3saBucuman novyevyHas HefoCTaTO4HOCTb, KPU30BOE
Te4yeHue apTepuanbHON TMNEepTEH3UU (apTepuanbHoe [aB-
nexnve 150-180/100-120 MM PT.CT.), @ NO Aa@HHbIM 3XO-
Kapaunorpadumn (IxoKl) nossBMAMCL NPU3HaKK Aunatauuu
NIEBOr0 XeNyaoyka, CHUKeHns dpakuumn Bbibpoca (48-54%
npu N >60).

Ona yToyHeHus nporHo3a alYC u pelweHuss Bonpo-
ca 0 Lenecoo6pasHOCTU MPOAOSIKEHUA NN1a3MOOOMeEHOB
16.01.2012 npoBeaeHa 6moncus no4yku. BogHom na 32 Kny-
604KOB B HedpobUonTaTe BbIIBNEH CErMEHTaPHbIN CKNEPO3
KanuanapHbIX Netenb, pacrnofioXeHHbIM B 061acTi cocyam-
cToro nosntoca. Eule B 04HOM K/y604Ke KanuaisapHble netnu
KonnabupoBaHbl. OTMeYanucb BblpaxeHHasa runeptTpodus,
nponudepauns M BaKyonusauus anuTennanbHbIX KNeToK
¢ obpa3oBaHMEM CErMeHTapHOro KNeTO4YHOro MONyayHUs
(nceBgononynyHua?). B 5 kny6oykax NpocBeT KanuanspHbIxX
neTefib PE3KO CYXKEH 3a cYeT HabyxaHusa aHAOTENMabHbIX
K/IETOK, B ABYX U3 HWUX ONpesenstoTca Heboblune UHTpanto-
MUHasIbHble TPOMObI. B 60NblUMHCTBE APYrMX OCTaBLUMXCSH
B HebpoburonTate KNY604YKOB — MPU3HAKK ULLIEMUK Kanui-
NIAPHbIX NeTefb, CTEHKU UX YTONLLEHbI, CMOPLLEHbI, UMEIOT-
Csl ABOMHble KOHTYpbl. HekoTopble KNYOOYKU yMEHbLUEHbI
B pasmepax, BbIMaAaT He3penbiMu (KanunasapHble Netau
NOKPbITbI Ky6uiecknum anutennem). OTmedatorcs audaodysHo-
0Y4aroBbl CKNEPO3 WMHTEPCTULMSA M aTpodUs KaHanbLes,
3aHumatoLwme okono 20% nnowaan napeHxnmol. OTaensbHble
aTpoduyHble KaHanblbl pacluMpeHbl, coaepxaTt 6enKoBble
UMnMHApbI. Hecneunduyeckasa nHOUAbTPaLMA MHTEPCTULMSA
BOCMNanuUTeNbHbIMK KJIETKaMU B 30Hax CKneposa. Mmeetcs
OfHa apTepus cpepHero Kanubpa c HeBOMbLUMM JSioKasnb-
HbIM paclMpeHneM Ccy63HAOTENMaNbHOr0 NPOCTPaHCTBa.
B apTepronax u aptepusx Manoro KanMbpa npocBeT COCy-
[lOB PE3KO CYXeH BMIOTb A0 MOSHOM OKKJO3UKW 3a cyeT
HabyxaHWsa 3HLOTENNANbHbLIX KNETOK, UHCYAATUBHbLIX U3Me-
HEeHWW, pacwupeHns cy6aHAoTeNnaNbHOro NPOCTpaHCcTBa
W CKNepo3a UHTUMbI, B TOM YUC/IE MO TUMY JTYKOBOW LUENYXW».
Mpn MMMYHODNIOOPECLEHTHOM WCCNEeAOBaHUN He BbISB-
NIEHO [eno3uToB MMMYyHOrno6ynuHoB (Ig) KknaccoB G, A
n M. OBHapy>eHbl OTNOXKeHUs dUbpuHa B MHTEPCTULMM.
3aknoyeHue: TpoMboTMYECKas MUKpOaHrnonaTus (puc.).

3a nepuoa npebbiBaHWs B cTauMoHape OTMevyeHo 3
3NU304a CHUXKEHUS NoKazaTenen remornobuHa u Tpombo-
uMToB. Ha doHe nnaamoTtepanuun yaanocb 4o6UTbCS rema-
Toflorndyeckon pemuccnn TMA. TsxKecTb COCTOSIHUA Oblia
obycnosneHa GopmMMpoOBaHNUEM TEPMUHAIbBHON MOYEYHOM
HEeLOCTaTOYHOCTU (QHYPHUS), TAKENON apTepruanbHOM runep-
TeH3Men, pasBUTMEM [AuNaTaluMOHHOM KapaunomuonaTuu
(AKMI) ¢ npu3Hakamu HeaoCTaTOMHOCTM KpoBoobGpalle-
HUSA (CHUXKeHWe dpaKkuuK Bbibpoca Ao 42%), notpeboBaBs-
lWen Ha3HayeHUs cepaeydHbiX MUKO3MA0B (AUIoKCHH). Mo
LaHHbIM 3NeKTpoKapanorpaMmbl Obl10 BbISBIEHO YANMU-
HeHnem uHTepBana QT. Kpome Toro, y pebeHKa oTmeva-
NINCb NU3MEHEHME NULLEBOrO NoBeAeHMS (PE3KO CHUMKEHHbIN
M n3bupaTeNbHbIM anneTuT), CUHAPOM TMNepBO36yaAUMO-
CTW, 3ajep)KKa peyeBOro pas3BUTUS, MHBEPCUS HOYHOrO
CHa.

MauneHTKe 6bl10 NPOBEAEHO MOJMIEKYNSPHO-TeHeTnYe-
CKOEe uccnefoBaHWe reHOB, KOAMPYIOWMX CUHTE3 6enKoB
KomnnemeHTta (CFH, CFIl, C3, MCP w CFB). Pe3ynbraThl
Obl/IM NONyYeHbl Yeped 2,5 roga. BoliBieHbl reTepo3nrotTHas
mMyTauns CFH (3k30H 23): ¢.3653G>A(p.Cys1218Tyr) v rete-
PO3UroTHbIE Nonnumopduamel CFH (c.2016A>G; ¢.2808G>T),
o6HapyxuBaemble y naumeHToB ¢ al'YC yalue, 4em B 340p0-
BOW monynauuu. NpoBefeHa BanMaaLums reHoB KOMMNJEMEH-
Ta y poautenen pebeHKa: BbigBNEHHas MyTaLmsa o6Hapye-
Ha y oTua, He nMmetowero npusHakos TMA 1 ABnsiowWwerocs
NpPaKTUY4eCKU 340POBLIM.

Yepes 8 Mec 0T Havana 3aboneBaHus U 6 mMec 3ame-
CTUTENbHOW noyeyHon Tepanuu (aHypua >180 cyT) 6Gbina
MHULUMMPOBaAHa Tepanusa 3Kkynudymabom (10.06.2012).
MpeaBapuTenbHO AeBOYKa Oblla NpPOBaKUMHUPOBaHa
(13.04.2012) nNpoTMB MEHWUHTOKOKKOBOW, remModuibHOM
M NMHEBMOKOKKOBOW MHbeKuun. MNepen BBeAeHUEM npena-
paTa: Hb 108 r/n, TpoM60umThl 252%x109/n, NAI 374,1 En/n,
C3 64 mr/an, obuias reMoniMTuyeckas akTuBHocTb (CH50) —
4. CoxpaHanucb apTepuanbHas rMnepTeH3ns ¢ KPM30BbIM
TeYeHneM, CHuKeHne OYHKLMKM MNoYeK M noTpebHOCTb
B 3aMeCTUTENbHOM NOYEe4YHOM Tepanuu.

Yepes 3 Hea nocne ctapTa Tepanuu aKynM3ymabom o6b-
€M MOYM Yy nauneHTkn yeenanuuncsa go 140 mn/cyT. CnycTs
3 Mec (KoHel, ceHTabpa 2012 r.) — auypes 425 mn/cyT.
[MocTeneHHOo cyTo4YHbIN Anype3 yBennuunncsa go 700-900 mn.
MepuToHeanbHblM AMannad npekpaleH yYeped 3,5 mec or
cTapTa Tepanuu akynuaymadom (12.10.2012).

MepeHocUMOCTb aKynndymaba Oblna yaoBAETBOPUTESb-
How. [1ns o6ecneyeHns cocygmucToro 4ocTyna ¢ Lenbto npo-
[omKeHus nHoysun npenapatom 04.10.2013 npoBepeHa
UMNAaHTaumMsa BEHO3HOro nopTa B npaBoe npeacepave,
KOTOPbIN MO HacToswee BpeMsi GYHKLMOHUPYeET.

3a nepuog neyveHns aKynnlymabom pebeHOK ABarKibl
nepeHec OPBU 1 OCTPYIO KULIEYHYIO MHDEKLMNIO, O4aAroByO
NMHEBMOHMIO, BETPSAHYIO ocny. MHTEPKYPPEHTHbIE MHbEKLMM
He NpuMBOAMAK K peunanBam al'YC, TpeboBanu U3MEHEHMS
NPOTOKO/a fleYeHns B BUAE YANTMHEHUS MHTEPBANoB BBeae-
HUS aKynn3ymaba (Ha 3—7 AHeln no3xKe). MNpu KOHTPONIbHOM
nccnenoBaHum oblas reMonnTMYecKas akTMBHOCTb CoXpa-
HAnacb Aake 4vepe3 3 Hed nocjie BBeAeHMa npenapara,
4YTO CBMAETENbCTBOBANO O MNOMHOM 6GnOoKage aKTMBHOCTHU
KoOMMnemeHTa.

Ha ¢oHe nevyeHus akynuaymabom no 300 Mr Kaxable
16 nHewn B TeyeHne 24 mec auypes yBenunyuiacsa go 900 mn/
CyT, CYLLECTBEHHO YAYYWMAUCb anmneTuT U COH, NMosiBUaach
peyb. PebeHoKk npubaBun 4,2 Kr B Macce Tesa, BbIpOC Ha
15 cm. ApTepuanbHas runepTeH3ns Ha GoHe Tepanuu 610-
KaTopoM KanbLMEBbIX KaHaNoB cTana MeHee BblpaxKeHHON
(120-130/70-80 MM pT.CT.); NnpeKpaTuamck peumamsbl TMA
n NOTpebHOCTb B Mna3moTtepanuu.



Puc. Tpomb6oTHYECKasa MMKpoaHrmonaTus
Fig. Thrombotic microangiopathy

lpumeyaHue. (a) — apTepus Manoro Kanuépa € BbipaXKEHHbIM CyXXEHWEeM NPOCBETa 3a CHET paclMpeHns cy6aHa0TeNMansHoro
NPOCTPaHCTBa U cKNepo3a MHTUMbI (PAS-peakuns, xX400); (6) — KNYGOYKM C HEGONbWWM PaCLIMPEHNEM ME3aHIUs U COMYTCTBYIOLLEN
Me3aHruanbHON nponndepaLmen, B Apyrux KnyboyKax — UWeMUs KanuanspHblX NeTenb, BbipaxeHHoe NoBpexjeHne KaHanbLeBoro
anutenuns ¢ Auddy3Hon NM60 GOKaNbHON YyTPATON «WETOYHOW KalMbl», HEKPO30M OTAESNbHbIX TYGYN1OLUTOB U CAyLWMBaAHUEM
3NUTENManbHbIX KNETOK B MPOCBET KaHanbLeB (PAS-peakums, X100); (B) — UWEMUSA KanuaNsapHbIX NeTeb KNy6o4yKa, MHTEPCTULUANbHbIV
$n6po3 (oKkpacka TpuxpomoM no MaccoHy, X200); (r) — apTepuona ¢ pacwmpeHnem cy63aHL0TeNnanbHOro NpocTpaHcTBa (OKpacka
Tpuxpomom no MaccoHy, x200); (4) — KanunnapHble NeTau KNy6oyka KonnabupoBaHbl, 0OTMeYalnTCs BbipaxeHHas runeptpodums,
nponudepaLms u BaKyonuadaumsa anuTenmanbHbiX KNeTOK ¢ 06pa3oBaHMeM CErMEHTapHOro KIETOYHOro NCeBAONONYAYHUS; (€) —
KanunisapHble NeTin KNy6o4yKa NoKPbITbl KYGUYECKUM 3MUTENMeM, BblpaXKEHHOE NOBPEXAEHNE KaHanbLEeBoro anutenus ¢ AudaoysHom
yTpPaToN «LLETOYHOM KalMbl» U HEKPO3OM OTAENbHbIX TYGYOLMTOB, BEAYLLMM K pacLUMPEHUIO NPOCBETA KaHalbLEB.

Note. (a) — small calibre artery with a pronounced luminal narrowing due to expansion of the subendothelial space and intimal sclerosis
(PAS reaction, x400); (b) — glomeruli with slight expansion of mesangium and concomitant mesangial proliferation, in other glomeruli —
ischemia of capillary loops, pronounced damage to the tubular epithelium with diffuse or focal loss of the ‘brush border’, necrosis of
individual tubulocytes and desquamation of epithelial cells into the tubular lumen (PAS reaction, xX100); (c) — ischemia of glomerular
capillary loops, interstitial fibrosis (Masson’s trichrome staining, x200); (d) — arteriole with expansion of the subendothelial space
(Masson'’s trichrome staining, X200); (e) — glomerular capillary loops are collapsed, there is a pronounced hypertrophy, proliferation

and vacuolization of epithelial cells with formation of a segmental cell pseudocrescent; (f) — glomerular capillary loops are covered with
cubic epithelium, there is a pronounced damage to the tubular epithelium with diffuse loss of the ‘brush border’ and necrosis of individual
tubulocytes leading to expansion of the tubular lumen.
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C 2013 r. Tepanus aKynn3ymabom NpoaoKeHa no MecTy
wutenbcTtBa (FbY3 «HensbuHcKaa ob6nacTHasa AeTcKas Kiu-
HUYecKas 60bHULAY).

lpn o6cnepoBavun B [IKB CBsitoro Bnagumupa
25.03.2014: Hb 131 r/n; NAr 580 Ea/n; Tpom6oLM-
Thl 317><109/n, MoyeBMHa 11,0 MMOANb/N, KpeaTUHWH
78,7 mkmonb/n, C3 68 wmr/an; C4 34,7 mr/an; CH50=0;
CKOpoCTb Knyb6oykoBow oéunbtpaunm (CKP) no dopmyne
LWeapua 60 Mn/M1H/1,73 M2, npoTenHypus 0,12 r/n, cyTou-
Has aKCcKpeuusa 6enka 72 mr. BoisiBneHa runeppeHuHemMus
oT 25.03.2014: aKTMBHOCTb PEHWHa nnasmbl 425 Hr/Mn
B 4ac (0,5-5,9). C rMnoteH3MBHON W HEDPONPOTEKTUB-
HOW Lenblo Ha3HayeH WMHIMOUTOP aHrMOTEH3UHMNpPeBpaLla-
lowero depmMeHTa 3aHananpui. B anHamuke HabnaoaeHus
oT 12.07.2016: aKTMBHOCTb PEHWMHA MNa3mbl COXpaHAnachb
NOBbILIEHHON, HO MEeHee BbipaxeHHoN — 29,5 Hr/mn B Yac.

Y3U noyek ot 26.03.2014: npaBas novyka 62X26 mm,
napeHxuma 8 mMm; neBas novyka 55%X27 MM, napeHxuma
9 mM. Tonorpadusa noveK He n3meHeHa. PaaMmepbl HUKe BO3-
pacTHOM HopMbl. CTPYKTYpbl Ma0Xo AnddepeHLMpoBaHbl,
PUCYHOK MX HEYETKUN, KOpTUKOMeaynnspHasa anddepeHun-
pPOBKa MpPaKTM4EeCKM OTCYyTCTBYeT. [lapeHxuma 3HayuTenb-
HO AMDODY3HO M3MEHEeHa: BblpaKeHHOe HepaBHOMepHoe
noBbllleHNe axoreHHocTn. C obenx CTOPOH B NapeHxume
noYeK No Xxo4y MHTpanobapHbIX M AYroBbIX COCYA0B — HUTE-
BUAHbIE 3XOreHHble BKJOYEHUS (EAMHMUYHbBIE), pacueHnBa-
eMble KaK KanbUMPUUMPOBAHHbIE Y4aCTKM CTEHKU MENKMX
WHTpPapeHanbHblX cocyaoB. CneBa B HUXHeM dparmeHte
NOYKM — Kanbuudukat 4o 4 MM B anameTpe (nepeHeceH-
Hasi NOCTNYHKUMOHHAas NnceBAoaHeBpU3Ma MHTpPapeHanbHON
apTepuancHon BeTBM). CneBa B HUXHEM dparmMeHTe mou-
KW onpegensercs Kucta 40 5 MM B AvaMeTpe C 0CajKoMm
B npocBeTe. Mpu AAC BbiaBnsieTcs anddysHoe obeaHeHne
COCYAMCTOrO0 PUCYHKA MOYEK, MaKCMMallbHO BblpaKeHHoe
B NPOEKLNN KOPTUKANbHOrO ¢ios napeHxumbl. CocyancTbin
PUCYHOK B MPOEKLMU MEAYNSPHOIO CI0S NapeHXMMbl MOYKM
COXpaHeH, ymepeHHO obegHeH. CKOpOCTHble MoKasatenu
apTepuanbHOro KPpOBOTOKA Ha MHTpapeHanbHbIX cocyaax
CHUXeEHbl (Viax Ha8 MarucrpaibHbIX MOYE4HbIX apTepusx
cnpaBa 0,46 m/ceK, cnesa 0,38 m/ceK). [okazaTenu nepu-
dbepnyecKkoro conpoTUBNEHUS apTepuanbHOro peHanbHoOro
KPOBOTOKa B npeaenax Bo3pacTHOW HopmMbl (RI=0,66), 4To
Ha GOHe MWeMUN KOPTUKaNbHOro CMos MnapeHxMMbl Npu
[lyNIEKCHOM [0MnnepoBCKOM cKaHupoBaHuu (A4C) moxeT
ObITb pacLEeHEeHO KaK NposiBieHWe MHTPapeHanbHOro apre-
PUOBEHO3HOIO WYHTMPOBAHUS KPOBMU.

OxoKI ot 26.03.2014: pgunatauus NeBOro eny-
[lodKa ¢ HopManu3auuen dpakuum Bbi6poca (63%).
MexkenygoykoBas neperopofka 6 MM, KOHe4YHbI Aua-
CTONMYECKMI pa3mep NeBOro xenygodka 40 MM, KOHEYHbIN
CUCTONIMYECKNI pa3Mep NeBOTO Xenyaoyka 27 Mm, dpakuus
Bbl6poca 63%, rpaguMeHT LaBneHus B NIErO4HOM apTepuu
5,4 MM PT.CT., rpagMeHT gaBfieHus B aopTte 5,7 MM pT.CT.
[OnameTpbl KOPHSA aopTbl U IEFOYHOW apTepun He n3MeHe-
Hbl. CTEHKM WX He YnAoTHeHbl. Mpu3HaKoB runepTpobuun
MUOKapha He BbISBASETCH. [BUXKEHNE MEXKEeNYA04KOBOK
neperopogkun npasuibHoe. MobanbHas COKPATUMOCTb MUO-
KapAa NeBOro Xenyaoyka He CHUXeHa.

15.02.2017 (4epe3 5 net 3 mec ot gebiota 3abosieBa-
Hus): chopMMUpoBaHa XpoHU4YecKkast 60se3Hb noyek (XBI)
2- cTaguu; remMaToflorM4EeCKUX MPU3HAKOB aKTUMBHOCTHU
al'YC Hert. Tepanua akynu3ymabom NpoaomKaeTcs: ee anu-
TeNbHOCTb cocTaBuna 4 roga 8 mec. Pusnyeckoe pasButue
cpeaHee rapmoHuyHoe (macca Tena 19,2 Kr, poct 114 cwm,
o6a nokasartenss COOTBETCTBYIOT 25-M LEHTMAAM). AnneTut
COXpaHeH. HepBHO-MCUXMYECKOe pa3BUTME MO BO3pPacTy.
CoxpaHsaeTcs peHuH3aBucumaa (peHuH nna3mbl >500

MKMEZ/mn npn N 2,8-39,9) aptepuanbHasa rmnepreH3uns
(121-130/75-100 MMm PT.CT.), HECMOTPS Ha NPOAC/IKAIOLLY-
loCs KOMOMHMPOBAHHYIO TMNOTEH3UBHYIO Tepanuio (6noKa-
TOpbl KaNbLMEBbLIX KaHaNoB, MHIMOUTOP aHTMOTEH3UHMPEB-
pauwatowero depmeHTa). B cBA3M ¢ 3TUM 6Gbl1 Ha3Ha4YeH
MHIMOUTOP peHUHa (Pacnnes) ¢ NoNoXUTENbHbIM 3G PEKTOM.
CyTO4YHbIM anype3 ao 1 n.

CornacHo pesynbtatam wuccnegoBaHus: Hb 14,3 1/
an, NAr 274 Ep/n, tpoM6ouuTthl 373%x109/n, mMoyeBuHa
9,9 MMonb/N, KpeaTuHUH 92 MKkmonb/n, C3 70 mr/an; C4
26,1 mr/an; CK® no Weapuy 79,6 ma/muH/1,73 M2, npo-
TenHypua 0,05 r/n, cyTouHasa aKcKpeuusa 6enka 18 wmr. Mo
JaHHbIM Koarynorpammbl, NPUM3HaAKOB BHYTPUCOCYAMCTOM
rMnepKoarynaumMm HeT: NPOTPOMOGMHOBAs aKTUBHOCTb MO
KBuKy 11,5%, dnbpuHoreH 3,7 r/n, aHTuTpom6uH 111 101,1%,
pacTBopuMble GUBPUH-MOHOMEPHbIE KOoMMneKebl 4,5 mMr%,
XaremaH-3aBucuUMbIN  GuUbpuHonns 7,0 MuH, [Ad-aumep
283,53 Hr/mn.

Ha aneKTpokapanorpamme: MNpPU3HaKW MOBbIWEHNS
3NIEKTPUYHECKON aKTUBHOCTU NEBOIO Kenyao4Ka.

OXOoKI: HebGonbluas Aunatauua NeBOro Xenyaoyka
(KOHEYHbIM CUCTONIMYECKMI pa3mep NeBOro Xenygoyka
40 mm npu N <37 MM) ¢ coxpaHeHueM dpaKumm BbiGpoca
(76% npu N >60%); paclumpeHune aopTbl 0 22 MM, ero4yHas
apTepusa He U3MeHeHa, CTEHKM MX He YMNAOTHEHbI; NpU3Ha-
KOB runeptpodmMnm MuUOKapha He BbISIBASETCH; ABUKEHUE
MEXKeNyL04YKOBON NeperopoKkun npaBuibHoeE; rnobdanbHas
COKpaTMMOCTb MWOKapAa NIEBOr0 XenygovKka He CHUXKEeHa,
30H MMNO- 1 aKMHESUU HEe BbISIBNIEHO; PEryprutaLms Ha Tpu-
KycnuianbHOM KfianaHe B MOAOCTb NPaBoro npeacepaus
B npegenax CTBOPOK (+).

Mo paHHbIM Y3W noyek: npu3aHaku HedbpocKaeposa
C HapyweHWeMm peHanbHOro KpOBOTOKa: MpaBas MNoyvyka
61x28 MM, napeHxuma 10 mm; neBas noyka 61xX27 mm,
napeHxuma 10 mm. Tonorpadua He U3MeHeHa, pa3mepbl —
HWXXe BO3pacTHOW HOPMbl. KOHTYpbl HEPOBHbIE, HEYETKHME,
coxpaHeHbl. CTPYKTYpbl 04eHb MN0X0 AnddepeHLMpPOBaHbI.
MapeHxMMa ByanuMpoBaHHas, reteporeHHas, ¢ HepaBHO-
MEPHO BblpaXeHHbIM MOBbILEHWEeM 3XOreHHocTu. Cnesa
B HWXXHEM dparmMeHTe KanbunduKat 4o 4 MM B Anametpe
(cocTosiHne nocne HedpobUorcum).

A4C: onpenensieTcs 3HAYMTENbHO Bblpa)keHHoe And-
dy3Hoe obeHEHME COCYANCTOrO PUCYHKa NOYKK, Hanbonee
BblpaxK€HHOE B NPOEKLIMM KOPTUKANBHOIO C/I0S NapeHXUMbI.
CKOPOCTHbIE XapaKTEPUCTUKM PEHANTbHOIO KPOBOTOKA HUXKE
BO3pPaCTHOM HOPMbI, NOKa3aTenn nepudepmnyeckoro conpo-
TUB/IEHWA apTepuanbHOro peHanbHOro KPOBOTOKA B HOpMe
[(Vmax Ha MaructpasbHbix noyeyHbix aptepusx ao 0,37 m/c,
PW (MHpeKc pe3uncteHTHocTH) go 0,58].

Takum o6pas3om, Ha ¢GOHe neyYeHus IKynnu3ymabom
OTMEYEHO ynydleHne QYHKLMU MOYEK: CHUMKEHWe a3oTe-
MWK, noBblweHne CK®P, oTcyTcTBME NOTPEBGHOCTM B Aua-
NIM3HOM W Nna3moTepanuu. 3a Becb Neproj HabntogeHus Ha
$poHe npoposIKatoLencs Tepanun aKkynmaymabom (56 mec),
HECMOTPS Ha UHTEPKYPPEHTHbIE MHOEKLMK, HE OTMEYEHO HU
oaHoro peuuansa al'YC. B HacTosiLlee BpeMs UMeeT MecTo
opraHHasa aucoyHkuua: XbBI Il ctagus, passutne OKMI
1 aoptonatmmn Ha GoHe al'YC. BaxHbiM He6NaronpuUaTHbIM
dakTopom nporpeccupoBaHus XbIN n kapgnomuonaTuu cny-
WUT apTepuanbHas runepTeH3uns, NoJHON KOPPEKLMU KOTO-
POW AOCTUIHYTb He yAanocb BCNEACTBUE BbICOKOM PEHWMHO-
BOW aKTUBHOCTM.

OBCYXAEHHUE

[aHHaa cTaTba npegctaBaseTr co60M ONbIT yCNEeWwHoro
NPUMEHEHNS KOMMNEMEHTUHIMOUPYIOLWEN Tepanuun (IKyIu-
3ymab).



B nocnegHme 10 neT HabntogaeTcs pocT Yucna 60MbHbIX
¢ BepudmumnpoBaHHbiM AnarHo3om al YC, 4yTo 06bsicHAEeTCS
HaKonseHnem 3HaHum 0 TMA 1 ynyyleHnem AMarHoCTUKKN ee
pasnunyHbix popm [1, 2].

B npeactaBneHHOM Hamu ciyvae AMarHo3 aTUnUYHOro
[YC 6bin OCHOBaH Ha Tpuaje CUMMNTOMOB — MWKPOaH-
rMonaTM4ecKoM remonunsde, TPOMOOLIUTONEHUN, MOYEYHOM
HeJOCTaTO4YHOCTH, KOTOPbIe MMENN peuunanBumpyloLLee Teye-
Hue. 3aboneBaHne maHudecTMpoBaNo NOcCAe MNNaHOBOM
peBaKUMHALMK XMBOW aTTEHYMPOBAHHOW BaKLMHOM Mpo-
TMB NONMOMMENUTa, KoTopas MCNoNb3yeTcs TONbKo B PO.
CnepyeTt OTMETUTb, YTO Y pebGeHKa Ha NePBOM rofy XKW3HKU
B pamKax NaaHOBOW BaKLUMHaUMK TPUXKAbl UCNONb30Banach
WHAKTMBMPOBAHHAA BaKLMHaA NPOTUB MOAMMUENNTA, YTO He
npuBoAKNO K pazsutunio TMA.

ATuUnun4yHbln TYC aBNsieTcs OMArHo30M WCKIYEHUS,
KOTOpbIM, B MepBYylD oyepenb, ycTaHaBAMBaETCs nocne
UCKNtoYeHnsa Taxenoro agedpuumta ADAMTSL3 (<10%).
Y nauMeHTKM Obl0 BbISBAEHO YMEPEHHOE CHWXKEeHue
akTnBHocTM ALJAMTC13 (61%), 4To ABNSeTCa cneacTBUEM
ero notpebneHus B npouecce MUKpoTpom6Goo6Gpa3oBa-
HUS.

B nocnegHue roabl ycTaHOBNEHa KioyeBas posb MyTa-
UMK M NOMMOPOU3MOB TEHOB, KOAMPYOWMX daKTopbl
CUCTEMbl KOMMIEMEHTA B WHAYKLMWU MOBPEXAEHUS 3HAO-
Tenus npu al'YC. P. Warwicker n coaBT. B 1998 r. BnepBble
onucann myTtaumio reHa CFH, accouuunpoBaHHyto ¢ al'yYC
[8]. Mocnepylowme nccnefoBaHus nNokasanu, YTo MyTaums
CFH faBnsetcs oAHOM M3 caMblX pPacnpoCTPaHEeHHbIX Mpu
alYC [5, 9]. ®aktop H — CbIBOPOTOYHbIN FIMKOMNpoTe-
WH — cocTouT n3 20 Moaynen KOMMNEMEHTKOHTPOINPYIO-
wmx 6enkoB (CCPs) [10]. CFH oTHOCKTCA K CaMbIM BaXXHbIM
perynsatopam romeocTtasa KoOMMjaemMeHTa B niasme v npeay-
npexxgaeT noBpexKaeHWe COOBCTBEHHbIX KNETOK, CBSA3blBa-
ACb C MMKO3aMWHOMMKaHaMU 3HAOTENMaNbHbIX KNETOK
M OBHaeHHbIX 6a3asibHblX MeMbpaH 4Yepe3 KapbOoKCUIb-
HbI TepMUHanNbHbIM KoHel, (CCPs 19-20) [11]. OH aABnseT-
c KodaKTopom, AencTBYOWMM ans dakTopa |-3aBUCMMOM
NpPOTEONIUTUYECKON MHaKTMBaumn C3b. CFH KOHKypupyeT
¢ ¢aktopom B B cBaAsbiBaHun C3b u yckopsieT pacnaf
C3-koHBepTasbl [12]. 3TM GYyHKLMK OCYLLECTBASIOTCH Yepel
YyeTblpe MOAYNSA KOMMIEMEHTKOHTPoOIMpPYtowmnx 6enkos (CCP
1-4) N-TepMuHanbHoOro Koxua [13].

Y nauMeHTKM BbIIBieHa reTepo3uroTHas MmyTauums,
NloKanu3oBaHHaa B 23-M 3K30He CFH — ¢.3653G>A(p.
Cys1218Tyr), Koaupytowem C-TepMuHanbHyto o6nactb 6en-
Ka, KoTopas OTBETCTBEHHa 3a cBA3biBaHMe CFH ¢ noBepxHO-
CTbto KNeTKku. Mpun mytaumusax C-repmuHansHoro gomeHa CFH
He Cnoco6eH KOHTPOAMPOBaTb aKTMBALMIO KOMMIEMEeHTa
B KJIyOO4YKOBOM 3HAOTENNM, YTO NOATBEPIKAAETCH CHUMKEHM-
eM CBA3blBaHWa MyTaHTHOro CFH ¢ noYyeyYyHblM 3HAOTENMEM
no AaHHbIM Hedpobuoncuu [14, 15]. A. Stahl n coaBT. 6bl10
NPOAEMOHCTPUPOBAHO, YTO MYTaHTHbIM CFH He cnocobeH
COEAMHATLCS C TPOMOOLMTAMK, YTO MPUBOANUT K aKTUBaLMHK
KOMMJIEMEeHTa Ha UX MOBEPXHOCTH, arperauum TpoM60LUTOB
C BbleNieHMeM TKaHeBOro ¢dakTopa U3 rpaHyn [16]. 3To npu-
BOAWT K GOPMUPOBAHMIO MPOKOAryNSHTHOrO TNa B pe3yib-
TaTe rmnepakTMBaLMmM KOMMNNEMEHTa B cocyaax Knybo4yKa Ha
NOBEPXHOCTN TPOMBOLIMTOB M pa3BuTuio al'YC.

CnepyeT NOAYEPKHYTb, YTO BbISIBNEHHAA y HalWew nauu-
€HTKM MucceHc-myTaums (Cys to Tyr) paHee He onucbiBa-
nacb y 60nbHbix al'YC. OgHaKo MOXHO NPeanonoXuTb, YTO
[aHHas MyTauus OTBETCTBEHHa 3a dopmupoBaHune deHo-
TMna. B nocnegHue rogbl 06CyKAaeTcs pob reHeTU4EeCKMX
noiMMopdU3MoB 6ENKOB CUCTEMbI KOMMIEMEHTA B peanu-
3aumun al'yYC. Y Halwel naunmeHTKU BbiBEHbl 2 M3BECTHbIX
npu alYC retepo3uroTHbix NofnMmMopdHbIXx reHotuna CFH

(c.2016A>G; ¢.2808G>T), MOAYNUPYIOLLMX NEHETPAHTHOCTb
W TAXKEeCTb NposiBNieHn 3a6oneBaxus [5, 9.

TaKke ycTaHoOBMeH BKnag B pa3BuTue alYC reHeTuye-
CKMX aHOManui B cucTemMe remMoctasa, B 4aCTHOCTU MyTa-
LIMN TEHOB MHIrMBUTOpPa aKTMBaTopa nnasmuHoreHa (PAI-1),
TpOMOGOMOAYIMHA U AMaUUNTIULEPONKMHa3bl [17]. Y Hawen
NauMeHTKU BbiIBNEHa MynbTUreHHas Tpomb6odunusa, npea-
CTaB/ieHHas roMO- U reTePO3UrOTHbIMU FrEeHOTUNaMK FeHOB
remoctasa (PAl: 4G/4G; MTHFR: 677 C/T, MTRR: 66 A/G;
MTR:2756 A/G; FGB: -455 G/A; ITGA2: 807 T/T), coyeTa-
HUE KOTOpbIX 00YyCnoBIMBaET HeaeKBaTHbIN GUOPUHONNS,
runeparperaumto TPOMOOLMUTOB M 4ONOTHUTENBHOE NOBPEXK-
AeHWe COCYANCTOM CTEHKM 3a CHET M’MNEProMOoLUCTEMHEMUM.
[eHeTn4eCcKn obycnoBsieHHas TPOMOODUINA MOMKET BUATb
Ha MaHudecTaumo 3aboneBaHus, TaKecTb TedeHus TMA,
aKTMBaLMIO NOKaNbHOM rMNepKoarynaumm n ansTepHaTMBHO-
ro nyTv KOMMNJeMeHTa.

Taknum o6pa3om, B pesynbrate CMHEPrMyHOro B3amMMmo-
LEeNCTBUS KOMMNAEMEHTaKTUBHMpYOLWero daxktopa (BakuMHa-
LMS) U KOMOUHaALKMKN reHeTUYEeCKNX GaKTOPOB pUCKa — aHOo-
Manuin cucTemMbl KOMNAEMeEHTa (MyTauun 1 NoIMMopPU3Mbl
CFH) n cucTtembl remocTtasa (nonumopduamel reHos PAI-1,
MTHFR, MTRR, MTR, FGB, ITGA2) — npowu3owna MaHude-
ctaumus al'YC, 4To NoATBEPKAAET CnpaBeaMBOCTb rnnoTe-
3bl MHOXECTBEHHbIX YAapoB B peann3dauuu KOMMIeMEeHT-
onocpeaoBaHHon TMA [3, 5, 9].

MnasmoTepanus B pexume nHOY3nin He npuBena K cra-
6Mnn3aumm coctosiHuA. TaKecTb 3aboneBaHUs MauUeHTKU
6blla 06ycnoBeHa peuuamBupylowmMmm anuzogamu TMA,
KPU30BbIM TeYeHWem apTepuanbHOM rUNepTeH3uu, npo-
rpeccMpoBaHMeM MOYEYHOM HefOoCTaTO4YHOCTU, MoTpebo-
BaBlUIEN NpoOBeAeHWUs 3aMeCTUTENbHOM MOYEe4YHOW Tepanuu
B Te4YeHWe 4UTENbHOro CpoKa.

B nocnegyouem Ha GoHe npoBeaeHUs NNasmMoobMeHoB
COCTOSIHME CTabuNnM3nMpoBanochb, 04HAKO OTMEYEH peLnamBs
60ne3Hu Npu npucoeanHeHnn OPBW. Mocne 7 ceaHcoB nnas-
MOO6MeHa Oblfla AOCTUIHYTa reMaTofnornyeckas pemuccus
TMA, HO coxpaHsnacb AvanudzaBucuMas noyeyHas Hepo-
CTaTOYHOCTb (aHypwus). Ons peweHus Bonpoca O Leneco-
06pa3HOCTM MPOJOIKEHUSA MNnas3moTepanun u onpegene-
HUS NPOrHo3a Ha 9-# Hepj 3aboneBaHus Gblna nposeaeHa
Hedpoburoncusa. BoigBneHbl rMoMepynspHbIM U COCYAUCTbIN
TUN NOpaeHus, xapaKkTepHbln ana TMA, a TaKxe BoBfe-
YyeHue B NPOLECC MHTEPCTULMS M KaHanbueB. MonyvyeHHas
Mopdosiornyeckass KaptuHa peHanbHon TMA o6bsicHAna
BblpaXKeHHOe CHUKeHMe QYHKLMKW NOYEK U TaXKenylo apte-
puanbHyto runepTeHsuto. MoatoMy HebnaronpUATHLIA NpPo-
rHO3 NOYEYHOW BbIKMBAEMOCTU Obla o4eBUAEH. K MOMEHTY
cTapTa Tepanuu 3Kynu3ymabom Yy nauueHTKM pasBuiacb
TepMUHanbHas novyeyHas HeLOCTATOYHOCTb, AMUTENbHOCTb
aHypwuu coctaBuna 6onee 180 gHen.

M3BecTHO, 4To al'YC y nauneHToB ¢ MyTauuamu dak-
Topa H xapaKkTepu3yeTcs MJIOXMM MPOrHO30M YXKe Mpu
nepBOM anNun3oae 3aboneBaHus. B aTux cnyvanx netanbHbli
ncxoa, peumavmB 3aboneBaHus, pa3BUTUE TEPMUHANbHOM
noYye4yHomn HegocTaToYHOCTM HabntoaaeTcay 50-70% 60nb-
HbIX. Peunans al'YC nocne TpaHCcnaaHTaLMmM NOYKKM y Nnaum-
eHToB ¢ MyTauuen CFH HabnopgaeTtca B 75-90% cnyyaeB
[3, 5]. TpagMLUMOHHOE NPUMEHEHNE UHTEHCUBHbIX N1a3MO-
06MeHOB CNOCO6GCTBOBANO PA3BUTUIO remMaToNIOrM4eCcKom
pemMucecum y naumeHTKM, 0aHaKo GyHKLMA NOYEK He BOcCTa-
HoBMNacb. TO cornacyeTcs ¢ AaHHbIMU MeXAYHapOAHOro
perucTpa nnasmotepanuu y 6o0nbHbix alYC (Intertional
Registry of Recurrent and Familial HUS/TTP): Tonbko B 5%
cfly4yaeB y nauueHToB ¢ MyTauusmu CFH nofHOCTbIO BOC-
CTaHaB/AMBAlOTCA remMaTonornyeckme nokasatenn u GyHK-
ums novek [3].
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B nutepaType umetoTcs faHHble 06 WMCMNONb30BaHUU
aKynmndymaba nocne AAUTENbHOM nnasmoTepanuu. PaHee
OnucaHHble CllyYan xapaKTepu30BanuCb OTCYTCTBMEM CHMU-
eHUS GYHKLMM MOYEK MW MX BOCCTAHOBNIEHWEM Ha GOoHe
n1asMoobMeHoB/MHDY3MIN CBEXKE3AaMOPOXKEHHON Ma3Mbl
10 MHWUMALUMW KOMMNIEMEHTUHTMOUPYIOLLEN Tepanuu [18—
20]. CornacHO nuTepaTypHbIM AaHHbIM, Cpean 60JbHbIX
al'YC ¢ N03gHUM NpUCOefUHEHNEM NOPAXKEHMS NOYEK, NONY-
YyaBLUMX AManu3 (6—-26 OHeW), B YeTblpex cny4aax M3 natu
yAanocb NpeKkpatuTb 3aMeCcTUTENbHYIO MOYEYHYI0 Tepanuio
nocne AAMTENbHOro NPUMEHEHUs 3Kynudymabda [6]. Y aAByx
nauneHToB, Haxoadlwmxca Ha avanu3e 119 u 128 aHen,
MCNoNb30BaHUE KOMMIEMEHTUHIMOUPYIOWEN Tepanun He
NPUBENO K YAYYLWEHMUIO NOYEYHOW DYHKLMK: NaLMneHTbl Npo-
LOMKanu Hyxaatbcs B Avanu3e [6]. Y nna3Mope3ncTeHT-
HbIX/N1a3M03aBUCHUMbIX B3POC/IbIX NaLneHToB ¢ XBI1 akynu-
3ymab NoaaepKuMBan remMatofiornyeckyto pemuccuio B 90%
cflyyaeB M 6bln cBfI3aH C HeBGONbWMM, HO LOCTOBEPHbLIM
yBEJIMYEHUEM pPaCYETHOM CKOPOCTU Ky604YKOBOM Ub-
Tpauun (pCKP) Ha 6-8 Mi/MUH/1,73 M2 Npu HabOAEHNUH
B TeyeHune 1 roga u 2 net [21, 22]. 3T0 cBUAETENLCTBYET
B MOb3Y TOrO, 4TO, HECMOTPS Ha AOCTUIHYTYIO C MOMOLLBIO
nnasmoTepanun reMaToNormMyecKyto PEMUCCHIO, CYOKINHM-
yecKasa aKTMBHOCTb TMA coxpaHsinacb, YTO U UMeNo MeCcTo
B NPeACTaBNIEHHOM HaMK HaBMIOAEHNN.

B aHrnoasbl4HOM nnTepaType Hanbonbluas AnnTENbHOCTb
AWann3HOMN Tepanuu 4o UHULMaLMK IKynM3ymaba, a UMEHHO
4 mec, onucaHa y 7-mMecsiiHOM aeBoYkM ¢ al'YC, nmetollen
MyTaumio B 23-m aK30He CFH (c.3568T>C; p.Tyr1190H:is).
DyHKLUMA NoYeK B AaHHOM cfyyae ynydwunnacbh (CKP 42 mn/
MWUH/1,73 M2) yepes 1 Mec nocsie HaYana TapreTHow Tepa-
nuu, n pebeHOK nepectan HyxaaTtbcs B Ananuse [23].
TaKXe nmetoTca coobLLIEHMS O NPEKPALLEHNN 3aMeCTUTESb-
HOM MOYe4yHOW Tepanun Ha GOHe NlevYeHUsa IKyIn3ymabom
y NaueHTKM B Bo3pacTe 21 roga, KoTopas A0 TapreTHow
Tepanuu Haxoaunacbh Ha Avanu3e B TedyeHune 3,5 mec [24].

lpoBefeHHbIe K HAcToAWEeMY BPEMEHU UCCEL0BaHUS,
XOT$ ¥ BbIMOSIHEHHbIE HA OTHOCUTENbHO HEGONBLIOM KOHTUH-
reHTe nauueHToB, NPOAEMOHCTPUPOBAN BbICOKYIO adpdek-
TMBHOCTb Npenapara y 60nbHbIx al'YC. He3aBrMcuMO OT TOro,
Ha3Ha4vancs M aKynM3ymab B3pOCAbIM UK AETAM, NaLMeH-
Tam ¢ nporpeccupytower TMA 1 TaxeNbiM OCTPbIM NOBPEXK-
AEeHWEeM MnoyeK, TpebyllnM AWaNU3HOW Tepanuu, faxe
npu 4AUTeNbHOM TevyeHun 3aboneBaHusa U passuTun XIH,
a TaK)Xe NauneHTam ¢ N1a3Mo3aBUCMMOCTbIO, B NOAABASI0-
wem 6onblnHcTBE cnydvaes (80-93%) nevyeHne NnpuBoanIO
K LOCTUXEHMIO reMaToNorMYeCKOm PEMUCCUM U YAYYLLIEHUIO
dYHKUMM noYyeK (BNAOTb A0 MCYE3HOBEHWUSI MOTPeBGHOCTU
B Ananunse) ¢ ee NosHOM HopManusaumen y HeKoTopblx 60/1b-
HbIX [5, 6, 24].

CornacHo [faHHbIM MPOCMNEKTUBHBIX WCCNEeLOBaHUNM,
noKaszaTe/Nn BOCCTAHOB/IEHUS MOYEYHON OYHKUMKU Oblnn
Bbllle y AeTei MO CpaBHEHWIO CO B3pocibiMu (64 nNpoTuB
29,3 MA/MUH/1,73 M2 Ha 26-i Hen). Tonbko y 9% (2/22)
neten n 12% (5/41) B3pocnbix coxpaHanacb NoTpPebHOCTb
B AManu3e Ha 26-1 Hea v yepes 1 rog npoBeAeHus Tepanuu
3KyNM3yMabomM COOTBETCTBEHHO [25, 26]. MNMpu 3TOM Yucno
nauneHToB, Y KOTOPbIX MPOM30LWI0 BOCCTaHOBNEHNE DYHK-
UMK NOoYeK, BO3pacTano no mMepe yBeanYyeHUs NPOAOIKM-
TENbHOCTW NleYeHMUs 3KynnM3ymabom, 4YTO LaeT OCHOBaHue
NPOAOMIKaTb Tepanuio AaxKe B Clly4asx HeyaoBNeTBOpUTENb-
HOro OTBETa Ha MHULMANbHbIN MECAYHbIM KypcC nedyeHus [3].

Taknum o06pa3om, MMeloLWMecs AaHHble 4aloT OCHOBaHWe
paccMmaTtpuBaTh 3KynM3ymab B Ka4yecTBe npenaparta nepson
IMHUKW ONS NeYeHns neguaTpuyeckux nauueHtos c alyYC
1 B3POC/bIX 6OJIbHBIX C peLMaMBOM 6ONE3HM, a TaKKe Nnas-
MOPE3UCTEHTHbIX WK NJa3MO3aBUCUMbIX [6, 7].

B npeactaBneHHOM HamMu ciyvyae Tepanusa 3Kyausy-
MaboM, HECMOTPS Ha No3aHee Hayano (6blla MHWLKMKMPO-
BaHa 4yepe3 8 mec (10.06.2012) ot pebiota 601€3HM),
obecneynna nosHy remMaTofiornyeckyro pemuccuio TMA
M CYLLEeCTBEHHO ynydlwuna GyHKUMIO MOoYeK, HECMOTPS Ha
NPOAOIKUTENBHYIO MPEALWECTBYIOWYO aHypuio (6onee 180
AHen). Hayano BoCCTaHOBMEHUS Auype3a OTMEeYeHOo nocne
OKOHYaHUS MHAYKLMOHHOM dasbl NevyeHns aKyansymabom,
a yepes 3,5 mec pebeHOK nepecTtan Hy>haTbCs B AManuse.
ONnTenbHOCTb 3aMECTUTENIbHON MOYEYHOW Tepanuu K 3To-
My MOMeHTY cocTaBuna 10 mec. Tepanus aKkynusymabom
TaKXe No3BONMIa 0TKa3aTbCs OT NasmoTepanuu, npeaoT-
BpaTUTb TSXKeNble nposBneHns cuctemHon TMA. B gaHHOM
cllydae nosgHee Havyano fevyeHuns akynn3dymabom 6blio CBs-
3aHO C OTCYTCTBMEM perncTpaumv npenaparta B Poccun ans
ncnonb3oBaHua y naumeHToB ¢ al'YC. CneayeT NoAYEPKHYTh,
4YTO NO HaCTOSALWMMA MOMEHT 3TO CaMbli MPOAOIKMUTENbHbIN
nepuoa NpoBeAEeHUs 3aMeCTUTENbHOM MOYEe4YHON Tepanuu,
3aBEPWMBLIMIACS NOCNE MHULMALMMU KOMNIEMEHTUHIMOUPY-
loLlen Tepanuu.

3a Becb nepuoa HabnogeHusa (56 mMec) B xoae neveHus
3KYIM3yMaboM He OTMeYeHO HM ogHoro peuunaumsa al'YC.
Mpn npucoegmHeHnn MHOEKLMIN yBennyuBasncs MHTepBan
MeXay BBeAeHusaMWM npenapaTta, HO MNpPM 3TOM FEMONMU-
TMYecKas aKTMBHOCTb KomnnemeHTa (CH50) octaBanacb
HyneBoW. B HacTosiwee Bpemsa nauMeHTKa He HyXgaeTcs
B 3aMeCTUTeNIbHON NoYyevyHon Tepanuun, CK® gocturna 79,6
MN/MUH/1,73 M2. CoCcTosIHWE OCTaeTCs CTabuibHbIM, pebe-
HOK NPOAO/MKAEeT UHTEHCMBHO pacTu, NpubaBnaTb B Macce
Tena, peyeBoe pa3BMTME NO BO3PACTy, OTCYTCTBYET HapyLue-
HWe cHa. YpoBeHb C3 KOMMOHEHTa KoOMMAeMeHTa ocTaeTcs
HU3KKUM, 4YTO, BEPOSATHO, YKa3blBaeT Ha MpojosiKatoleecs
notpeb6aeHne 3a CHET COXPAHSIOLLENCS aKTUBHOCTM NMPOKCH-
MaJsibHOro oTAena KoMMjaemMeHTa.

HecmoTps Ha cywecTBeHHOe ynydweHue QyHKLMK
noYeK, CoxpaHsaeTcs apTepuanbHas runepreH3us, Tpebyto-
Was MNOCTOSHHOM KOMMEKCHOM IMMNOTEH3MBHOW Tepanuu;
OKMI 6e3 npn3HakoB HeAOCTAaTOYHOCTHU KPOBOOGpPaLLEHHS;
npucoeanHMnacb aopTonaTus (paclnMpeHne aopThbl); UMEIOT-
csl NpM3HaKK HedpocKnepos3a no AaHHbIM Y3U.

Mo faHHbIM NUTEepaTypbl, paHHee Ha3Ha4YeHue IKyIu-
3ymaba MpUMBOAMT K ObICTPOMY BOCCTAHOBAEHUIO DYHKLMK
noYyeK, a CepaeYvHO-CoCYANCTblE OCNOXKHEHMS Yalle Habnto-
faloTcs y 60/bHbIX C OTCPOYEHHBIM MPUMEHEHMEM TEPaNUn
[4]. Tak}Xe pPUCK pa3BUTUA IKCTPapPeHasbHbIX NPOSIBNEHUN
3a60neBaHNa B BMAE CEPAEYHO-COCYAWUCTbIX MOPaMeHuwn
onpeaensieTcd MonekynsapHoiM gedexktom. M3BeCcTHO, 4TO
nauuMeHTbl ¢ mytaumamu CFH, anti-CFH aHTutena, C3 wnm
CFB 0co6eHHO BOCMPUUMYUBBLI K CEPAEYHO-COCYAUCTbIM
paccTpoinctBam [4, 27, 28]. MOXHO NPeanonoXKuTb, Y4TO
paHHee Ha3HayeHue aKynn3lymaba Hallen nauueHTKe chno-
cobcTBoBasno 6bl 6osiee 6aaronpUATHOMY TeyeHutlo 3abo-
NeBaHus, No3Bonnno 6bl NPeaoTBPaTUTL pa3BuTne Hedpo-
cKkneposa v AKMI.

MNMoparkeHune cepaua npu al'YC accoummpoBaHo ¢ Hebna-
ronpuaTHBLIM NPOrHO30M [3, 4]. Y Hallel naumMeHTKU AuarHo-
CTUPOBAaHbl 3KCTpapeHanbHble MNPOosSiBNEHUs 3aboneBaHus
B BM/E NOparKeHWs cepliedHO-cocyancTon cuctembl (AKMI,
apTepuanbHas runepTeHsuns, yaanHeHme nitepsana QT), 4o
Obl/1I0 CONPSAMXKEHO C NOBbILEHHBIM PUCKOM PA3BUTUS XPOHM-
4YeCKOM CcepaeyHON HeJoCTaTO4YHOCTH, daTaNbHbIX HapyLe-
HWW cepaeyHoro putMa u cmepTu. B nocnegytowem Ha doHe
Nle4yeHns aKkynnusymabom dpakums Bbibpoca n nHTepBan QT
HOpPManuM3oBaJnCb, COXpPaHAeTCs He3HauyuTenbHasa Auna-
TauuMsa NeBoro enygoyka. PaclumpeHune aopTbl, BEposiTHeEE
BCEro, fABNSeTca CNeACTBMEM HEeAOCTaTOYHO KOHTPOAMpye-
MOW apTepuanbHON rTMNepTeH3UN.



Taknm 06pasom, O4EBMAHO, YTO BEPOSTHOCTb BOCCTa-
HoBNEeHUS GYHKLMK NOYEK, NPefoTBPaLLEHUS MU YCTPaHe-
HUSt OpraHHOM AMChYHKLMU TEM Bbllle, YEM paHblue HavaTa
Tepanus aKkynusymabom. Mcxoaa n3 aToro, MOXHO npeano-
JIOWTb, HTO OCHOBHOM 0COBGEHHOCTbIO TeyeHus al'YCy npea-
CTaB/NIEHHON MaUMEHTKMU SBUIOCb [LOCTUMKEHWE PEMWUCCUMU
3a60/1eBaHNs BOMPEKM COYETAHMUIO HECKONBKUX NMPOrHOCTH-
YeCKM HebnaronpusaTHbIXx GakTopoB. OTCYTCTBUE Y AEBOYKMU
peunamBoB TMA BO BpeMs Ie4eHUs aKyIn3ymabom, HECMO-
TPS Ha HEOAHOKPATHO NepeHeceHHble MHOEKLMU, aKTUBH-
pytloLmne KOMMNNEMEHT, yKa3blBaeT Ha TO, YTO MCMOo/b3yemas
[o3a npenapata Oblna JOCTaTO4HOM ANna GJ0KMPOBaHMUSA
TePMUHaNbHOro oTAeNa KOMMNIeMEHTa.

3AK/IIOYEHHME

MpeacTtaBneHHoe HabnLeHNe AEMOHCTPUPYET BbICOKYIO
3P DEKTUBHOCTb aKyNIM3ymMaba B nnaHe ynyyweHns GyHKUMm
NnoYeK U paspelleHns cepaeyHO-COCYAUCTbIX OCNOMHEHUN
y pebeHka ¢ al'YC ¢ anutenbHom anannasasucumont (10 mec)
NnoYe4yHOM HeaoCTaTOYHOCTbI0. KoMnnemMeHTUHrnéupyowas
Tepanus No3BOAUAa COXPaHUTb XM3Hb MaLUMEHTKE, LOCTUM-
HyTb ANWUTENbHOW peMMUCCUMM 3abofieBaHUs, CyLLEeCTBEHHO
YAYHLWNUTb GYHKLMIO NOYEK, COCTOSAHUE cepalua (YMEHbLNTb
BblpaXeHHOCTb npoasneHnin AKMI), cHATb BONpPOC O Npo-
BeAEHMU TpaHCNAaHTaunm n obecneynTb Xopollee Ka4ecTBo
YKWU3HW. BbIiBNEHHbIE ¥ AEBOYKM MyTaLMa U NOAMMOPDU3MbI
CFH, a TaKk»Ke nonMMopdU3Mbl FeHOB remocTasa, No AaHHbIM
nuTepaTtypbl, acCcouMMpoBaHbl C HEGNAronpUATHLIM NpPo-
FHO30M B OTCYTCTBMM KOMMIEMEHTUHIMOMPYIOLEN Tepanum
M C BbICOKMM PUCKOM peLnavBa npu ee oTMeHe. YyuntbiBas
370, AEBOYKE NOKazaHa [ANuTesbHasl, BO3MOMXHO, MOMMU3-
HEeHHas, Tepanusa 3Kynn3ymabom, MOCKONIbKY ee OTMeHa
COMpsiXeHa C PUCKOM Pa3BUTUS KUIHEYrPOXKatoLWMX COCTO-
AHUA. YnydlweHue OYyHKUMM MOYEK Yy Hallen NauneHTKH,
no-BMAMMOMY, CBSI3aHO C YMEHbLWEHWEM BbIPaXXEHHOCTHU
MWEMMUM MOYEK 3a CHET NPeKpaLLleHU MUKPOTPOMB006pas3o-
BaHua. CylwecTByloulee nopaxeHne cepaevyHo-cocyancTomn
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MeanuunHbl Mepsoro MIMY um. U.M. CeyeHoBa MuH3apaBa
Poccuun, rnaBHbIM BHeWTaTHbIM chneunanucT-anuaeMunonor
M3 P® g.m.H., npodeccop H.U. bpuko; akageMuk PAH, 3am.
OVMpeKTopa No Hay4yHoW pabote HWUW peTcKow OHKoMoruu
n rematonorum ¢rey «<HMUL, onkonornu um. H.H. BnoxuHa»
M3 P®, rnaBHbiM geTcKkuit oHKonor M3 P® a.M.H., npo-
deccop B.I. lNonskoB; akagemuk PAH, 3am. gupektopa no
Hay4yHoW pab6oTe PrAY «HMWL, 3popoBbs aeten» M3 PO,
avpekTop HUU neaunatpum Pray «HMWL, spopoBbs aeten»
MuH3gpaBa Poccuu, 3aB. Kadenpon daKkynbTeTCKOM neaua-
Tpun neguatpuyeckoro dakynsteta Pro0y BO «PHUMY um.
H.W. Muporosa» MuH3apaBa Poccuu, rmaBHbIV BHEWTATHbLIN
[EeTCKMUW cneuuanucT no npodunaktnieckon meanumHe M3
P® a.m.H., npodeccop J/I.C. HamazoBa-bapaHoBa; 3acny-
KEHHbIV gesATenb Hayku PP, 3aM. gupeKkTopa Mo Hay4HowM
pa6ote ®rby «HMWL, aKywepcTBa, rMHEKONOTMU WU Nepwu-
HaTonorun» MM. akagemuka B.U. KynakoBa M3 P® a.M.H.,
npodeccop B.H. punerncKkas; 3acny>KeHHbIN AedTenb HayKu
P®, 3aB. 2-M ruHekonorumyeckum ota. Prby «HMWUL, aky-
wepcTBa, TMHEKONOTMA U NEPUHATONOMMK» UM. aKajeMuKa
B.N. KynakoBa M3 P® a.m.H., npodeccop E.B. YBaposa;
npodeccop Kadeapbl akywepctBa U ruHekonornn Prby
MIMCY wum. A.E. EBgokMmoBa A.M.H. ILH. MuHKMHa; pyKo-
BOAMTENb OTAena NpodUNaKTUKKM MHOEKLMOHHbIX 3abone-
BaHUN PIBY «[leTCKUM Hay4YHO-KJIMHUYECKUI LLEHTP UHOEK-
LMOHHbIX 6one3Hen» PMBA Poccun a.m.H., npodeccop
C.M. XapuT; pyKOBOAMTENb Hay4YHO-METOAMYECKOro LEeHTpa
UMMyHonpobunakTukM Pocnotpe6Haasopa, 3aB. nabopa-
Topuen ummyHonpodunaktukn ®BYH «UHWUKU anugemuono-
run» PocnoTpe6Haa3opa A.M.H., npodeccop U.B. Muxeesa;
rMaBHbIM Hay4HblM COTPYAHUK MOCKOBCKOIO Hay4HO-Npak-
TUYECKOro LeHTpa [LepMaTOBEHEPONOTrMU U KOCMETONOMUK
O3M a.m.H., npodeccop M.A. Tombepr; Beaywmn Hay4HbIN
COTPYAHUK OTAENIEHUA TMHEKONIOTMYECKON 3HAOKPWUHONOTUK
'BY MockoBckon o6nactn «MOCKOBCKMM o6bnacTHon HUU
aKyllepcTBa U r’MHeKonornw» A.M.H. H.B. 3apoyeHLeBa; cTap-
UMM Hay4YHbIN COTPYLHUK OTAENa CTaHAAPTU3ALMKN U KNTUHUYe-
ckon dapmaronorun ®ray «HMWL, spopoBbst geten» M3 PO,
accUCTeHT Kadeapbl daKynbTeTCKOW nefuvaTpuv nepuvaTpu-
yecKkoro ¢pakynbreta Prooy BO «PHUMY mm. H.W. NMuporosa»
MwuH3gpaBa Poccun K.M.H. M.B. ®egoceeHKo.

PE3IOME
B xogne CoBeTa 3KcnepToB ObliM O6GCYXKAEHbl KJloYye-
Bble BOMpPoCbl NPODUAAKTUKN nanuaaomMmaBUpPyCHOH

uHpekumn (MBU): KIMHUKO-3NULEMUONOTMYECKUE acneK-
Tbl BlMY-accoumnpoBaHHbIX 3ab60neBaHWUK; OMNbIT WUHULMA-
UMK 1 opraHu3daumm (pa3paboTka, BHeAPEHME, MOHUTOPUHT)
HaLMOHabHbIX MPOrpamMm MMMyHH3aumm npoTtme BIMY B pas-
JIMYHBIX CTpaHax. [loNy4eHo aKCnepTHOe MHEeHWe 06 0COBeH-
HOCTSIX OpraHu3aumv 1 onbiTe NMPOBEAEHMUS pernmoHasbHbIX
nporpaMm BaKuuHauun B PP (BbIGOp LeneBbix rpynn ans
BaKLMHALMK, BO3SMOXHbINA OXBaT, LileNecoobpasHoCTb U 060-
CHOBAHHOCTb WMHWLMALMK MporpaMMm BaKUMHaLMKM NPOTUB
BIMY, oCHOBHblEe MPUHUMMbLI NAAHUPOBAHUA U OpraHu3aLunu
nporpaMmm BaKuUuHauun npotus BIMY B pernoHax, pesynbra-
Tbl OLEHKM 3DDEKTUBHOCTM M 6E30MacHOCTU BaKUMHaLMK
npotuB BlNY-accounnpoBaHHbIX 3ab60NEBaAHWUIA POCCUSH pas-
JIMYHBIX BO3pacTHbIX rpynn). CHopMynmpoBaHO KOHCOAMAW-
pOBaHHOE MHEHWEe O HeO6XOAMMOCTM OpraHuM3auuu peruo-
HaNbHbIX NPOrpaMM BakuuMHaumum npotus BIMY (B T.4. ¢ yyeTom
reHAepHo-HEeNTPanbHOro NoaxoAa), a TakKe 060CHOBaAHHO-
CTU 1 LLenecoobpa3HoCTh BBeAEHUSA 4-BaNeHTHON BaKUMHbI
npotuB BIMY B HauuoHanbHbIM KaneHgapb npodunaktTuye-
CKMX NpuBUBOK Poccuiickon degepaumn.

Bvpyc nanunnombl YenoBeKa ABNSETCA OAHWUM U3 CaMblX
pacnpoCTpaHEeHHbIX y logen BUPYCcoB, NnepegaBaeMblx Nosio-
BbIM nyTem. MexayHapoAHOe areHTCTBO MO MCCNefoBaHMIo
paka (The International Agency for Research on Cancer)
npuaHano BIMY aTMONOrMYyeCKMM areHToOM LIMPOKOro CreKTpa
OHKONOIMYecKnx 3aboneBaHni, TaKMX KaK paK LENKN MaTKK
(PLLM), BynbBbl, BAaranuuia, aHalbHOroO KaHana, neHuca,
ro/10Bbl Y WeW, aHOreHUTalNbHbIX (BEHEPUYECKUX) 6OPOAABOK
KaK Y MYX4MH, TaK U Y KEHLMH, a TaKKe peumanBupyoLwero
pecnMpaTopHOro nanuaioMarosa.

Mopasndowasa Yactb cnyvyaes BlMY-uHdeKkunn y nmmy-
HOKOMMETEHTHbIX JINL, XapaKTepu3yeTcs TPaH3MTOPHOCTbLIO
M B TEYEHWE HECKONbKMX NIET MOXET 3aKOHYUTbCH CaMo-
na3neyeHmeM. Hanpotus, y nauuMeHToB C UMMYHOCYMNpPeCcCH-
en, BK/Yas PeuunueHToB TPaHCMIaHTaTOB WM NauueH-
T0B ¢ BUY-uHdekumen, NBU xapaKkTepusyeTcs XPOHUYECKUM
TeyeHneM. Y BUY-MO3MTMBHBLIX NaLMEHTOK MO CpPaBHEHUIO
¢ BWY-HeratuBHbIMM HabnogatoTcs 3HayuTenbHO 6onee
BbICOKME (6onee 4eM B 4 pa3za) nokasaTtem MHOMLUMPOoBaHUA
BIMY. Kpowme Toro, B nonynsuun BUY-mHdmUMpoBaHHbIX NaLm-
eHToB [1BM xapaKTepunayeTcs BOBN€YEHNEM B MpoLiecc pas-
JIMYHbIX TOKYCOB W 60n1ee YacTbiM NporpeccupoBaHunem B BIMNY-
accounMpoBaHHble 3ab0sieBaHus, BKOYas aHOreHUTalbHble
6opoaaBku (AB), BHYTpUaNuUTenunabHble NopaxeHns 1 MHBa-
3MBHbIK paK. Hapsagy ¢ Tem, yto BUY-uHbekuus sasnsetcs
daKTopoM pucka pas3suTusa Bll4Y-accounmpoBaHHbIX cryYaeB
paKka v npeapaxkoBbix 3aboneBaHui, MBU mMoxeT ABASTbCS
¢paKTOopom pucka MHPHYMpoBaHusa BUY. Kak y My>KuuH, TaK
N Y EHLWMH MHPUUMpoBaHue BIMY nto6oro Tnna cnocobHo ABy-
KpaTHO yBeNn4YnBaTb PUCK MHPUUMPOBaHUS BUY.

ExxeroaHo B mupe pernctpupyetcs 6onee 600 TbiC. HOBbIX
cnyyaeB BlNY-accouunpoBaHHOro paka, M3 Hux ~90% npwu-
xoautcs Ha PLUM. CambiMy pacnpocTpaHeHHbIMU ABASIOTCSA
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BMY 16-ro n 18-ro TMNOB, KOTOpble BbI3biBalOT 0KoNo 70%
Bcex cnyyaeB PLUM u po 80% cnyvyaeB paka Apyrux noka-
nusauun. B Poccuickon depepaunn PLIM 3aHumaeT natoe
MeCTO No 3ab0/IeBAaEMOCTU CPEAN MKEHLLMH B YuUCne ApYyrux
3/10Ka4yeCcTBEHHbIX HOBoo6Gpa3oBaHuit (3HO) n BTopoe MecTo
no 3a60/1€BaeMOCTM PaKOM CPEAM XKEHLWMH B BO3pacTe Ao
45 nert. B cTpyKkType cmepTHOCTU OT 3HO y JKeHwuH go 45
net PLUM cTouT Ha nepBoM MecTe. SKCNepTbl OTMETUIN, HTO
3a 10 net 3ab6oneBaemoctb PLUIM Bbipocna ¢ 17,35 Ha 100
ThIC. }XeHCKoro HaceneHusa B 2006 1. no 25,1 B 2016 1. B yact-
HocTu, B 2016 1. B Poccuiickon ®enepalmm 3aperucTpupoBa-
HO 17 TbiC. HOBbIX cny4yaeB PLUM v 6,6 TbiC. NeTanbHbIX UCXO-
[0B. YAenbHbl Bec 60MbHbIX C 3anyleHHbIM OMyX0neBbIM
npoueccom (II1-1V ctagun PLLUM) B 2016 r. coctaBun 32,9%,
a 14,6% 60nbHbIX yMeEpP/Oo B Te4YeHne roga ¢ MOMeHTa ycTa-
HOBNEHMS AMarHosa. B cTpyKType MHBanMAHOCTHU BCEACTBUE
OHKOTMHEKONornyeckom natonorum 83% cnyyaes NPUXOANUTCS
Ha PLUM. ExxeroaHo B Poccuiickon Peaepauumn pernctpupy-
eTca NpUbAN3NTENBLHO 4 ThbIC. ClyYaeB paKa roptTaHu U 3 TbiC.
CMepTeNbHbIX UCXOA0B NO JaHHOM NpuynHe. 3ab6oneBaeMocTb
M CMEPTHOCTb OT paKa ByNbBbl, Bfaranauuia, aHajabHOro paka,
paka nonoBoro 4neHa B Poccuickon depepauun He peru-
CTpUpyeTcs, O4HAKO B MMPE EXerogHo OTMevaeTcsl OKo-
no 100 TbiC. HOBbIX Cly4aeB paKka AaHHbIX NOKanuM3auun.
PacuyeTHble JaHHble CBWAETENbCTBYIOT O BbICOKOM pacmnpo-
CTPaAHEHHOCTU B POCCUM 3TUX OHKOMOrMYECKUX MOParKEeHUM
KaK Cpefu XKeHLMH, TaK 1 Cpean MyX4YuH. YCTaHOBEHO, YTO
npeo6nagatollee 60MbMHCTBO Bcex chydaeB PLUM (74%)
B Poccuiickon ®enepaumm BbiaBaHo BIMNY 16-ro 1 18-ro tuna.

JKenepTbl OTMETUAN, 4TO NpodunakTuka PLUM n 6opbba
C HWM [JO/KHA NPOLOMKATbCH Ha MPOTAXEHUM BCEN KMU3-
HW XEHLMHbl, @ OCHOBHblEe CTpaTerMyeckue HanpasBfeHus
JOMXKHbI NpegycMmaTpuBaTb CaHWTapHOe npocBelleHue no
Bonpocam BV BO BCex BO3pacTHbIX rpynnax, BaKuuHa-
UMI0 AeBoYeK B Bo3pacTe 9-13 netT — [0 Havyana nosoBoK
YKWU3HUW, CKPUHUHI NPEeAPaKoBbIX COCTOSHUIM CPean MEHLMH
B Bo3pacTe 21 roga v ctaplle, BKAOYas BaKUMHUPOBAHHbIX,
C LieNblo CBOEBPEMEHHOTMO BbISIBEHUS U IeYEHUS NpeapaKo-
BbIX MOPaXEHUK, BbI3BaHHbIX TuNnamu BINY, He BKIOYEHHBIMK
B BaKUMHbl. B mocnegHee BpemMs HaKomneHo AocTaToyHoe
KONMYECTBO AaHHbIX, YKa3blBaloWMX Ha 060CHOBAHHOCTb
BaKUMHauuMmM npotmB BIY KeHWWH cpefHero Bo3pacTa,
B TOM 4yncne MHduunpoBaHHbiX BIMY 1 nposie4eHHbIX Mo noBo-
4y AMCNNasuin, C Lenbio NpeaynpexaeHns HOBbIX CnyvyaeB
MHOEKUMN M 3a60NeBaHUSA, @ TaKKE CHUKEHUS PUCKA peun-
OMBUPYIOLLMX 3ab0oneBaHui, 4acTo accoummnpoBaHHbIx ¢ BIMY
BbICOKOI0 KaHL,EePOreHHOro pucka BaKLMHHbIX TUMOB.

Ba)XHbIM, NO MHEHWIO 3JKCNEepPTOB, ABASETCH MY/IbTH-
AWUCUMN/IMHAPHOCTb Mpo6siemMbl npopunaktuku PLUM
u gpyrmux BlM4Y-accoynmpoBaHHbIX paKoB, 4TO npejnonara-
€T B3anMOCB$S3b HaLMOHaNIbHOW NporpaMMbl UMMYHU3aALMK
W HauWOHaNbHOM nporpamMbl 60PbOblI C OHKONIOIMYECKM-
MK 3ab0neBaHusiMM B BMAE CO3[aHUS KaHLEep-perucTpos,
NO3BONSAIOLMX OCYLLECTBNATb MOHUTOPUHT 3a60/1€BaeMOCTH
M CMEPTHOCTM OT paKa. B vacTHocTW, B xoae obceyxae-
HMS BGblNW 3aTPOHYTbI NPOGAEMbI HELOCTATOYHOM perucTpa-
unn BIMY-o06ycnoBneHHbIX 3aboneBaHnin Ha TeppuTopun PO
B pamKax anMAaeMMUON0rM4ecKoro MOHMTOPUHIa, HanpaBaeH-
HOr0 Ha peasnbHYl oueHKy 6peMenHn NBU 1 oueHKy adpdek-
TMBHOCTM MNPOBOAMMOW BaKUMHOMPODUNAKTUKKM, a TaKkKe
OTCYTCTBMS CTaHAAPTHbIX GOPM 3MMAEMUONOrMYECKOrO yYeTa
psiga 6onesHen, accounnpoBaHHbix ¢ NMBU.

BMY HW3KOro OHKOreHHOro pucka 6-ro u 11-ro TMnoB
Bbl3biBalOT 6onee 90% cnyvaeB Alb. B Poccuiickomn
degepaumm faHHad HO30/0TMS y4uTbiBaeTcs B rpynne
nHdEeKUMH, nepedaBaemblXx NOMOBbIM NyTeM. B HeKOTOpbIX
pernoHax AI'b no 4actoTe 3aHMMalOT NMAMPYIOLLEE MECTO

B CTPYKType WHOEKUWN, nepefaBaemMbix MOMAOBbIM MyTeEM
(Hanpumep, B MOCKBE), XOTS MCTUHHasA pacnpoCTPaHEHHOCTb
3TON MHPeEKLUMN B PO HensBecTHa, MOCKOMbKY Cly4an aHo-
reHUTanbHOro KOHAMIOMaTo3a He Bcerga perncTpupyrorcs
OO/IXKHbIM 06pa3om. Hanbonee yacto AIb pernctpupytorcs
B Bo3pacTte 18-29 net y nuu, o6oero nona.

B cBs3un ¢ tem, 4yto BIMY nepenaetcs NofoBbIM NyTeEM,
LeneBon rpynnon ans BakuuHauuu npotuB MBU gsnstotcs
nopoCcTKM B Bo3pacte 9-13 neT (A0 nonoBoro ae6iora).
Takov noaxod MO3BOJSIUT AOOUTbLCS MaKCUManbHOM 3ddek-
TUBHOCTU NePBUYHON BaKuuMHonpobunaktuku Al un opoda-
pUHreanbHbIX PaKkoB, YTO GblNO MPOAEMOHCTPUMPOBAHO KaKk
B PaHAOMMW3UPOBAHHbLIX KOHTPOAMPYEMbIX MCCNEAOBaHUSX,
TaK 1 B peanbHOM KIMHUYECKOM NPaKTUKe.

B psfge paHAOMW3MPOBAHHbLIX MYbTULEHTPOBLIX UCCe-
noaHuin (FUTURE | — 62 ueHTpa, 16 ctpaH; FUTURE Il — 90
ueHTpoB, 13 ctpaH; FUTURE Il — 38 ueHTpOB, 7 cTpaH)
oueHuBanacb 3QGEKTUBHOCTb 4-BaleHTHOM BaKLMHbI Npo-
TmB BlMY B OTHOWEHWM BAUSHWUSA Ha NOKal3aTenu obuien
3aboneBaemoct BMY 6-, 11-, 16-, 18-accouunpoBaHHOM
MBW (=6 mec), a TakKe 3aboneBaemoctu Al'b, BHyTpuanurte-
nuanbHon Heonnasuen BynbBbl (VIN), BHyTPUMaNUTenMaabHOM
Heonnasuen Bnaranunwa (ValN) n pakom, BMY 6-, 11-, 16-,
18-accounMnpoBaHHbIMK LIePBUKaNbHbIMU BHYTPUINUTENN-
anbHbIMK Heonnasuamu 1, 2, 3-i ctenenu (CIN), aneHoKapuu-
HOMOW LWeNKKN MaTku in situ (AlS), PLUM B TevyeHne 33-48 mec
(nocne BakuuHaumK). B rpynne BakUMHUPOBAHHbIX He 3ape-
rMCTPUPOBAHO ciyyYaeB pas3suTusa Alb, BHyTpuanutenuanb-
How Heonnasuu BynbBbl (VIN 2, 3) unv BHyTpUIanuTennmanbHom
Heonnasuwu Bnaranuua (ValN 2, 3), uepBWKanbHOW BHY-
TpuanutenManbHon Heonnasun 2-3-i crtenenn (CIN 2, 3),
afleHOKapUMHOMbI WenKn MaTtku in situ (AIS) n PLLUM. Takum
o6pa3oM, 3apPeKTUBHOCTb BaKuMHaLUUMU [ npodpunakx-
TUKM YKa3aHHbIX NaTosnorui coctaBunaa go 98% (95,89%;
N 86-100) B rpynne nauueHToB, NOMYHYMBLUMX NO 3 A03bI
BaKLMHbI.

BcemupHasi opraHudauua 3apaBooxpaHeHns (BO3)
W Beaywwue perynaTopHble OpraHu3auuuM HacTosiTe/IbHO
PEKOMEeHAYIOT BKJOYEeHHWEe BaKuyuMHauun npotuB BIY
B HayMOHaJ/IbHble KaJleHAapK1 NPUBUBOK BCEX CTPaH MUpa.
BO3 u [detckuin dpoHa OpraHmsaunmn O6beanHeHHbIX Hauuim
(UNICEF) paccmatpwmBatoT BMY-BaKUMHALMIO KaK NpUopuUTeT
ANS HAUMOHaNbHbIX NporpamMM MMMYyHU3auuu. Bcero nuwb
3a 2 NocneaHux roga 4YMcno CTpaH, BKIOYUBLUMX NMPUBUBKY
npotue MNBW B cxembl nNaaHOBOW MMMYyHW3aLWKU, BbIPOCIO
¢ 60 go 86. M3 H1x B 70 cTpaHax NPUBMBKKU NpeaocTaBs-
loTCA TONbKO ANa geBoyek, B 20 cTpaHax — Ans AEeBOYEK
M Manb4MKOB (TeHAEPHO-HeNTpanbHasa cTpaterns BakuuHa-
LUMK), U UX YUCNO MOCTOAHHO pacTeT. C y4eToM MPOAOAKHM-
TENbHOro onblTa HabMAEHUS 3a NpUMeHeHWeM 4-BaneHT-
HOM BaKuwuHbl npotuB BMY (nMueH3upoBaHa B 2006 1),
LUIMPOKOro ee Ucnonb3oBaHMsa B Mupe (6onee 270 MAH 103)
[no6anbHbIM COBET 3KCMNEepTOB MO 6e30MacHOCTM BaKLWH
npu3Han BakuuHbl NpoTuB BIMY B Bbiclwen cTeneHn 6e3onac-
HbIMK (extremely safe).

B xopge CoBeTa poccuickMe 3aKcnepTbl 06Cyannn onbIT
opraHusauuun u pesynbTaTbl HaLMOHaNbHbIX NPOrpaMm Bak-
uMHauum npotuB BIMY B ABCTpanuu, a Takxe Haubonee
yCMELWHbIX B MNfiaHe BaKuUMHauuu cTpaHax EBponeickoro
pervoHa (danus, Punnauaus), CLUA, roe BakuMHaUmMs NpoTUB
BINY yke BKAoYEeHa B KaneHgapy UMMyHU3aumu. Tak, B nony-
NAUMM MONOAbIX XEHWMH B ABCTpanuu, ctpaHax CeBepHoWM
AMEpPUKH, EBPONENCKMX CTpaHax B pedynbraTe NpUMEHEeHUs
4-BaneHTHOM BaKuUMHbI NpoTuB BIMY B paMKax nporpaMm Bak-
LMHaLUK OTMEYEHO CHUXKEeHMe nokasaTensa BMNY 6-, 11-, 16-,
18-accoumnmpoBaHHOn MHbeKLKUK (A0 90%), AT'b (1o 90%),
LepBUKanbHbIX BHYTPUANUTENWANbHBIX HEONNAa3nh Nerkomn



cteneHn TsectTn (45%) M TUCTONOTMYECKM MNOATBEPHK-
[LEHHbIX LepBUKaNbHbIX BHYTPUANUTENNANbHbIX HEOMNA3Ui
BbICOKOW cTeneHu TaxecTtn (85%). Mpu atom B ABCTpanuu,
TakK e KaK 1 B CLUA, 0TMEeYeHO CHWXKEHME pacnpoCTpaHeH-
HocTu MBW cpean HeBaKUMHUPOBAHHbIX XeHLWKH (17—49%)
B TaK Ha3blBaeMmylo BaKLMHHYIO 3py B CPaBHEHWUW C AOBaAK-
LMHaNIbHON 3PON, YTO OTpaxaeT popmupoBaHue appek-
Ta NonynsiyuoOHHOro UMMYHHUTETA.

Mo pesynbtataM OAHOMOMEHTHOrO  MCCe40BaHMA
B ABCTpanuu NpoLEMOHCTPUPOBAHO CHUMKEHWE Ha 92% pac-
npoctpaHeHHocTu BIMY TMnoB, BxoAswWwMmMx B cocTaB 4-BajieHT-
HOM BaKUMHbl npoTmB MBW, B KOropTe »eHWwuH B BO3pacTe
18-35 net. TakKe 6bi10 NPOAEMOHCTPMPOBAHO, 4YTO N0 Mepe
yBENMYEHNA 0NN BaKLMHUPOBAHHbLIX KOropT (KaK MYXCKOro,
TaK M XXeHCKoro nona) nepegaya BINY BaKLMHHbBIX TUMOB B Mony-
NALUMKU MOXKET BbITb CHUMKEHA A0 HEONpeaensieMblX YPOBHEN.

B ABctpanuu n CLUA cHueHne 3HavyeHuss nokasaTtenew
pacnpocTtpaHeHHocTn BIMY 6-, 11-, 16-, 18-accounnpoBaH-
HOM WHbEKUMKU (MpoBoannocb TUNUMpoBaHue BIMY meTogom
NoAMMeEPasHOM LLEeNHOW peakuun B obpasuax OTAensemMoro
M3 Bnaranuwa u LepBuKanbHOro KaHana) u Al'b crano ove-
BUOHbIM MeHee 4yeMm 4yeped 4 roga ¢ MOMEHTa Hayana npwu-
MEHEHUS BaKLUHbI npoTmB BIMY.

b bEKTUBHOCTb BaKLMHALMKM OCTAETCS BbICOKOM Ha
npoTsxeHun 14 net nocnegyouwero HabnoaeHns, 4To 6bln0
YCTAHOB/IEHO B NONYNSALMU CKaHAMHABCKMUX XKEHLWMH (JaHus,
Mcnanamsa, Hopeerus, LWBeuuns) 16-26 net, HEMHOULMPO-
BaHHbIX BaKUMHHbIMKM Tunamu BIMY fo BakuuHaLuWK, nonay-
YnBLIMX NO 3 A03bl 4-BaNeHTHOW BaKLMHbI NpoTus BIMY.

B cTpaHax, rge BaKUMHaLUMEN OXBayeHO He MeHee
50% ueneBON MKEHCKOM nonynauuu, nokasarteNb pacnpo-
cTpaHeHHocT BMY 16- n 18-accounMnmpoBaHHOM MHbEKLMK
B MOCTBaAKLMHaNbHbIM NepMoa, B CPaBHEHWM C JOBAKLMHANb-
HbIM, 3Ha4YMMOo cHMU3uncs (Ao 70%), Yactota pernuctpauuun Ar'b
3HaYMTENbHO YyMeHbWMAach (0Kono 60%) B KOropTe AeBOYEK
13-19 net. B ykaszaHHOM BO3PaACTHOM rpynne Take 6bino
3aperucTpupoBaHO 3HAYMMOE CHUMKEHWE 4acToTbl BblfiBe-
Hus BMY 31, 33 1 45-ro TMNOB, 4YTO YKa3blBAET Ha Hanu4yme
YyMEPEHHOW MepeKpecTHOM 3awuTbl. Ha Hanuyme addekTa
nonynsuMOHHOTO UMMYHUTETA YKa3blBaeT U 3HAYMMOE CHMU-
KeHune KonuyecTBa cnyyaeB AlB B KOroptax Manb4yuMKoB
mMonoxe 20 net v *eHwmH 20-39 neT. B cTpaHax ¢ 0xBaToOM
BaKLMHaunen meHee 50% 3HaYnMMOeE CHUXKEHME NoKasaTens
BIMNY 16-, 18-accounmnpoBaHHom MHbeKLUMK 1 Al'B ycTaHoBNE-
HO B KOropTe AeBo4yeK Monoxe 20 neT, Npu 3TOM He oTMeYa-
etca dopmupoBaHue addeKTa NoNyIaLUMOHHOrO UMMYHUTETa
WM NEPEKPECTHOMN 3alLUMThI.

MpodunakTnyecknn apodeKT BaKUUHALMM B OTHOLIEHUM
BlMY-accounnpoBaHHbIX MHBa3MBHbLIX PaKOB OblSl BbISIBNEH
B npoLecce aHannaa faHHbIX PUHCKOro pernctpa OHKONOrMm-
YyecKunx 3aboneBaHui 3a nepuop ¢ 2007 no 2015 r. B pamkax
aHanu3a npoBoAMnach OLEHKa YacToTbl Pa3BUTUS ClyyYaeB
MHBA3MBHOMO paKa y XeHLMH, BaKLLMHMPOBaHHbIX (B BO3pac-
Te 14-19 net, n=9529) 1 HeBaKLMHUPOBAHHbLIX (B BO3pacTe
14-19 net, n=17 838) npotuB BIMY. Y HeBaKLUMHUPOBaHHbIX
KEHLWMH 6bln0 3apernctpuposaHo 10 cnyyaeB MHBaA3WMBHOWM
KapuuHOMbI (8 cnyyaeB paka LernKkn maTku, 1 cnyyar paka
POTOrNOTKK M 1 cnyyawn paka BY/bBbl), B TO BpeMS KaK B rpyn-
ne BaKUWHMPOBAHHbIX XEHLWMWH HEe 3aperucTpupoBaHoO HU
oaHoro cnyyas. CoBoKynHas oueHKa apdEKTUBHOCTM BaKLM-
Hbl cocTaBuna 100%.

B Poccuitickon Pepepauun K 2017 r. peann3oBaHo
6onee 30 permoHasbHbIX NPOrpamMmM BaKyHHaUUu NpPoTUB
BIM4Y, BaKuMHWpoBaHO cBbile 180 ThiC. A€BOYEK-NOAPOCT-
KOB B TaKMX pernoHax, Kak MockoBcKas obnacTtb, CaHKT-
MNeTepbypr, XaHTbl-MaHCUICKUIA aBTOHOMHbIW OKpyr (XMAO),
AKyTCcK, HoBocnGUpcK, CMoneHckas o6n. u ap. B Mockse,

XMAO v CBepanoBCKoM 06/1. BaKUMHALMUS 4eBOYEK-NOAPOCT-
KoB npoTtuB MNBW BHeceHa B pernoHanbHblM KaneHaapb npo-
dUNaKTUHECKMX NPUBUBOK.

B yacTtHOCTH, B MOCKOBCKOM 061. MO pedynbrataM perumo-
HanbHoM nporpammbl (2008-2015 rr.) 66110 BaKLMHUPOBAHO
6onee 20 Tbic. aeBoyeK 12-14 net, nocne 4ero 3aperu-
CTPUPOBAHO CHUXKeHue 3aboneBaemocTn PLUM y monogbix
KEHWMH J0 24 neT B 3 pasa, a aHOoreHuUTanbHbIMW KOHAM-
nomamum — B 5 paad. PernoHanbHas nporpamma BaKLMHa-
UMK aeBoyeK-noapocTtkoB npotuB BMY B XMAO (r. CypryT)
ctaptoBana B 2009 r. B BWAe ABYX BaKLUWHANbHbIX KaM-
naHmm — B 2008-2009 n 2014 rr., B 06LEN CNOXKHOCTH
6bl10 npuBuTO 4936 4enoBeK. AHanuM3 3aboneBaemMoCTu
BMY-accoummpoBaHHbiIMK 3a6oneBaHnamu B XMAO-Krpe
nokasan, 4to B 2013-2014 rr. 66110 OTMEYEHO CHUMKEHME
4yacToTbl BblABNieHMS AB y [eBOYeK-NMoAPOCTKOB KaK Mo
peaynbTataM NpPodunaKkTUY4eCKUX OCMOTPOB, TaK M No obpa-
LLLAaeMOCTH B KabWHeTbl AETCKOro rmHeKonora. MMeHHo B aToT
nepuog B 4-10 BO3pacTHYlo KaTeropuio (15-17 neT) BCTYynuau
[1eBOYKM, NpmBKTbIEe oT BMY B 2008-2009 rT.

MpeacTtaBneHHbIn CoBeTy aKcnepToB GapMaKo3KOHOMM-
yeckui aHanus (PypakoBa A.B., Xaput C.M., NlanuHa J1.B.,
NncsHckasa A.C., MpoueHko C.A., MuxeeBa W.B., YckoB A.H.,
J1063uH 10.B. DapmaKo3aKOHOMUYECKMNE acNeKTbl BaKLMHaLMK
NPOTUB NanWIIOMaBUPYCHON MHOEKUUU OeBOYEK-MOAPOCT-
KoB B Poccuitickon ®enepaumu. MNeanatpuyeckas dapmako-
norus. 2017;14(6):494-500. doi: 10.15690/pf.v14i6.1832)
nokasasn, 4to B Poccum BakuuHauumsa 4-BaneHTtHow BI1Y-
BaKLMHOWM [eBOYEK-MOAPOCTKOB A0 CeKcyanbHOro aebiota
[OMIKHa paccMaTpmBaTbCs B Ka4eCcTBe BbICOKOIDDEKTUBHOM
MEeAWLIMHCKOM TEXHONOMMK, HanpaBAeHHON Ha NPOPUNAKTUKY
MBW-06ycnoBneHHbIx 3abosieBaHui. [1pn 3TOM Nog4epKHyTa
BbICOKas 3Ha4YMMOCTb MPOBEAEHWS pPervoHasbHbIX anuae-
MUOMOTMYECKUX U COLMaNbHO-9KOHOMMUYECKMX MUCCneoBa-
HWUM B OTHOweHun MNBWU no eauHbIM (CTaHAAPTM30BaHHbLIM)
MeTOoAMKaM.

JKcnepTaMu OTMEYEHO, YTO BO3MOXHOCTb MPUMEHEHMUS
BaKUWHbI npoTuB BINY nossonser [oOWUTbCHA ynpaBiaeHUs
(NpeaoTBpaLLEHNS) TAKUMU OHKOOMMYECKMMU 3a60N1eBaHMA-
MW, Kak PLUM wu gpyrune tvnbl BMNY-accoumMmpoBaHHbIX pakos
(BynbBbI, Baranuuia, NofoBOro YieHa, aHyca, ronoBbl U WeK),
a Takxe apyrmx BlY-accounnpoBaHHbix 3a6oneBaHunn (Alb),
YTO MOXET BHECTU 3HaYuMMbI BKIaj B COXpaHeHue obuie-
CTBEHHOro 340pO0BbS, peleHue 3ajad gemorpadpuyeckomn
NOAUTUKK U YBENMYUTb pasmep NpPefoTBpaLLeHHbIX PacxoLoB
CUCTEMbI 34paBooXpaHeHns PO.

PE30J1IOLUA
Mo peaynbTataM 06CYKAEHUA IKCMEepTaMu NpUHATa cie-
aylowas pe3onioums:

1. BakyuHonpopuiaKTUKa siBAsieTcsl HanbGosiee AOCTyn-
HbIM, 3¢PEeKTUBHbIM U 6Ge30rnacHbIM ClOCOGOM nep-
BHUYHOM npopunakTuku PLUM n BIT4-accoLynmnpoBaHHbIX
PaKoB Apyrux JIOKain3aynim y J}eHLWWH (ByNbBbl, Bnaranu-
La, aHyca; rofioBbl U LWewn), MYX4MH (MONOBOrO YieHa, aHy-
ca; rofioBbl U LWen), a TakKe apyrux BMN4-accoummpoBaHHbIX
3a60/1eBaHNA Y MYXKUYUH U KeHLWmH (AIB), aeten (pecnupa-
TOPHbIW NanunnomaTtos) 1 NBU B uenom.

2. Mpo6nema MNBU n BlMY-accounnpoBaHHbIX 3a60sieBa-
HWI ABASIeTCSA MYAbTUANCLUUNIMHAPHOM, a peanu3aumns
nporpaMmmbl UMMyHU3auuun npotne BIMY TpebyeT KOHCO-
nnaummn M y4acTus B €€ peLleHnmn cneLmanmucToB pasnmy-
HbIX CNeLnanbHOCTEN (TMHEKONOMKU, NeAnaTPbl, OHKOIOIH,
yponoru, fepmaTtoBeHeponoru, CTomatonoru, 0TopuHona-
PUHFONOMK, ANULEMUONOTK, cneunanncTel N1abopaTopHom
OMArHOCTUKM), @ TaKKe BHECEeHUs nHdopmMaLmmn o npobne-
Me ¥ cnoco6ax KOHTPONS W NpeaynpexaeHuns (nporpam-
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Mbl CKPUHUHIA M BaKLMHONPOPUNAKTUKA) B pEKOMEHAA-
UMW pasnnyHbIX NPOodecCUoHalbHbIX 06LECTB C Lienbto
npeaynpexaeHns BO3HUKHOBEHUSA M Pa3BUTUS OHKOJO-
rMYecKMx 3aboneBaHui yporeHuTanbHom U opodapuHre-
anbHOM 06nacTu, B TOM YnUce Y MMMYHOKOMMPOMETHUPO-
BaHHbIX NaLMEHTOB.

OnbIT peann3aynm HayuoHa/IbHbIX NMPOrpaMM BaKLH-
Hauuu npotuB BINMY (16, 18, 6, 11-ro TMNOB) B pa3nyHbIX
cTpaHax MoKa3blBaeT BO3MOXHOCTb MpeoTBpalleHus
paKka W npeapaKkoBbIX AUCNIACTUHECKUX COCTOSIHWUI LLEn-
KW MaTKW, BYNbBbl, Bnaranuiia, aHOreHWTalbHbIX KOH-
avnom B 98-100% cnyyaeB npu BaKUMHALMKU UCXOAHO
HEUHPULMPOBAHHbLIX eHWKMH 16-26 neT. BakuuHauus
eHWKMH B Bo3pacTe 24-45 net npotnB BMY (16, 18,
6, 11-ro TMnoB) B 88,7% cny4yaeB 3dPeKTMBHA B OTHO-
WEeHNUN MNPODUNAKTUKM aCCOLMMPOBAHHOM C BaKLMH-
HbiMu Tunamu BMY nepcuctupytowen mnHdekuun, CIN,
aHOreHuUTanbHbIX MoparkeHun. BakuuHauus 3almuiaet
EHILMH OT MHBa3uBHbIX BlMY-accoumMMpoBaHHbIX BUIOB
paKka. B cTpaHax, rae BakumHauusa 4-BaneHTHOM BaKLMU-
HOW BBefeHa B HalUWOHalbHble KaneHaapu NPUBUBOK,
oTMe4yaeTcsl CHUXeHne YactoTel Al 1o 50% B nepBbii
roj, MaccoBOW BaKLMHaLUMK M [0 92,6% B TeyeHue 4 net
y AeBylleK Monoxe 21 roga nocne BKIOYEHUS BaKLUMHbI
B KaneHaapb, a TaKKe CHUxeHue 3aboneBaemoctu Al'b
cpean HEMPUBUTLIX MYX4YMH, YTO YKa3blBaeT Ha GOpMUPO-
BaHWe NonynsLuMOHHOro MMMYHUTETA.

Bbi6op cTpaTteruu BaKuuHornpodunaKtuku PLUM
n apyrux Bll4Y-accoymnpoBaHHbIX paKOB B pa3HbIX
CcTpaHax OCHOBaH Ha (GUHAHCOBO-3KOHOMMYECKUX BO3-
MOXHOCTSIX, BO3MOMXHOCTSAX CUCTEMbI 3[1paBOOXPaHEHUS
B peanun3aumu n1Mb0o reHaepHO-HeWTpanbHOro noaxoaa,
nM60 BaKLMHALMKM TONbKO AEBOYEK A0 Hayana nosioBom
W3HU, MO0 BaKLUMHALMK AEBOYEK A0 Havana nosioBom
HWU3HU W XKEHLMH MOJIOAOro Bo3pacTa.

Pe3ynbTatbl peann3ayuu pernoHasibHbIX NporpamMm
BaKumHaymuu npotuB BIIY (16, 18, 6, 11-ro TMnoB)
6os1ee yem B 30 pernoHax Poccuiickoi Pegepaynm
noKasbliBaloT 3GPEKTUBHOE CHUXKEHWE 3a60/1eBaeMOCTH
ATB y 1eBOYEK-NOAPOCTKOB, YTO YKa3blBAET Ha BbICOKYIO
3HAYMMOCTb AAHHOro MnoaxoAa B cTpaterun npodunak-
TMKK BlM4Y-accoummpoBaHHbIXx 3aboneBaHui, B T4. PLUM,
M Heo6X0AMMOCTb PaCLUMPEHNS PErMOHANbHbIX KaleHaa-
pei nNpoduNaKTUYECKMUX NMPUBMBOK 3a CYET BHEAPEHUS
BaKuUMHauun npotuB BlY-accounmnpoBaHHbIX 3abosie-
BaHWW M NPOBEEHUs PernoHanbHblX Nporpamm BaKLM-
Hauuu npoTtne BlY-accounmpoBaHHbIX 3a6osieBaHUI Ha
NOCTOSAHHOM OCHOBE.

MpumeHeHne YeTbipexBasieHTHOW BaKUMHbI NMPOTHUB
BIMY no3BoasieT cywjecTBEeHHO NPeAoTBPaTUTb NPsiMbie
M HenpsiMble 3aTpaTtbl, CBA3aHHble C OKa3aHWeM Meau-
LLMHCKOW nomolum naumeHtam ¢ BMY-accoummpoBaHHbIMU
3a6oneBaHuaAMU. BaKkunHaLUs AeBOYEK 10 Havyana noso-
BOWM }W3HU 4-BaNeHTHOM BaKuuHOM npoTtuB BIMY moxeT
paccmatpuBaTbcs B PP Kak 3KOHOMMYECKU 3DDEKTUB-
Has MeAMLMHCKas TEXHONOrMa B NnpoduiakTuke 3abone-
BaHMK, accounnpoBaHHbIX ¢ MBU.

B pamkax CoBeTa 3KcnepToB yaanocb NPUNTKU K eAnHOMY
BUAEHUIO MOAXO[0B B OTHOLIEHWW Hayana BaKLUMHaLWK
npotns BlMY: makcumanbHasi 3¢p(peKTUBHOCTb B OTHO-
weHMn npegoTBpaweHns BllY-accounnpoBaHHbIX
PaKOB MOXeT 6bITb JIOCTUIHYTa NPHU BaKLUMHaLNUH JEeBO-
yeK B Bo3pacte 12-13 net (A0 Havyana NonoBON KU3HW).
B cnyyae HanuMuns BO3MOMHOCTEM AN OpraHuM3auuu
reHAepHO-HENTPaNbHOM CTpaTerMn BaKuUMHaLMK (BaKUM-
Hauus W OeBOYEK, U Manb4ynKoB) NpotuB BIMY (B pamkax
pervoHanbHbIX MPOrpaMm) BO3MOMXKHO JOCTUKEHUE Bonee

10.

11.

12.

13.

3HA4YNUMOro CHUKeHus 6pemenun NBU pasnnyHom nokanu-
3aLun (@HoreHuTanbHoOMn, opodapuHreanbHON IoKanM3a-
LMK), a TaKKe CHUXKEHUS YpOoBHSA pacnpocTpaHeHus BMY
B LLE/IOM B NONynsuuu.

BHenpeHue nporpamMm BakumHaumm npotus BIMY nozsonut
He TO/IbKO 3awuTutb oT BlNY-accounnpoBaHHbiX 3ab6one-
BaHWM (pakoB M NpeapakoB pasfIiHOM floKanusauunn), Ho
TaKxe No3BOJINT COKPaTUTb PUCK MHPULMpPOBaHKa BUY.
He poxwugascb BKAYEHUS B HaunoHanbHbIM KaneHjapb
NpoduUNaKTUYECKUX NPUBUBOK HEOGXOZMMO MPUIIOXKUTL
ycunuss K 6osiee LUMPOKOMY Mcnosib3oBaHUio BI14Y-
BaKUMH B perMoHasibHbIX nporpammax npodunaakTm-
4eCKOH HMMYHU3aL U N BKJIIOYEHMIO B perMoHa/ibHble
KasieHgapyn NpuBHUBOK.

B pamKax nnaHWMpoBaHWS M OpraHuM3auun BaKUMHa-
umMm npotms BIMY Ha pernoHanbHOM (M HauMOHANIbHOM)
YPOBHe(-X) 0c060e BHMMaHUEe HEeOGXOAWMO YAE/IUTb
pa3pa6oTKe nporpamMm JOJIrOCPOYHOr0 MOHMTOPUH-
ra appeKTMBHOCTM M 06e30NacHOCTU BaKLMHaLNU
C Lenblo OLUEHKW MHAMBMAYaNbHOIO M MOMYyNSALMOHHOIO
abdeKTa NPOBOAMMBIX NPOrPamMm BaKUMHALMK, @ TaKKe
c6opa M OUEHKM HexkenaTeNbHbIX SBMEHUI, CBA3AHHbLIX
M HE CBA3aHHbIX C BaKLMHaUMEN.

Heob6xogumo noBbillaTh HHGOPMHUPOBAHHOCTb MeaM-
LUMHCKHX pa6oTHUKOB 0 npo6neme MNBU n ee nocneg-
CTBUSIX, B TOM 4YMC/Jle B paMKax nporpaMm Henpe-
PbIBHOro MEAMLMUHCKOro oG6Gpa30BaHUA, a TaKxke
06ecneynTb X NPUBEPKEHHOCTb BaKLMHONPOPUNaKTUKE
npotne BMY Kak adpdpeKTuBHOMY U 6e30nacHOMY MeToay
nepBuYHOM MPODUNAKTUKM Pa3BUTUA OHKONOrMYECKMX
3a60/1eBaHU aHOTreHUTa bHON U opodapuHreanbHOM
06NacTu y MYXUMH, XeHLWWH U geten. Bmecte ¢ Tem
0o4YeHb Ba)HO pa3BUBaTb MPOCBETUTE/ILCKYIO paboTy
cpeau HaceJsleHHs, LULMPOKO BHeAPATb 06pa3oBaTe/ibHble
KamnaHuun no npo6neme MNBU 1 BO3MOXKHOCTAX ee Mpo-
GUNaKTUKKM C NPUMEHEHWEM BaKuuHauuu npoTtus BIY.
CnepyeT 60nee aKTMBHO MpuB/EKaTb B KavyecTBe CTO-
POHHMKOB 340POBOro 06pas3a KU3HWU W Npegynpexae-
HUs BlNY-06ycnoBneHHbIX 3a6oneBaHui NpeacTaBuTenemn
PENUTMO3HBIX COOBLECTB, BHOCHALMX BECOMbIN BKNapg
B BOCMUTaHME POCCUNCKMUX AE€TEN M NOLPOCTKOB.
HaKkonneHHbIn onbIT (MUPOBOW M POCCUMMUCKUM) NO3BOSISA-
€T PEKOMEHAOBAaTb BK/OYEHWE BaKLMHALMK NOAPOCTKOB
pasHoro Bospacta npotuB BlMNY B HaunoHanbHbIn Kanex-
fapb NpoduNaKTUYeCKMX NPUBUBOK PD. [Ing AoCTUXEHUS
ONTUMasbHOMO 3ANMAEMNONOrNYECKOro addeKTa peKoMeH-
AyeTcsl BaKUMHaLMUSA KOropTbl JE€BOYEK U MaJibYUKOB
B Bo3pacTte 12-13 nieT ¢ MaKCUMMasibHO BO3MOMXHbIM
oxBaToM — He meHee 90%. [porpamMma Ao/MKHa peanu-
30BbIBATbCS B LUKOMAX (OCEHbIO-BECHOM, C YH4ETOM HEOOXO-
IMMOro nHTepBana 6 mec mexay V1-V2). Takve noka3sare-
N1 0XBaTa, reHAepHO-HENTPanbHbIM NOAXOS U NpoBeeHue
BaKUMHaUMM Ha 6as3e WKOoN Mo3BONAT o6ecneynTb Mak-
CMManbHOEe MONOXUTENbHOE BMIMSHWME Ha MNoKasaTenu
06LWeCTBEHHOr0 340P0BbS, PENPOAYKTUBHOIO NoTeHLMana
HaLMK, NoKa3aTeNn NPOLOMIKUTENBHOCTH KU3HM U pa3me-
pbl NPeAoTBPAaLLEHHbIX PACXO40B CUCTEMbI 34paBOOXpaHe-
Hus PO yxke B cpegHecpoyHOn nepcrneKkTuee.
Heob6xoaumo mogepHU3MpoBaTh M aKTyaJiu3upoBaTb
uMeroLnecs B HacTosiLyee BpeMsi KIMHUYECKHUE PEKO-
MeHAayMKn no BaKLUMHONpodpuiaKTUKe 3ab60sieBaHHUMH,
BbI3BaHHbIX BIMY, [ononHWMB BapuaHTaMu BK/OYEHMS
nNpYMBUBKK NPOTUB MBU B paMKK pernoHanbHOro Kanex-
faps npodunakTMY4eCKUX MNPUBMBOK, A06aBUB HOBble
[LaHHble No 3GPEKTUBHOCTH M 6€30NacHOCTU BaKLMHa-
LMK, a TaKKe CKOPPEKTUPOBAB CXEMbl MPUMEHEHUS BaK-
LUMHHbIX NpenapaTos.
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YBakaemble Konneru!
JKnem Bamm crarby Ha IIaTopMe HalIero canTa XypHana « OHKONeaaTpus»:

www.oncopediatria.ru

On pacronokeH Ha rardopme elpub, KoTopast faeT BO3MOXXHOCTB JIETKO MHTETPUPOBATHCS BO BCE MIHOCTPAH-
Hble 0a3bl JaHHBIX U KPYIHbIe 0MOMMoTeKN Mupa. YCTPOICTBO caiiTa 6yeT MHTYUTUBHO IIOHSITHO M MHOCTPaH-
HBIM I10/Ib30BATENSIM, OT KOTOPBIX MBI TOXKE OXKMAeM ITyOMIMKALI.

CaiiT OTKpBIBaeT HOBBIe BO3MOXKHOCTM KaK M/IsI aBTOPOB, TaK M /IS YMTaTenell: JOCTYIHBI IOfada CTaTeil
B 9/IEKTPOHHOM BHJie, TOVCK NHPOPMALINL B apXUBe )KYPHAJIA 10 Pa3INIHbIM IapaMeTpaM. Bce ctatbu mpoBeps-
IOTCSl Ha Ha/M4Me Ivraruara. 9TOo IOMOXKeT COMCKATe/IsIM HayYHBIX CTeleHell, TaK KaK Telepb MHOTYE AMccepTa-
[MOHHBIE COBETHI B YNC/Ie HEOOXONMMBIX [JOKYMEHTOB 3aMPAlLIMBAET CIPAaBKy 00 OTCYTCTBUM IJIATMATa B CTATHSIX.
ITomMmMoO 3TOTO, Ha caiiTe IYOMUKYIOTCS HOBOCTH Poccuitckoro o6uecTBa ZeTCKMX OHKOJIOTOB M APYyTrasi BasKHasI
nHdopMans.

Hamomunaem, 4T0 Halll )KypHaII BXOAUT B CIVICOK IIEPUOMYECKIX [IeYaTHBIX M3aHmit, perjeHsnpyembix BAK MOH
P®, a Taxxe B cinepymomne 6aspl nuruposanus: Scopus, PVHII, Kubepnennnka, Ulrich’s Periodicals Directory.
9T0 TpebyeT MOCTOSIHHOIO COBEPIIEHCTBOBAHYISI M3IAHVsI U [OBBILIEHNsI ero YPOBH:. [109TOMy y Hac [eiicTBy-
10T HOBBIE TPeGOBaHNA K OPOPMIEHNIO CTaTell, 03HAKOMUTBCSI C KOTOPBIMIU BBI MOYKETe Ha caiiTe B pasfese s
aBTOPOB. YBEPEHBI, YTO YC/IOXKHEHNE TPeOOBaHNMII K PYKOIMCIM COIJIACHO COBPEMEHHBIM CTaHAAPTaM, IPUHSATHIM
B BeJYIIMX HAYIHBIX M3[JAaHVX, IPMHECET I10/Ib3y KaK aBTOPAM, TaK U YUTATETISIM.

[TpurmanraeM HaIIMX YUTATENIEN 3aPETUCTPUPOBATHCS Ha CaliTe XXYPHAIA U IPUCBIIATD CTaThy, 0POPMIEHHbIE
B COOTBETCTBUM C HOBBIMM TpeboBaHMAMY!
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Bonpockl coBpeMeHHOM

neanaTpun

LleHa nognucKu*:
noaropa (3 Homepa) — 450 py6.,
rop (6 Homepos) — 900 py6.
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LleHa nognucKu*:
noaropa (3 Homepa) — 450 py6.,
rop (6 HomepoB) — 900 py6.

Coro3
neauarpoe
Poceun

LleHa nopnMcKu*:
nonaropa (2 Homepa) — 450 py6.,
rop (4 Homepa) — 900 py6.

* CTOMMOCTb YKa3aHa Ans GusnyecKkux nuu. [loctaBKa )ypHanoB BKIOYEHa B CTOUMOCTb.
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IMoanucka Ha xXXypHa
[l ITenuatpuyeckas papmakosioruss 1 OHKoneauaTpust
[] Bonpockl coBpemeHHoi neauarpun Cpok: [l monarona [1rox

(HauMeHOBaHHUE TUTaTeXka. Hy>KHOE OTMETHUTb)

Jlata CyMmMa 1u1aTexa: pyo. KOII.
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(®UO, unnekce, aapec, TesedoH)

I1naTenpluk (IMOAMUCH)

N3Bemenne

Kaccup
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IMonmucka Ha XypHa
[l ITenuatpuyeckas apmakosorust [] OHKONeaUaTpUs
L1 Boripocsl coBpeMeHnHoit tenuatpun Cpok: [l monroga [l rom

(HanMeHOBaHHUeE TUIaTeXa. Hy>KHOE OTMETHUTD)

Jlata CyMMma 1uiaTeka: pyo. KOII.

Wndopmaiius o miaTenbliuke:
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IInarenpluuK (IOAIKMCH)

PepakuymMoHHas
noAnNUCKa — 3TO:

* MoANMCKa c JII060ro Homepa
Tenepb NOANNCATLCA MOXHO

¢ ntoboro HOMepa Ha rog,

VN Ha nosroga

* YAOGCTBO on/iaTbl

[Mo KBUTaHLMK B N0BOM OTAENEHUN
Cbepbatka PP.

Pa3top4uBbIM NOYEPKOM BNULLINTE
B KBUTAHLIMIO CBOW JINYHBIE AAHHbIE:
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[I0CTaBKV XYPHAaNO0B C UHAEKCOM,
KOHTakTHbIN TenedoH. OTmMeTbTe
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MOAMUCKY N YKaXWTe ee CTOUMOCTb.
MonTBepauTe onnaty no dakcy
8(499)132-72-04

Hudopmaynsa

ANS1 KOPUAHYECKHUX JTHLY

[ns obOpMNEHNS NNATEXHBIX
[LOKYMEHTOB HE0HX0AMMO MpucnaTh
3asBKy Ha MOAMUCKY (HaVMeHoBaHue
XypHana 1 cpok Noanmncku)
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