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Co//(//s" eanatpoB Poccun 00beAuHNI BEAYLLNX MPAKTUYECKUX BPayeu u Y4eHbIX
CTPAHb! /19 HAMNCAHNS JAHHOV SHUMKITONEANN.
B kHure npegctasiaeHa nHgopmauna 414 oyaywmx mam v nan, aHbl PEKOMeH-
Jaunv 1o rnogroToBKe K IMOSBJIEHUKO B CEMbE MJ/3feHua, nojpooHo 0CBeLla- y
HOTCA COBETbI 110 YX0A4Y 3a PEOEHKOM, PeKOMEHAALMN 10 MUTAHNIO, 00J1E3HAM
JETCKOro BO3Pacta v ux JIEYEHNIO.
Bbl HayynTech OMnpeaenaTh, Kora MOXHO 000iTHCL 663 MOMOLLM [JOKTOpA,
a Korja Tpebyercs BpayebHas nomoub. Havgete uHgopmaumo o0 ToM, KaKk = 4
[10MOYb PEOEHKY B HEOT/IOXHOU CUTYaUnMn U Kak pacrol3Hatb, 4TO Takas ¢
cutyaums cnoxunacek. [loMumo 3Toro, B KHUIre U3J10XKeHb! MPpakTU4eckme
[IPUEMbI [ICUXOJI0TNYECKON MMOAAEPXKN PEOEHKA B TPYAHOW CUTYaLNN.
VIHTepHET-3aBUCUMOCTb, BPEAHbIE MPUBLIYKM, 10SI0BOE BOCITUTAHNE —
3T0 TO/IbKO Manas 4actb akTyalsibHbIX MPO6IEM, 3aTPOHYThbIX ABTOPaAMM.
JHUmKoneans OyAeT 0/1e3HA HE TOJIbKO HAcTOALMM U OyAYLNM
POANTENIAM, HO W BpaYam-reanatpam, a Takxe CTyAeHTam MEeANLINH-
CKWX BY30B.

— YBaxaemble yutarenu!
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Bo3Bpaljas

Y 9 n3 10 getevi 3Ha4YNTEJIbHO CHUXKAIOTCS MPOSIBIIEHNS] CUCTEMHOIO apTpuTa v oTCyTCTBYEeT

mxopagka kK 12 Henene neveHus’

Kaxgbivi BTOpou peb6eHOK rpeogonieBaeT 3aBUCUMOCTb OT ITIHOKOKOPTUKOMAOB Yepes ros tepanuvmn?

)i NOMOLLY AETAM Mpn M apTpuTe C Ci [AnexTpoHHbii pecypc] OduumansHbli

-federatsii-ot-9-noyabrya-2012-g-’ 777n ob- uiverzhdenu standarta-pervichnoy-mediko-s-

1. Mpukas Poccuiickoit ot 9 Hosbps 2012 1. Ne 777n «06 yr pTa NEepBUYHON Mef)
nopran MUHICTEPCTBa 34 Poccuiickoit Cr.rosmi 1u29.11.2018 https://www.rosmi '8396-prikaz-mini i iysk
anitarnoy-pomoschi-detyam-pri ririt m; 2. Mpukas MuHKCTEPCTBA 3PaBOC

or 7 Hosi6pst 2012 1. Ne 668H «06 y CTaHpapTa nomou.m JIETIM TPY I0HOLLIECKOM

Poccuiickoi O

apTPUTE C CUCTEMHBIM HayaNIoM» [anenponuuw pecype] quwlanbuhm nopran MunucTepcTBa

ru 29.11.2018 https://www.rc )018-prikaz rossiyskoy-federatsii-ot-

7-noyabrya-2012-g-668n-ob-utverzhdenii-standart: -pomoschi-detyam-pri ririte

om; 3. De Benedetti F, Brunner HI, Ruperto N et al. N Engl J Med 2012; 367: 2385-95; 4. De Benedetti F, Brunner H, Ruperto N

etal. Pediatric Rheumatology 2011; 9 (Suppl 1): P 164

KPATKAS UHOOPMALIUS N0 MEAULIMHCKOMY MPUMEHEHWIO NMPEMAPATA AKTEMPA®
AKTEMPA® (Tnuunusymaﬁ) Pemcrpaw/louuhm Homep: JM- 003186 JlexapcTBenHas ¢opma: PacTBop A1 NOAKOXHOTO BBELEHUS.

AKTEMPA® (Toumnuaymat). PerucrpaumonHbiii Homep: JICP-003012/09. dopma: IS npur

aHTATENO K pacTBopa s udyauii, 20 Mr/mn. M4ecKoe aei - T
iikuHa-6. P i apTPWT CO CPEAHEI UM BLICOKOA CTEMEHbI0 aKTMBHOCTY Y B3DOCIbIX KaK B BIAZIE Monmepanum Tak  aHTUTeno K y iikuHa-6. P A apTPUT CO CPEAHEN W BLICOKOV CTEMEHbIO aKTUBHOCTH
1 B KOMOMHaLAY G METOTDEKCATOM w/iih C Apyriu G B TOM WG /119 TODMOXHUSH EHTTE- Y B3DOCLIX KaK B Bie TakuB [ WA C APYTvMY GasCHBIMM MDOTVIBOBOCTIANIMTENIbHBIMM Npenapa-
HOOr4ecki cycrasog. i ii apTepUVT Y B3POCAbIX AKTUBHBI TaMy, B TOM Y4CNE 15 TOPMOXEHUS! PEHTTEHONIOTMHECKI A0KA3aHHOM JIECTPYKLMY CYCTABOB. AKTUBHbIH nonmapmxynnpuuw 10BEHWeHbIA WIMONA-
vonNaTHeCK/t ApTUT Y NALIEHTOB B BO3DACTE 2 JIET U CTapLLe Kk B BATE Tak U B ¢ AKTUBHbI  TUECKA APTPHT Y NALIMEHTOB B BOSDACTE 2 1ET U CTaDILE Kak B Buae TakuB ATUBHBI

apTpuTy B B03PacTe 1 rofia v CTapluie Kak B BUae Taku B © MeTo- I apTpuTy B BO3PACTe 2 JIET 1 CTapLLe KaK B BUAe Taku B c
0 K TnioBomy y B aHamHe3e. AKTUBHbIE TOM. I K TioGoMy y B aHamMHe3e; AKTUBHbIE MHDEKLIMOHHbIE
(B TOM Ymcne K CWHT cakTopa Hekpo3a onyxonu (PHO)-anbda v npimeHeHve B Teverme 1 MecsiLia aaﬁoneaaum (B T.4. Tybepkynes). .U.emmm BO3PACT 0 2 NIeT st c apTpuTom

nocne nevenus aHTu-GHO awtuTenamm. [leTckuii Bospac Ao 18 net ans 4 apTPUTOM U i aprputom. [leTckwii BoapacT o 18 net ans apTpUTOM.
J]ercmﬁ BO3PACT 10 2 NIET 18 [ 1 TUTOM. [leTckuii Bo3pacT A0 1 Tofia A NaLeHToB ¢ mnmﬁmopamw ®HO- aan;a W DUMEHERViE B TeyeHue 1 MecaLia nocne nevenits an-GHO anTutenamy. CnocoG npuMeHeHms U 03bl:

 BBG/ICHHE 162 wr

aprputom. Cnoco6 " po3bi: P

1 pa3 B Hefiento. MMraHTOKNETOuHbII apTepUUT: MoAKOXHoe BBefeHue 162 mr 1 pa3 B Heneno. MM
apTPUT: MOAKOXHOE BBeaeHme 162 mr 1pa3B3d HE/enV T NALWIEHTOB C maccovi Tena <30 kr 1 162 Mr 1 pa3 B 2 Hegenv ans naumeHmB C Maccoit
Tena =30 kr. CucTemHbiit W i apTpuT: BBeaeHue 162 Mr 1 pa3 B 2 HefienM NS NaLMeHTOB ¢ Maccov Tena <30 kr
1 162 mr 1 pa3 B Hefienio /s NaLMEeHTOB ¢ Maccoil Tena =30 kr. MoGoyHoe AeiicTBIe: 04eHb YacTo (=1/10) — MHOEKUUM BEPXHUX [ibIXATENbHBIX
MyTeid, TNepxonecTepuHemusl, PeakLyi B MecTe BBeAeHUs:; 4acto (=1/100 u <1/10) — dnermona, nHeBMOHMS, MHGEKLMM, Bbi3BaHHbIE Herpes simplex
1 na u Herpes zoster, GonM B XuBOTe, 53861 POTOBOIA MONIOCTH, FACTPHT, Chiflb, 3yn, T0N0BHas G0Nb,

aprpur:

PeBMATON bl aDTDUT: BHYTDMBEHHO KaNenoHo B 103€ 8 MIr/kr 1 paa B 4eTbipe Heflen. He DEKOMeHAYeTCA yBennienve 03l cabiie 800 mr
Ha O/1HY UHAY3VIO NaLeHTaM ¢ Maccoii Tena Buitwe 100 kr. Tl ADTPHT: BHYTP KanenbHo
1 pa3 B yeTbipe Hepenv B Ao3e 10 Mr/kr nauyenTam ¢ Maccoit Tena <30 Kr v 8 Mr/kr nawmeHTam ¢ Maccoii Tena =30 kr. CUCTEMHbII I0BEHWIbHBIN
UIMONATUYECKWiA APTDUT: BHYTDMBEHHO Kane/ibHO 1 pa3 B 1B Hefienw B 03e 12 MI/Kr nauyenTam ¢ Maccoii Tena <30 kT 1 8 Mr/Kr naliveHTam
maccoii Tena =30 kr. loGouHoe AeicTBue: 0ueHb YacTo (=1/10) — MHGEKLMM BEPXHUX AbiXaTeNbHbIX MyTeit; yacTo (=1/100 n <1/10) — dner-
MoK, WHexLuw, Bbi3BanHbie Herpes simplex 1 Tuna w Herpes zoster, Gotu 8 XWBOTe, 5386 POTOBO NONOCTH, FACTDUT, Chib, 3y, KDAMBHALR,
ronosHas Gon, y Macchl Tena, Al

aKTUBHOCTH y Macchl Tena, o6l Al
OTeKM, PeaKLM runep: KalweNb, OfbILLIKA, KOHBIOHKTUBMT; HevacTo (=1/1000 v <1/100) — AvBEpTMKYNMT, CTOMa-

OTexv, peakLiMut Tvnep: Kallenb, OfbILLKA, KOHBIOHKTMBMT; HEYacTo
JIMBEDTUKYTUT, CTOMATHT, 383 KeNy/Ka, TpakTa, obuero Gunmpy-

(=1/1000 <1/100)

TWT, $138a XeNyaka, TpaKTa, rMnepTpur 14eCkue peakLim, T

YcnoBus xpaHeHus: xpaum npn TeMﬂepaType 28°C B 3aLLVLIEHHOM OT CBETA U HEIOCTYTIHOM /1 JleTeVt MecTe, He
no Axtempa®.

* AKTEMPA"®

Owa, runeprpur aHadnakTIHeckue peakumm YCNOBUS XpaHEHUS: XDaHUTb npm Temnepatype
2-8Cs OT CBETa W HENOCTY) LN [ieTeil MecTe, He
no Axtempa®.

AO «Pow-Mocksa»

OdurumnanbHblii AUCTPUGBLIOTOP
«P.XodPpmaHnH-J1s Pow J1Ta.» (LLiBeiiuapus)
107045, Poccus, r. Mocksa

Tpy6Has nnowanb, oM 2

MomeuweHune |, aTax 1, komHaTa 42

M®K «Fanepes Hernunnas»

Ten.: +7 (495) 229-29-99

www.roche.ru

RU/ACTE/1812/0055
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' dpdekTuBHaA U 6e3onacHas

’ 3awuta ot meHuHrokokkos A, C, Y, W
N ) )
5 MEHAKTPA 1A fleTeil ¢ 9 mecaueB, aeTeii
AOLUKOJIbHOIO N WKOJIbHOIO
3awmTa C LUMPOKUM 0XBATOM Ceporpynn BO3pacTa, NOAPOCTKOB U B3POCIbIX

MEHUHroKOKKa*'

Bbicokas UMMYHOreHHOCTb, B TOM YlCe y JeTeil
paHHero Bo3pacra’

CHWKeHne YacToTbl HOCUTEeNbCTBA B I'IOI'IyﬂFILI,I/II/I
n ¢0pMI/IPOBaHI/Ie KOJUJIRKTUBHOIO ummyuurera’
YCkaior
CTQDWILHQ
CospemeHHaﬂ KOHBIOTPOBaHHAA 4-BaneHTHas :
MEHWHIOKOKKOBAA BaKLMHa € 15-neTHUM onbIiTOM
KNMHNYeCKOoro npUMeHeHNA B MI/IpE3

R

© OKono 15 net ucnonb3yetca B Mupe®
e 3apeructpupoBaHa B bonee yem 70-Tu cTpaHax®

o BknioueHa B Kanenaapm B 35 crpaHax mupa (8 Tom uncne B CLUA, Kanage, Utanum,
Wcnanwu, Weeiiuapun, Auranm, Ipewun)’

B Poccum BakumHaums ot
MEHUHTOKOKKOBOM MHEKL K
BK/loueHa B IMUA. YaCTb
Hauuouanbuoro KaneHpapa

® [Ipou3BeseHo 6onee 100 MUNANOHOB f03°

© Y100HaA NoNHOCTbI0 XuaKas dopma no3sonseT
MUHUMN3MPOBATb PUCK OLUNOOK 1 COKPATUTD
Bpems 0AHON NHbeKuun®

npodunakTU4eCcKux
NMpUBUBOK AHZI rpynn ® B Poccun npumensetca ¢ 2015T.
pucka o loctaBnaetca B 85 perioHos Poccun

KTPYNMAM PUCKA MO MW OTHOCATCA:’

BeTu #o 5 ner noapocTku B Bo3pacte 13-17 ner
(B CBA3M C BbICOKOIA (B CBA3M C NOBBILLEHHBIM YPOBHEM
3360/1eBaEMOCTBIO B JaHHO HoCUTeNbCTBA BO36YAMTENA B JaHHO
BO3pACTHOI rpynne); BO3pacTHON rpynneg;

CambIm HapieXHbIM 1 3P PEKTUBHBIM

E cnoco6om npoduNaKTUKK
MEeHUHTOKOKKOBOM VIH¢EKI.|I/II/I
ABNAETCA BaKLMHALUMA

Kparkaa uncrpykuua: TOPTOBOE HA3BAHMWE: Menakrpa. PETUCTPALIMOHHBIM HOMEP: /11-002636. COCTAB: OgHa fi03a (0,5 Mn) COAEPXUT: aKTUBHbIE BeLLeCTBa: MOHOBANIEHTHble MEHUHTOKOKKOBbIE KOHbHOraTbl (MoNMcaxapup + 6enok-HocuTeNb — AMQTEPUIiHbII AHATOKCUH):
nonvcaxapupbi ceporpynn A, C, Y u W-135 no 4 mkr kaxpaoro. TOKASAHUA K MPUMEHEHUIO: npodunakTvka uHBa3UBHOIN MEHIKTOKOKKOBOIT UHOeKLu, Bbi3bizaemoii N. meningitidis ceporpynn A, C, Y u W-135 y nuu B Bo3pacte ot 9 mec. go 55 net. IPOTUBOMOKA3AHUA: n3sectHas
TYINEpUYBCTBUTENIbHOCTb C CUCTEMHbIMM TIPOABNIEHUAMY K Nl0G0MY KOMTNOHEHTY BaKLMHbI, BKITI0Yas AUGTEpMiiHbIii aHATOKCUH, Wi Ha Npe/ibiAylijee BBEIeHIe PYrVIX BaKLYH, BKIOYAIOLLIVX Te JKe KOMMOHEHTbI; CTpbie UHOEKUYOHHbIE 1t HeMHGEKLIMOHHbIe 3a6oneBarits, 060CTpeHIe XPOHHUECKIX
3aboneBaHuii (B 3T C1yyanx BaKLWHALVIO NPOBOAAT NOCTE BbI3A0POBAEHMA 1N B cTapuyt pemuccui). IOBOYHOE IEUCTBUE: xapakTep 1 YacTota BbIABMEHHbIX B HCCIRA0BAHNAX NOOOUHDIX SPHEKTOB pasnuyaniich B 3aBIICUMOCTY OT BO3PacTa NPUBHBAEMbIX. B X0/ie KIMHIYECKUX UCCTeA0BaHMi
¥ AeTeii B Bo3pacte 0T 9 40 18 Mec. B TeueHue 7 Heli nocie BaKLIMHaLy Hanbonee Yacto OTMeYaiiCh YyBCTBUTENbHOCTb B MECTe UHBEKLIM U 60NIe3HEHHOCTb. B Xozje KMHIYeCKYIX cCTerjoBaHMil y fieTeid B Bo3pacte oT 2 40 10 ieT Haubonee Yacto oTMeuaniich GonesHeHHoCTb 1 noxgacnenme B
MeCTe IHBeKLUH, Pa3ApaXUTENIbHOCT, AUapes, COHMBOCT, aHOPEKCUA; Y MOAPOCTKOB B Bo3pacte oT 11 710 18 11eT 1 y B3p0Cbix fuy oT 18 A0 55 neT HavGonee 4acTo 0TMeuanch GonesHeHHOCTb B MecTe UHBEKLIM, FOI0BHaA 60/1b U NoBbieHHas yTomnaemocts. YUTOBUA XPAHEHUA: npu
Temnepatype ot 2 10 8 “C. He 3amopaxyBarb. AanTiipoBaHO U3 UHCTPYKLIM TIO MEAILIHCKOMY PUMEHEHUO.

[ins 03HaKOMNEHNA C ZpYTUMU MOBOUHBIMU SOOEKTAMM 1 YACTOTON X BOSHHUKHOBEHWS, C MepaMit NPEfioCTOPOXHOCTA NPU NPUMEHEHMM, CoCoBOM MpUMEHeHUs, [J03aMit W COCTaBOM, C 0COBbIMY YKa3aHWAMI, @ Takxe ¢ Jpyroii HeobxofMMOil UHGOpMaVieit 06paTUTech K TeKCTy nonHoit
OULMANBHOI MHCTPYKLIA N0 MEAULMHCKOMY MPUMEHEHIKO NIeKapCTBEHHOTO Npenapara.

MpencraButenscrBo AQ «CaHodu-aeHTuc rpyn» (Opaiyua). 125009, r. Mocksa, yn. Teepckan, A. 22. Ten.: (495) 721-14-00, pakc: (495) 721-14-11, www.sanofi.ru, www.privivka.ru SPRU.MENAC.19.05.0129

rivivka@®ru
EMTOBaKLMHaXV\BSN_\QISL\MM SANOFI PASTEUR ‘;

MATEPUAN 1A CNELIMANIACTOB 3IPABOOXPAHEHWA. MEPEL HA3HAYEHWEM O3HAKOMBTECh C MO/IHOW UHCTPYKLIMEN 1O MPUMEHEHUIO
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Anneprosorus ¥ UMMYHOJIOTUS. = A\/e n e

MpakTUyecKne peKoMmeHaaLUn
ANnS neamaTpoB -

YCIMOKAMBAKOLLIAA CJ1a BOObI

Mop o6uwen pepgakuunen J1.C. Hamasoson-
BapaHoBo#u, A.A. bapaHoBa, PM. XantoBa

M.: U3p-Bo «[legnatpb», 2020. — 512 c.

Beaywumun cneumnanuctamm Coto3a ne-
onatpoB Poccun un apyrux npodeccuo-
HallbHbIX accouMauuri Bpavyen noaroTos-
NIeHbl PEKOMEeHAaLUuKM Mo annepruiyeckum

: Ycnokauneatowmi
1 s, 5 6008 KoTopo ToTe KOHUEHTpaT

YKEHbl MPUHUMUMbI [JOKa3aTeNbHON MeauLu- NPU CYyXOCTH KOXM,
Hbl. PaccmaTtpuBaloTcs BOMPOCHI NnaTtoreHe- conposoxgammeﬁcﬂ KOXHbIM 3YA,0M

3a, KJIMHUYECKOro TeYeHUs, AMarHOCTUKM

W Ie4eHUs aTonMyecKoro gepmatuTa, annep-

FMYECKOro PUHUTA, GPOHXMANIbHOW acCTMbI; .

0co60e BHWMaHWE YAeNeHO anropuTmy

JEVNCTBUIA Bpadva NpW HEOTIOXKHbIX annep- R
Avene

FHOCTUYECKUE KPWUTEPUU OCHOBHbLIX HOpPM /

UMMYHOOEDULMTOB M MPUHLMUMBI UX Jeve- ! XeranIrr?A_D

HUs. [ToMMMO 06LLMX BONPOCOB BaKLMHALMMH, Cpe,ﬂ,CTBO S_“j??“"”“’"“"‘

aBTOPbl AKUEHTUPYIOT BHUMaAHWE Ha UMMY-

HonpodunakTuke Hauboniee nNpPo6IEMHON

rMYecKnx cocTosiHusx. lpenctaBneHbl Ana-

KaTeropuu naumneHToB — AeTelt C annepru- S
4YeCKOoW natonornen u UMMyHoaedULUUTHbIMU —
COCTOSIHUAIMM. b

KHura npefHasHayeHa [N MPaKTUKY-
loWKUX Bpaven — neguaTpoB, anneprono-

roB-MMMYHOJSIOrOB, AEepMaToioroB, Bpayen
o6lLEeN NPaKTUKK, CTYAEHTOB MEAMULIMHCKMX
BY30B.

AAAeproAorus
M UMMYHOAOT 151

Moa oGuwer peaakumen
A.C. Hamazooi-BapaHoso,
A.A. bapanosa, P.M. Xautosa

HEMEAJNIEHHOE
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Pierre Fabre
Dermo-Cosmétique

© 000 V3patenbcTBO «[leguatpb», 2020 « www.spr-journal.ru * CamoctostensHas ouerka Pierre Fabre ¢ Mcnonb3osaHMem aHAMOroBoM LKE
1K 68 NAUMEHTOB € ATOMMHECKMM AEPMATUTOM U (MNM) NOKQIM3OBAHHBIMMA
X0M KOXeH M 3ynom. OLIEHKA MHTEHCMBHOCTM 3y/i0 CPA3Y XKE MOC/E HOHECEH
PEKNTAMA MBAIOLLLErO KOHLLEHTPATA.




OB YCNEX

[YTIUKCERT —[IEPBbIVI W EQUHCTBEHHDIN TAPTETHbIV
b00T MYECKUW NPENAPAT [1]1A TEPANMA REKORTPOJIPYEMOTO
ATONMWYECKOr0 AEPMATUTA CPEIHETAXENONO U TAXENON 0 TEHEHR

NopaBnsieT pencreme oAHOBPEMEHHO ABYX K/IOYEBbIX
untoknHoB UNJ1-4 n NJ1-13 — megnaTopoB BOCNaneHus,
NeXkallero B OCHOBe aTOMNMYECKOro gepmMmaturta?

Cnoco6cTByeT YMEHbLUEHUIO 3yAia, CTOMKOMY O4YULLEHUIO
KOXXU 1 OJINTENIbHOMY KOHTPOJIIO Hap, 3a6oneBaHnem* *3-4

BnaronpuaTHbIN Npoduib 6€30NacHOCTU: YacToTa
He)XeNnaTeNbHbIX IBJIEHUI conocTaBMMa C nnaueb6o*>

*INepBblfi U €ANHCTBEHHbIN Npenapart, 3aperncTpPUPOBaHHbIN K MeAULIMHCKOMY NPUMeHEHWIO Ha TeppuTopum PO. Mo HEKOHTPOAMPYEMbIM aTOMUYECKUM AEPMATUTOM CPEAHETSHKENOTO U TKENOro
TeyeHunsa nogpaslymeBaeTcs He,D,OCTaTOHHbH;I OTBET Ha Tepanuio TONMUYECKMMU NEKAPCTBEHHbIMU NMpenapaTaMmn UNK B Cny4vae, KOraa Takme npenapaTbl HE peKOMeHAO0BaHbI K V'Ipl/\N\eHeHI/HO1

**39% nauMeHTOoB B rpynne Aynuiymaba AOCTUMIN YUCTOM WAN MOYTU YNCTOM KOXM YKe yepes 16 Heaenb Tepanuu, No cpaBHeHMIO ¢ 12% nauneHToB B KOHTpobHOM rpynne (P<0.0001). Yepes 52
Hepenv Tepanuu 51% 1 13% nauveHTOB B rpynne aynunyMata v B KOHTPO/bHOM rpynne cootBeTcTBeHHO (P<0.0001) OTMETUAM CHUXEHWE MMKOBON MHTEHCUBHOCTM KOXHOTO 3yAa Ha 4 6anna v
60see nNpw oLeHke no 11-6an1bHON HYMEPONOrnYecKomn Lwkane’

Jlntepatypa:
1. IHCTPYKLUMS NO MEANLIMHCKOMY MPUMEHEHMIO leKapCTBEHHOTO NpenapaTta JynukceHT® (aynunymat), perncTpauroHHbiin Homep J1M-0054400t 04.04.2019. 2. Gandhi NA, et al. Nat Rev Drug Discov. 2016;15(1):35-50.
3. Simpson EL etal. N EnglJ Med. 2016; 375(24): 2335-2348. 4. Blauvelt A et al. Lancet. 2017; 389: 2287-2303. 5. Han Y, Chen Y et al. J Allergy Clin Immunol. 2017 Sep;140(3):888-891.

ans TOB Mepen € MOJHOM UHCTPY i no KpaTkas MHCTPYKUMS N0 MEANUMHCKOMY MPUMEHEHMIO NIeKapCTBEHHOTO (
PervcTpaumoHHbiii Homep: JIM-005440 ot 04.04.2019 r. JlekapcTaeHHas bopMa: PacTeop Ans o WiECKAE CBOCTEE: AYNATYMA5 — PEKOMBMHAHTHOE YENOBEHECKOE MOHOKIIOHANHOS aHTHTENO (MoATHN IGGA) K
a-cy6beanHULIE peLienTopa UHT n 4. P MyecKasi rpynna: MHrmbuTopbl UHTepneiikuHa. Koa ATX D11AHO05. Moka3aHuUs K NPUMEHEHMIO: aTOMUYECKNIA AEPMATUT CPEIHETSXKENOTO U THKENOro TeYeHUs y NaLUeHToB oT 12 net u
CTapLe MPU HEAOCTATOUHOM OTBETE Ha TEPANMIO TOMMMECKWMM IeKAPCTBEHHbIMA NPENapaTaMit WM B C/y4ae, KOTAA Takve MPENapaThl He PeKOMEHAOBAHbI K MPUMEHEHWIO. Mpenapar [yMVIKCEHT® MOWET MPUMEHATHCA B MOHOTEpaNu Wk
OAHOBPEMEHHO C TOMUYECKMMY /1eKapCTBEHHBIMI NPENPATaMM; B Ka4ECTBE AOMONHMUTENbHOV MO, Tepanun 6p aCTMbI CPEAHETSKENONO U TKEIOro TeYeHMs Y NALMEHTOB 12 N1ET 1 CTapue C 303MHOGUbHBIM GEHOTUNOM
WA Y NaLMEHTOB C r H  6por 0i1 aCTMOW, NONYHAIOLIMX NEPOPaNbHbIE FIIOKOKOPTMKOCTEPOUALI. [POTMBONOKA3aHNUS: NOBBILLEHHAS HYYBCTBUTENLHOCTL K AyNayMaby Ui N06OMy 13 BCIOMOFATeNbHbIX BELLECTB NPenapaTa;
[HETCKA BO3pacT A0 12 NIeT y NaLMEHTOB C aTOMMYECKNM AEPMaTUTOM CPEAHETSKENIOTO U TSKENIOTO TeYeHNsl N 6POHXMANBHON aCTMO CPEAHETSIKENOTO U TSKENOTO TEYEHWs B CBS3M C HEYCTAHOB/EHHBIMU SGGEKTUBHOCTHIO M 6€30MacHOCTHIO

usi. C oc 10: MPU 6EPEMEHHOCTU (TONbKO ecin nonb3a np: no i puck ans nnopa). Cnoco6 MpUMeHeHMs M Ao3bl: Npenapat [ynuKCeHT® BBOAMTCA MOAKOXKHO. ATOMMHECKUiA AepMaTUT:
peKoMeHayemas Ao3a npenapaTa [ynuKCeHT® y B3pOC/bIX NaLMEHTOB COCTOUT U3 HavanbHOM A03bl 600 Mr (2 nHbekumn no 300 mr) u BeeaeHns Aanee 300 Mr Kaxable 2 HeieM; B 3aBUCMMOCTM OT MHAMBWAYaNbHOTO TepaneBTUYECKOro OTBeTa A03a
MOXET 6bITh 10 300 mMr 0. Pekol y A03a npenapata [lynnKCeHT® y NauMeHTOB C aTOMMYECKMM AEPMATUTOM B BO3pacTe 12-17 1eT: AN15 MALMEHTOB C Maccoli Tena MeHee 60 Kr HauanbHas 403a — 400 Mr (2 MHBEKLMM MO
200 mr), nanee — no 200 Mr Kaxable 2 HeAieM; ANs NaUMEHTOB C Maccoi Tena 60 kr u 6onee HavanbHas Ao3a — 600 Mr (2 uHbekwm no 300 mr), aanee — no 300 Mr kaxable 2 Heaenn. bpol acTMa: pi Ry Ao3a npenapata [JynukceHT
® y B3pOC/IbIX MALMEHTOB 1 AeTeii (12 NeT 1 cTapuwe): HauanbHas A03a — 400 Mr (2 uHbeKUMM No 200 Mr), Aanee — o 200 M Kaxasle 2 Heaenu. B 3aBUCMMOCTM OT MHAWBUAYANLHOTO TEPANEBTUYECKOrO OTBETA 1033 MOXET 6biTh yBeNuyeHa 40 300 Mr
Kaable 2 Hepenu. [ina NaumneHToB C MIloKOKOPTUKOC MOit 6p i aCTMOI1 UM C COMYTCTBYIOWMM CPEAHETSKENbIM UM THHKENbIM aTONMYECKUM AEPMAaTUTOM, MPU KOTOPOM MOKa3aHO NpHMeHeHue npenapata [ynukceHT®,
HadanbHas 103a — 600 Mr (2 uHbekumm o 300 mr), aanee — no 300 Mr Kaxable 2 Hepeu. B ciyyae NpoMycka 403l MALMEHT AOMKEH MONYUUTh MHLEKLMIO KaK MOXHO CKOPEe 1 3aTeM MPOAOIKUTS IeHEHIUE B COOTBETCTBUM C HazHAYEHHBIM eMy PEXUMOM
BBEAeHMs npenapata. Mo6o4Hoe AeiicTBME: HaNG0NEE YaCTbIMU HEXEeNaTeNbHbIMI PeakLUMsMK, KOTopble bB KUX Mcc Y NaLMEHTOB C aTONMYECKMM AEPMATUTOM, b KOHBIOHKTUBIT, 6aKTEPUasIbHBI KOHBIOHKTHBUT,
ANNIEPTUECKMi KOHBIOHKTUBIAT, PEAKLMU B MECTE MHbEKLMIA, Fepriec POTOBOIA MONOCTH, 303MHOGUAMS, NPOCTON repriec, 61edbapuT, 3yA B M1a3ax, CUHAPOM CyXOro Ma3a; HaUGOMEe YaCTbIMU HEXENATENbHBIMU PEaKLMSIMU, KOTOPbIE HaBNIOAANMCH B
KIMHWYECKMX NCCNIEAOBAHMSAX Y MAaLUMEHTOB C 6POHXMaNbHON aCTMOIA, 6bi1M SpUTEMa, OTEK 1 3yA B MECTe MHbeKLMM. MPoduib HexenaTenbHbIX Peakumil y NOAPOCTKOB C 6POHXMANbHOM aCTMOM U/WN C aTOMNHECKMM AEPMATUTOM 12 NIeT 1 cTapiie 6bi
CXOX C TaKOBbIM Y B3POC/IbIX MaLIMEHTOB.

[inst pa6OTHNKOB 37PaBOOXPaHEHNS
SA N O F I MpeacTaButenscTBo AO «CaHodu-aBeHTUC rpyn» (PpaHums) 125009, Mockea, yn. Teepckas, A. 22 nyn n KceHT
J Ten.: (495) 721-14-00, dakc: (495) 721-14-11, www.sanofi.ru
SARU.DUP.19.04.0610a [leka6pb 2019 (aynunymaé)



UMMYHOMPO®UNAKTUKA
MEHUHIOKOKKOBOM
UHOEKLIUU Y OETEMN.

MeTonuqecuue peKoMmeHaauuum

AsTopbl: A.A.BapaHos, J1.C. Hama3oBa-bapaHoBa,
B.K. TatoueHKo v ap.
2-e u3gaHue, nepepaboTaHHOE M AOMOJIHEHHO.

MeToanyecKkne pekoMeHaaLuun ocBellatoT
BOMPOCbl MMMYHOMNPOPUNAKTUKM MEHUHIO-
KOKKOBOW MHbEKUNN y aeTel. MEeHUHIOKOKKO-
Basg MWHbeKuunsa, obycnoeneHHasa Neisseria
meningitides, ocTaeTcs OQHON W3 BaXKHEMULIUX
NPUYNUH MHBANMAHOCTM U CMEPTHOCTU NaLMEH-
TOB BCEX BO3PACTOB OT BaKLMHOYMNpPaBASeMblX
6one3Hen. B HacTosllleM M3gaHUW npeacTas-
fleHa KoYyeBas MHbOpMaLma o Bo3byauTene,
cnocob6ax ero pacnpocTpaHeHWs, OCHOBHbIX
KIIMHUYECKUX MNpPOSABIEHUSAX 3abofieBaHui,
BbI3BaHHbIX N. meningitides, nonHocTbi0 pac-
KPbITbl OCOBEHHOCTM W CXembl Hawnbonee
3pdEKTMBHOro Metoa NPOOUNAKTUKU MEHUH-
FOKOKKOBOM MWHOEKUMU — UMMYHU3aLUM.
B pexkomeHpauusx noapo6HO npeacTaBieHa
XapaKTepUCTUKa BaKLMWH, 3aperucTpuMpoBaH-
HbIX Ha Tepputopun Poccuickon Pepepaumu,
paccMOTpeHbl 06LlMe NPUHLMMABI BaKLMHALMUK
[eTen, BK/IOYas MauMeHTOB C XPOHWYECKOWM
natonorven. Moapo6bHO pPa3bsACHEH anroputm
NEWCTBUIW NpU NPOBEAEHUN aKTUBHOW UMMYHO-
NPOPUIAaKTUKU MEHUHITOKOKKOBOW WHbEKLUK
KaK cpeam 30pOBbIX, TaK M NaLMEHTOB C COMyT-
CTBYIOWMMKU HO30M0rUAMKU. MeToanyeckue
peKomMeHJauuu npeaHa3HavyeHbl NPaKTUKYHo-
WMM neaguaTpam, annepronoram-uMMYyHOSO-
ram, MHPEKLUMOHUCTaM, BpayaM oO6lLen npak-
TUKM, a TaKKe CTyAeHTaM MeANLIMHCKUX BY30B.
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MEHHUHFOKOKKOBOW
MH®EKLIMA Y AETEH

METOANYECKHE PEKOMEIATLING
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ML Desoceoima, AP Conmamiona,
MO8, Anbmy, .M. Xapur, L bpao,
ML Kocrmon, C. Kopoatea,
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*IepBbiii BbI6OP 2719 NEPBOr0 3HAKOMCTBA C COOTBETCTBYHOLLEN Kateropueit npogyKuu «DpytoHsHs».
[UnoannepreRHoCTb KnuHuyecku fokasara B HLU3J B 2011, 2013, 2016, 2018 rr, uccnenoakme
npows 20 npoayktoB mpukopMa «(DpyToHsHS»: ok M3 SI67I0K OCBETNEHHbIA, COK M3 Tpyw
0CBET/NIEHHbIV, COK U3 SOM0K M rPyLL C MSKOTbIO, Mope M3 A67I0K, MKope 3 rpyLL, MKope U3 YepHOCIMBA,
ntope 13 6pOKKOAM, MKpe 3 LIBETHOI KanyCTbl, MOPe 13 TbiKBb, MOPE U3 KPOAWKa, MOPe U3 MHAENKH,
Kawa pucoBas be3monouHas, 0boralleHHas BUTaMMHaMM W MUHEpaibHbIMY BeLIECTBAMM, Kalla
pucosas  Oe3monouHas oboralleHHas  BUTaMMHaMM W
MUHEpa/bHbIMU  BEWECTBAMM M NpebMOTMKaMK,  Kala
TpeyHeBas 6€3MOI0YHas, OOOrALleHHas BUTAMMHAMM W
MUHEpabHbIMY BELLECTBAMM, Kallia rpeyHeBas 6e3MonouHas
0oraLLeHHas BUTaMUHaMI 1 MUHEPa/bHBIMU BELLECTBAMM W
npebuoTMKamu, COK U3 610K NPMOTO OKMMA, COK U3 610K
W TPYW MPAMOr0 ODKUMA, COK U3 SIONIOK W CIMB MpAMOrO
OTKMMa, COK M3 SI6110K M YePHO CMOPOAMHbI PAMOT0 OTKUMA,
miope 13 Kabaukos. VneanbHbiM nuTaHMeM Ans pebeka
paHHero BO3pacTa fBASeTCA rpysHoe Monoko. [epen
BBEZIEHMEM NMPOKOPMA HE0HX0aMMO MPOKOHCY/LTUPOBATHCS €

neavatpoM. CBEMEHMS O BO3PACTHbIX  OrpaHMdeHusX '
npuMeHeHns  npopykumu  «OpyToHana»  cMoTpuTe  Ha O OTCKAHUPYHA
WHAVBHBYabHO/ YNaKoBKe. Ha npagax pex/iaMbl.
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OT NHEBMOKOKKOBOW MHpeKLNK

I peserap

BakuuHa nHeBMOKOKK0BaA MONUCAXapYIAHAA KOHbIOTUPOBaKHAA afCOPOVPOBAHHaS, TPMHAHUATYBANEHTHaA

CpoenavTe war K 3awuTe

EQVHCTBEHHast MHEBMOKOKKOBast KOHbIOrMpoBaHHasa BakLHa
019 aeTer oT 2 MecsLeB 1 B3POCTbIX BCEX BO3pacTOB™

*KpaTtkaa MHCTPYKLIA no npumeHeHuio nekapcTBeHHoro npenapara NMPEBEHAP® 13

JIEKAPCTBEHHASA ®OPMA: cycneH3uns Ansi BHYTPUMbILLEYHOTO BBEAGHNA.

BakuuHa MpeseHap® 13 co6oi 13
nHeBMoKokKa: 1, 3, 4, 5, 6A, 6B, 7F, 9V, 14, 18C, 19A, 19F u 23F, nHAMBMAYANbHO KOHbIO-
i c [ 6enkom CRM‘97 " Ha coccpare.
OMUCAHUE

TomoreHHas cycneHaus 6enoro ugera.
MOKA3AHUS ANfl NPUMEHEHUSA

He BBouTs Mpesenap® 13 " B o6nacts!
Ecnu Havata MpeseHap® 13, ee TaKkKe BaKUMHON
Mpeseap® 13. Mpu Bbl Mexay n60ro u3

o3 MpeseHap® 13 He

BbiLLE KyPCOB BBe/IeHNe
Tpebyetcs.

Cxema BaKynHaymm

VCrOBUS XPAHEHUS W THAHCNOPTUPOBAHNA

Mpw Temneparype ot 2 Ao 8° C. He 3amopaxwBars.

XpaHuTb B HEAOCTYMHOM [ns fieTei MecTe.

TpaHcnopTuposaTb Npy Temneparype ot 2 °C — 25 °C. He 3amopaxusarb.

JlonyckaeTcs TPaHCNOPTMPOBaHWe Npy Temnepatype Bbilue 2-8 °C He 6onee NATA AHeN.

CPOK rofHocTn
3ropa. He ncnons3osars Nocne UCTE4eHIS CPOKA rOAHOCTM, YKa3aHHOTO Ha YNaKoBKe.

THKa i, BKI04aR (B TOM 4UCNE MEHUHIUT, Bo3pact Havana Cxema WiTepBansi u 03upoBKa
GaKTepUEMIIO, CENCHC, THKENble )u BaKLNHAUNH BaKUHHAUUK NPEANPUSATUE-NPON3BOAUTEND
W cpepHue oTUThI) (hopmbl il, BbI3bIBAEMbIX cepotu- 30361 C 1.Ndbaitsep Aiipnann  apmacbiotukans, Vpnauaus Tpeinpx  Kactn - buaHec-napk,
nos 1, 3, 4, 5, 6A, 68, 7F, 9V, 14, 18C, 19A, 19F n 23F ¢ 2-x mMecAues Xu3iu u fanee 6e3 ad MeHee 4 Hejl MEXAY BBEJHNSIMM. TepByio 03y MOXHO BBOAUTL Knotgankwh, By6nuk 22, ipnangns.
0rpaHuyeHus no Bo3pacrty. 2.6 mec w;M ¢ 2-x Mec. PesakunHauva oHokparHo B 11-15 mec. 2.000 «HMO Metposakc ®apm», F p 142143, 06nactb,
- B pamkax 0 4ECKNX MPUBMBOK; 241 Maccosast MMyHU3AUNS AETel: 2 0361 C UHTEPBANOM HE. r. Moponbck, c. Mokpos, yn. CocHosas, A. 1
- Y WLy FPYNN NOBBILLEHHOTO PUCKA Pa3BUTUS MHEBMOKOKKOBOM MHEDEKLMM. MeHee 8 Heal Mexay F
8 11-15 mec.
cornacHo yme;w:lemum zp‘:;h;ﬁxa Takke nuuam ?pynn pucka no passuTitio Tﬂ?;av;;o:g::::gg 000 <HNO Merposakc Gapw», | 142143, ognac,
¢ 1.4, BUY . OHKONIOTM4ECKIM 711 mee 241 'Q?ADSM C MHTEPBANOM He MeHee 4 Hef MeXAy BBEAEHUAMN. r. Mogonbek, c. Mokpos, yn. CocHosas, A. 1
@BaKUNHALNS OAHOKPATHO HA BTOPOM rOZY XKU3HM "
lysaroLLy Tepanuio; ¢ /) NPETEH3WM NOTPEBUTENEN HANPABNATD MO AAPECY:
OHAMbHOM i ¢ win Ha 12-23 mec 1+ 2 [103bl C MHTEPBANOM He MeHee 8 He/l MexX/y BBeACHUAMM 1. 000 «Mdpaitzep NHHoBaWum», 123112, Mockea, MpecHeHckas Hab., a. 10,
aty c 0BOI XKMAKOCTH; C XP 3a- 2 roga w crapue 1 OpoKpatHo BL| «bawus Ha HabepexHoit» (bnok C). Tenedon: (495) 287-5000, chaxc: (495) 287-5300.
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60NbHbIM it acTMON; JABTAM; NUUAM, HAXOAALMMCSA B OPraHu3o- Jletw. panee pesenap® MockoBckas 06nacTb, r. Mogonbek, c. Mokpos, yn. CocHosas, A. 1.
BaHHbIX KONNEKTUBAX (AETCKMe [OMA, UHTepHaTbI, apMeiCK1e KONNEKTBbI); npoTHs M HavaTan 7-BaneHTHOI BaKLMHOM MpeseHap®, Ten./takc: (495) 926-2107, e-mail: info@petrovax.ru

Tam 0CTPOTO CPEJHero OTUTa, MEHUHTUTa,

U 4acto AeTAM;
BCEM NMuam crapwe 50 ner;

TaBaKOKYpUbLLIMKAM.

NPOTUBOMNOKA3AHUA

Bl Ha BBegeHue MpeseHap® 13 unu Mpe-
BeHap® (B TOM uucne, i WOK, TAXENbIe T anneprideckme
peakuun);

- K i WM BCNOMOraTenbHbIM Be-
LecTBam;

—0CTpble [0 il 3a60-

neBaHwiA. BakUMHaUWIo NPOBOAAT NOCAE BbI3A0POBAEHNA WA B NEPUOA PEMICCHN.

Cnocos NPUMEHEHWA 1 A03bl

Cnocob Bsegerns

BﬂKL\"Hy BBOAAT B DaSUBDVI nose 0,5 MN BHYTPUMBILLEYHO. ﬂETRM NepBbIX NIET XXM3HU NPUBUBKN
NPOBOAST B BEPXHE-HAPYXKHYIO OBEPXHOCTH CPEAHEN TPETU Ge/pa, IMLam cTapuie 2-X net - 8
AENbTOBUAHYIO MbILLLY NnneYa.

Mepes NpuMeHeHUEM WNPHUL C BakuuHoil MpeseHap® 13 HEOGXOAMMO XOPOLLO BCTPSXHYTH
10 nony TOMOreHHO He €M MPU OCMOTPE COABPXMMOTO
wnpua YacTULbI, W BBITAAUT MHAYE, YeM B pasgene

«OnucaHne» HacTORLLEN MHCTPYKLMN.

MOXeT ObITb NpoA0KeHa MpeseHap® 13 Ha NlOGOM 3Tane CXembl UMMYHU3ALUK.

Mpesenap® 13 BBOAUTCS ; MpeseHap® 13 He ycTa-

HoBfEHa. Peluexne 06 uHTepBane Mexay BBeAeHueM BakuuH MpeseHap® 13 u MNB23 cneayet
B COOTBETCTBIM C OChi A

v nocne Tauum re KNeToK

Cepua MMMyHU3aLK, cocToAlLas U3 4 4o3 npenapara MpeseHap® 13 no 0,5 mn. Mepsas cepus
MMMYHU3ALWY COCTONT W3 BBEAIGHNA TPeX 03 npenapara: nepeas 7403a BBOANTCA C TPETbEro
N0 WECTO MecAL, Nocne TpaHcnnaHTauuy. ViHTepsan mexay BBeAeHUAMI JOMKeH COCTaBAATL
1 mecau,. P nosy BBOAMTb 4epe3 6 MecsLieB nocne BaefeHNs
TpeTbet 03bl.
; LeTAM MepBas cepus UMMyHU-
3auum cocTouT U3 3-x 103. Mepsyio 403y CefyeT BBOAUTL B BO3PACTe 2 MECALEB HE3ABUCUMO
OT MacCh Tena pedenka, NocneayioLune 03b! — ¢ MHTeBanoM 1 Mecsill. Beeaenue 4eTsepToi
(GycTepHoit) A03bl peKoMeHAyeTcs B Bo3pacTe 12-15 mecsues.

[oxunbie nayuents!

IMMyHOTEHHOCTb 11 6630MaCHOCTb BaKUHbI MpeBeHap® 13 NOATBEPXKAEHb! ANS MOXKUbIX Na-
LWEHTOB.

3. ®epepanbHan cnyx6a no Haf3opy B cepe 3ApaBooXpaHeHns (Poc3apaBHaa3op):
109074, Mockea, Cnasstckas nn., 4. 4, cTp. 1. Ten.: (495) 698-4538; (499) 578-0230.
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CoumnanbHan neauaTpus U opraHm3auunda 34paBooOX[
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CocTofilHME U 3aa4yU cOBepLUIeHCTBOBaHUA
MeAUKO-COoLlMaNbHOMN NOMOLLU AEeTCKOMY
HaceJ/ieHUIo

KoHTaKTHas nHpopmauus:

AnbbuLKni Banepuii KOpbeBMY, BOKTOP MEAWULIMHCKMX HayK, Mpodeccop, rMaBHbIi Hay4YHbIA COTPYAHWUK OTAena CoLuanbHOM NeauaTpum U opraHu3aunm
MYNbTUANCLUMMIMHAPHOTO CONPOBOXAEHUS AeTelt HUW neguaTpum 1 oxpaHbl 340POBbLS AeTei

Appec: 119333, Mocksa, yn. dotnesoi, a. 10, ctp. 1, e-mail: albicky1941@yandex.ru

Cratbs noctynuna: 25.05.2020, npuHsaTa K nevartu: 19.06.2020

B ctatbe Oﬁcy)f(,ﬂaIOTCﬂ OCHOBHbIE 3Tarlbl Pa3BUTUSI MEAMKO-COLMaIbHOM MOMOLLM HAETCKOMY HaceJ/leHN B Poccurickon
deneparmm. 0603Ha4YeHbl OCHOBHbIE 3aKOHOAaTe/IbHble, HOPMaTUBHbIE U PaBOBbIE aKThl, peryimpyrline oKkasaHne Mmean-
LIMHCKOM NoMoLyM faHHOro Buga. lpeanoxeHbl ABe PErMoHallbHble OpraHM3alMOHHbIE MOAEIN MEANKO-COLNaIbHOM MOMO-
L JeTCKoOMYy HaceJleH1Ko, NoKa3asline CBOoK 3QPEeKTUBHOCTb. [lepedncieHbl OCHOBHbIE 6apbepbl Ha nyTm popmrpoBaHms
CUCTEMHOrO MoAxoda K opraHuM3alunn MeauKo-CcoLMnalbHON NOMOLUM AeTaM B Poccuun, a TakkKe npeacraB/ieHbl OCHOBHbIE
HarpaBJ/ieH1sl ee Pa3BUTHS M BAUIKaKNLLUMe NepCreKTUBbI, CBA3aHHbIE C peanu3aynei nporpamMmmMHbIiX MEPONPUSITUI, POBO-
Aswumxesi B pamkax [ecatunetus getcrsa.

KnroyeBble cnoBa: MeguKo-coymasibHasi nomMollb, 4ETU B pr[lHOlZ KU3HEHHOM cutyaunn, opraHn3alMoHHasa MmoAesib

Ans yumtupoBanmnsa: bapaHoB A.A., Anbbuukuin B.1O., YctuHoBa H.B. CocTosiHMe ¥ 3ajays COBEPLIEHCTBOBaHMUSA
MeAWKO-CoLManbHON MOMOLLM AETCKOMY HaceneHuto. Bonpockl coBpemeHHou negmatpuun. 2020; 19 (3): 184-189.
doi: 10.15690/vsp.v19i3.2112

BBEAEHMUE

Meaunko-counanbHbie NPo6eMbl, MO BO3HWUKHOBEHMIO
KOTOpbIX Hanbonee ya3BMMOKN aBnsieTca HebnaronosyyHas
YyacTb WUTeNen CcTpaHbl, AnS CBOEro pellieHus TpebytoT
KOMM/JIEKCHOIO noaxoAa B COLManbHO OPUEHTUMPOBAHHOM
rocygapcTtse. [pexae Bcero gaHHbIM NOCbIN KacaeTcsa aet-
CKOr0 KOHTUHIeHTa HaceneHus. Pa3zButne Hay4HO 060CHO-
BaHHOW CUCTEMbl MEAMKO-COLIMaNbHOIrO COMPOBOXAEHMS
netent B Poccuitckon depepaumm (PP) octaetca BarKHeW-
lwen 3agaden B chepe MeamuUMHCKOro obecnedyeHus. Ee
aKTyaNlbHOCTb 3aMETHO 060CTpUNach B CBA3MU C aNNaeEMUEN

KOpOHaBMpyca, yXyalWweHWeM COLMaibHO-3KOHOMMUYECKOro
NOMIOXKEHUA HAceNeHWs, a 3HaAYUT, 1 AeTen.

B ctatbe o6cyXKaaloTCsi OCHOBHbIE BEKTOPbLI Pa3BUTUSA
MeanKo-coumanbHon nomouwm (MCI) geTckomy Hacene-
HUto B PP.

CTAHOBJIEHUE MEAMKO-COLIUAJILHO MOMOLLU

B POCCUICKOW ®EAEPALIUU

MO*HO 060CHOBAHHO NnpeanosioxXnTb, 4TO €e aKTyallb-
HOCTb B CTPpaHe MOXET 3aMETHO 0600TpMTbCﬂ n3-3a yxyalie-
HUA counaibHO-3KOHOMUYECKOro MoJIoXeHUAa HaceneHud,
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State and Aims of Enhancement of Health and Social Care

for Child Population

The article discusses the major steps in development of health and social care for the child population in Russian Federation. Principal
legislative and regulatory acts covering the medical care provision are specified. Two regional organizational models of health and
social care for the child population were presented, they have shown their effectiveness. Principle problems for the development of
systematic approach to the organization of health and social care for children in Russia are listed. Moreover, main directions for its
development and nearest prospects associated with the implementation of program activities carried out within the framework of the
Decade of Childhood.
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B TOM 4YucCine M Mo MpuyMHe paspasuBllercs NaHAEMUU
COVID-19 [1, 2].

Havano cucremHomy nogxoay K cosaaHuto MCI1 getam
M nogpocTKam nonoxun Npukas MuHUCTEPCTBaA 34paBOOX-
paHeHus Poccuiickon depepaumm ot 5 masg 1999 r. N 154
«O coBepLIEHCTBOBAHUN MEAMLIMHCKOM MOMOLLM AeTaM nog-
POCTKOBOro BO3pacTa», rAe Brnepsble 6bln pernameHTMpo-
BaHbl BBeeHWe 1 opraHusaums otaeneHmnin MCI1 B geTcKon
nonuknunHuke [3]. OTaeneHne co3gaBasnochb ANs BbIABIEHUS
GaKTopoB WHAMBWUOYaA/IbHOIO WU CEMEWHOro MeauKo-CoLM-
aNbHOr0 PUCKa, OCYLLECTBAEHWUS MCUXONOTMYECKOM MOMOLLM,
TMITMEHNYECKOro BOCMUTaHMUS, COXpaHEHUS PENPOAYKTUBHO-
ro 340POBbS, OKa3aHUs NPaBOBOM MNOMOLUM.

MosBneHne ykasaHHOro AOKyMeHTa Obll0 3aKOHOMep-
HbIM OTBETOM Ha BbI30Bbl BpeMEHU. Pe3KNi pocT y Hace-
neHua B 90-e rr. XX B. B YCNOBUSAX TSXKENEWWero couu-
aNbHO-3KOHOMMYECKOro Kpuauca npobaem couunanbHOro
XapaKTepa CBepxHeraTMBHO CKal3a/cs Ha COCTOSHWMM 3[0-
pOBbS AeTEN, Npexae BCero B CeMbsX colmnanbHOro Hebna-
rononyyusa. C Apyron CTOPOHbI, NMPOBEAEHHbIE B KOHLE
XX cToneTtus nccnegoBaHus ybeauTenbHO Nokasanm Heobxo-
AMMOCTb CO3[aHu1s OpraHM3aLMOHHbIX OCHOB MEeAMKO-COLMU-
aNbHOrO COMPOBOXAEHUSA AEeTel BbICOKOro COLMaNbHOro
pucka [4, B].

BakHbIM Warom B JaHHOM HanpaBieHWW cTano npeano-
KEeHWe, caenaHHoe pykoBoauTenem HayyHoro LeHTpa 3a0-
poBba geten PAMH akagemukom A.A. bapaHoBbiM: nepe-
JaTb B MepBUYHOE 3BEHO MNeanaTpuyecKon Cnyo6bl aeten
NoApPOCTKOBOro Bo3pacta (15-17 net). O Heo6XoAUMOCTH
TaAKOro peleHns CBMAETENbCTBOBANN Cnefylolne aprymeH-
Tbl. B peanuax 90-x IT. N0APOCTKU OKa3anucb Hanbonee yas-
BMMbIM KOHTMHIE€HTOM MO HEeraTMBHOMY BO3AENCTBUIO COLIM-
anbHbIX daKTopoB (ynoTpebneHne HapKOTUKOB, ajkorons,
POCT YacToTbl MHOEKL MM, NEpeaatoWwmxcs NoaoBbIM NyTEM,
camoybuincts). Kpome TOro, BO3HMKMNA yrpo3a COKpalleHus
yucna negmMaTpUMYyecKmnx y4acTKOB B CBA3M C YMEHbLUEHWEM
YUCNEHHOCTU [ETCKOro HaceneHus BBUAY HU3KOro YpPOBHS
poxkaaemocTtu [6]. YuuTbiBanocb M TO, YTO POAUTENU, OCO-
6EHHO AMCMaHCEpPHOW rpynnbl AeTer, aKTMBHO BbICTynanu
NpoTMB nepegaym MX Mpu UCNONHEHMM Bo3pacTa 15 ner
BO B3POC/YIO CETb M3-3a HEYAOBNETBOPUTENBHOIO KayecTBa
HabnoaeHua B nocneaHen. MNocne Bbixoga PeaepanbHOro
3aKkoHa P® oT 24 wioHa 1998 . N 124-d3 «0O6 ocHoB-
HbIX rapaHTUsaX npaB pebeHKka B Poccuickon depepaunn»
[7], Korga Ha 3aKoHoAaTeNbHOM YPOBHE BMepBble 6bl10
[aHO onpeaeneHne MOHATUIO «4eTU B TPYAHOW KUBHEHHOM
cuUTyauuu» U TEM CaMblM [AEKIapuMpoBanocb 0co60e BHU-
MaHWe oxpaHe 340POBbS COLMANbHO He3alMILEHHOW KaTe-
roOpuKn LETCKOro HaceneHus, Heo6xoAMMOCTb OpraHn3auuu
B MEpPBUYHOM 3BEHE AETCKOro 34paBOOXPaHEHUst CAy»Obl
MEAMKO-COLMaNbHOrO COMPOBOXKAEHUSA AETEN, HaxoAALMX-
CA B TPYOHOM XMU3HEHHOW cuUTyauuu, GaKTUM4YecKu cTana
HEeOTBPaTUMOMN.

[oBopsi 0 3Ha4vyeHnn lMpunkasa N 154 «O coBepLIEHCTBO-
BaHUW MEAMLIMHCKOWM MOMOLLM AETAM MOAPOCTKOBOro BO3-
pacTta» [3], cnegyet 0cob0 OTMETUTb, YTO MpeacTaBiEHHbIE
B HEM OCHOBHble MNpaBwWna AeATEeNbHOCTU AETCKOW MOonu-
KIMHUKK U QYHKUMKU crieunanbHOro otaeneHus (KabuHeta)
onpefenunM HanpasneHuss No okasaHuio MCIT geTcKomy
HaceneHutio B coBpeMeHHoW Poccuun. CornacHO MHCTPYK-

umn (npunoxkeHune N2 2 lNMpuKasa) No opraHM3aLnn paboThbl
otaeneHna MCII, ero rnaBHOM LeNnblo gBAfNacb peanu-
3auUms MegMKO-CoLManbHbIX MEPOMPUATUIR, HanpaBiEHHbIX
Ha COXpaHEeHWe M YKpennieHue 340poBbs AeTel U NOApPOCT-
KOB, «MX COLMaNbHYIO U NPaBOBYIO 3aLUNUTY U MOAAEPIKKY, NPO-
GUNAKTUKY U CHUXKEeHMe 3aboneBaemocTu, GopMupoBaHue
NnoTpPe6bHOCTU B 340POBOM 06pa3e XMU3HU». B MHCTpyKUMH
6binn cHopMyMpoBaHbl MPUOPUTETHLIE 3a4aduu U GYHKLUK
otaenennsa MCIl: mMeguKo-couMnanbHbl NaTpoOHaX cemen,
BbISIBIEHWE B HUX NUL, MMelowmnx daKTopbl counanbHO-
r0 PUCKa M HYXXJAlWMXCS B MEAMKO-COLIManbHOM 3aluute
M NOAAEPKKE; OKa3aHWe MeaUKO-MCHUX00rMYECKON MOMOLLM
Ha OCHOBE MHAMBMAYaNbHOro NOAXoA4a C y4eTOM OCOGEHHO-
CTeN JIMYHOCTKU; OKa3aHWe MHAMBUAYANbHOM MW Onocpeno-
BaHHOW coLMabHO-NPaBOBOM NOMOLM AETAM, MOAPOCTKAM,
ceMbe MO 3aliuTe KX NpaB M 3aKOHHbLIX MHTEPECOB B COOT-
BETCTBMM C AENCTBYIOLMM 3aKOHOAATENLCTBOM.

B ynomsHyTOM MHCTPYKLMK TaKXKe yKalaHo, 4To B wrar
otaenenna MCIT moryT 6biTb BK/IOYEHbI cieayolmMe cneum-
anuCTbl: NCUMXONOr / MeAULIMHCKUI NCUXoor, Bpay-neaunatp,
Bpay-TepaneBT MOAPOCTKOBbLIM, coLMalbHbli PabOTHMK,
IOPUCKOHCYNBT. TakKe MOryT NpuBAeKaTbCs Bpayu: akylep-
TMHEKOSIOT, YPOJIOr, XUPYPr UK MHOWM crneumanuct. 3aecb Heob-
XOAMMO 0C060 MOoAYEpPKHYTb: GOPMYIMPOBKA «MOFyT ObITb
BKJ/IIOYEHbI» HOCWNA He AWMPEKTWUBHbIA, @ peKoMeHaaTenb-
HbIM XapaKTep, cnefoBaTenbHO, NO3BOAAAA HE BbIMOMAHATH
[aHHoe TpeboBaHue.

C BbIxogom B 1999 r. MNpuKasza Munasgpasa Poccun N 154
«O coBepLEHCTBOBAHUM MEAULIMHCKON NOMOLLM AeTSM Noa-
pPOCTKOBOro Bo3pacTa» [3] 6b1M AaHbl TEOPETUYECKUE Nped-
MOCBITKM ANS BblAENEHUS B COCTaBE AETCKOM MONUKIUHWUKM
crneunanM3anpoBaHHOW MeanKo-colnanbHON cnyxK6bl. OgHaKo
B HEM He peLlanoch rmaBHoe — 6blf10 He MPOBEAEHO LWTAaTHO-
KagpoBoe n puHaHCOBOE HOPMUPOBAHWE CNYXKObI, HE Npea-
NO¥EHbl METOLONIOMMYECKNE NOAXOAbl K ee dYHKLMOHMpOBa-
HWtO. B peaynbrate OTCYTCTBMSA AUPEKTUBHOIO HOPMAaTUBHOIO
XapaKTtepa gaHHoro [MpuKasa He 6blna chopmMmnpoBaHa eau-
Haa MeToauyecKass OCHOBa paboTbl oTAeneHun (KabuHeToB)
MCIl B [OETCKMX MOMMKIMHWKaxX, a co3daBaeMble B psiae
PErnoHOB CTpaHbl CMYXKObl UMENU KaK pa3Hyto GyHKLMOHab-
HYIO HanpaBIEHHOCTb, TaK WU Pa3/IM4YHblA KaapoBbi COCTaB.
B HeKoTopbIX ciydyasx npousolna 6aHanbHas 3ameHa Hau-
MEHOBaHWM noapas3aeneHnin NoapPoOCTKOBOW CNyXO6bl, cylle-
CTBOBaBILLUEN [0 MepeBoda MNOAPOCTKOB B AETCKyl0 ambyna-
TOPHYIO CETb, B MEANKO-COLManbHyto cnyxo6y [8].

MepuKo-couunanbHaa nomoub B Poccuu B XXI B.

Yxe B XXI cTonetum npaBo Ha CyllecTBOBaHWE B AETCKOM
nonuKknnHuke otgeneHnin MCII 66110 3aKkpenneHo B Mopsaake
OKal3aHus neguatpuyeckon nomouwu. [lepBoHavyanbHO
JaHHblK [opsaok npuHMmaeTca MUHUCTEPCTBOM 34paBo-
OXpaHEeHUs U coumanbHOro passutUa BpemeHHo ([Mpukas
oT 23 gaHBaps 2007 r. N 56 «06 yTBEpKAEHWUU NpUMEp-
HOrO MopsiiKa OpraHu3dauuu AeATeNbHOCTU M CTPYKTYpbI
[ETCKON MONUKANHUKKWY) [9]. A 3aTem, cneays TpeboBaHuUIo
cTaTbm 37 ®3 «06 ocHOBax OXpaHbl 340P0BbS rpaxaaH B Poc-
cuiickon depnepaumm» [10], oH GbiN BBEAEH B [ENCTBUE Ha
noctosiHHom ocHoBe (Mpukas ot 16 anpena 2012 r. N 366H
«06 yTBepxaeHuu [lopsaka oKasaHWa negnaTpuyecKon
nomotum» [11]).
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CouunanbHaf neguaTpusa U opraHusaLmsa 3gpaBooXpaHeHuUs

B HasBaHHbIX MpuKasax ycTaHaBAMBaeETCA CTPYKTypa
NEeTCKOM MNONUKAWMHWKK, BKAoOYaowaa otaeneHne MCII.
MoNMKNMHMKa, KpOMe BCEro NpoYyero, ocyLecTBASET cneay-
owmne GyHKLMU: MELUKO-COLMANbHYIO U MCUXONOrMYECKYIO
nomoLlb AETAM M CEMbSIM, UMEIOLLMM AETeR; opraHM3aLmio
MeAWKO-CoLManbHOW MNOArOTOBKM [OEeTeW K MOCTYM/IEHUIO
B o6pasoBaTefibHble yypexaeHus. B lNpaBunax opraHusa-
LMW aesTenbHOCTM KabuHeTa Bpaya-neamMaTpa y4acTKoBOro
pernameHTMpyeTcs obecnedyeHue nepegayv uMHbopmauumm
0 AETSAX U CEMbSIX COLManbHOro puUcKa B OTAENEHWE Meau-
KO-COLManbHOM MOMOLLM AETCKOWM MNOMMKIMHUKK, OpraHbl
OneKn n noneduntenbctBa. B Mopsake okazaHusa neanatpum-
4YeCKOM MOMOLLM NpeacTaBfieHbl PEKOMEHAYEMbIE WTaTHbIE
HOpPMaTWBbI MepcoHana OTAENEeHUs MeAMKO-COLManbHOM
NOMOLLM AETCKOM MOSIMKAMHUKKM (Ha 10 TbiC. AETCKOro Hace-
NeHus): Bpay-neamatp otaeneHus — 2 ed., MeauuUuHCcKas
cectpa — 2 ef., IOPUCKOHCYNbT — 1 ea., couMmanbHbIn
paboTHnMK — 1 ed. JOMKHOCTb MEAMUMHCKOro ncuxosora
BBOAAT «B 3aBUMCMMOCTU OT 06bema paboTbl», T.€. HE pac-
cMaTpuBaloT B KavyecTBe 00653aTefIbHON WTAaTHOM €4MHMULbI
oTaeneHus. B To ke Bpemsi ncuxonornyeckas nomollb
pebeHKY M ero ceMbe ABSETCH OOHOM M3 rNaBHbIX 3agad
OTAENEeHUs, a B OTCYTCTBME cheuunanucTa-ncuxonora ara
3ajla4ya He MOXET 6blTb BbIMOMHEHA.

BaKHbIM JOKYMEHTOM no opraHu3aunn MCI1 geTcKomy
HaceneHuto ctan Yka3a lMNpeavaeHta PP ot 01 uioHa 2012 T.
N 761 «O HaunoHanbHOW cTpaTerMm AenNCTBMn B MHTEpPEcax
neten Ha 2012-2017 roabl» [12], KOTOPbIM FTOBOPUT O HEOO-
XOOAMMOCTM pa3paboTKM U BHeApPeHUS 3PDEKTUBHbBIX GOpPM
MeLMKO-COLIManbHOro CONPOBOXAEHMS AETEN U MOAPOCTKOB.

K HopmaTMBHO-NPaBOBbLIM JOKYMEHTaM MOCAeAHErO Bpe-
MeHU, Kacatowmnmesa okalsaHna MCI1 getam, oTHocaATCA:

e [lpnkad MuHWUCTepcTBa 3apaBooxpaHeHuss PoccuicKon
depepaunn o1 10 dpeBpansg 2016 r. N 83H «06 yTBEPHK-
OEHUN KBaNMDUKALMOHHBIX Tpe6OBaHWM K MEAULMHCKUM
n dapmMaueBTUYECKUM pabOTHUKaM CO CpeaHUM Meau-
LUMHCKMM 1 dapmaueBTUYEeCKMM obpasoBaHuem» [13],
KOTOpbIM BBEN AOMKHOCTb «MeauuMHCKasa cecTpa Meau-
Ko-couuanbHov nomoum». [pu Hann4nmum cpegHero
npodeccuoHanbHOro o6pa3oBaHUsa MO OAHOW U3 crie-
umanoHocTen («JleyebHoe aeno», «AKyllepCKOoe Aeno»,
«CecTpuHCcKoe faeno») MeauMuUMHCKas cecTpa [OO0/KHa
nony4nTb NpodeccuoHanbHyt0 NepenoaroToBKy Mo cne-
unanbHocTn «MeanKo-coumanbHas NoMolLb» ¢ nocnemy-
OLLMM MOBbILEHWEM KBanuduKauumn 1 pas B 5 net;

e [lucbmo MuH3gpaBa Poccun ot 25 masa 2017 r. N 15-2/
10/2-3461 «O HanpaBfeHWU METOAMYECKUX PEKOMEH-
fauun «OpraHmM3aums TpexypoBHEBOW CUCTEMbI Meau-
KO-CoLManbHOM MOMOLLM OETAM B TPYAHOW YKMU3HEHHOM
cuTyauum» [147];

e [lpuka3s MwuHWUCTepcTBa 3apaBooxpaHeHns PO oT
7.03.2018 N? 92H «06 yTBEPHKAEHUM MONOKEHUSA
06 oOpraHuM3auuu OKal3aHWsg NepPBUYHON MeOMKO-CaHU-
TapHon nomouwm getam» [15]. B lMpukase nponucaHo,
YTO MOMMKIMHMKA cpeaun Apyrux GyHKUMIM NPOBOAMUT OCY-
LLLeCTB/IEHWE MEAMKO-COLMaNbHOM U TMCUXOIOTMYECKON
NMOMOLLM AETAM U CEMbSIM, UMEIOLWMM geTen. MpuBoaguTea
CcTaHJapT ocHalweHua kabuHeta MCI1, B ero wrtaT BHOBb
PEKOMEHAYIOTCA MO TPEGOBAHUIO OPUCKOHCY/LT, COLM-
allbHblM PabOTHMK, MEOAULMHCKUI MCUXONOT.

PervoHanbHble moaenu opraHusauuu MCIN

AETCKOMY Hace/leHUlo

Co3aaHHble B CTpaHe nocfie MosBAEeHUS Ha3BaHHbIX
HOPMAaTUBHO-MPaBOBbLIX JOKYMEHTOB €ANHUYHbIE OTAENEeHUS
MCI1 B OETCKMUX MOAUKIMHUKAX NPWU OTCYTCTBMM CTaHAapTOB
M NOPSAKOB €€ OKa3aHWs He MOIK YAOBAETBOPUTb NOTPE6-
HOCTM [JEeTCKOro HaceneHus. 3aKOHOMEPHbIM OTBETOM
Ha C/TIOXKMBLUEECS NOJIOXKEHWe cTana pa3paboTKka psaom Tep-
PUTOPUIA CBOMX NIOKANbHbIX OPraHW3auMOHHbIX TEXHOOMMM
MEANKO-COLIManbHOro CONPOBOXAEHMSA AeTeN U NOAPOCTKOB.
M3 HMX K HauGosee Hay4yHO OGOCHOBaHHbLIM, AOKa3aB-
WKAM MPU UCNONIb30BaHUU 3PPEKTUBHOCTb HOBALUAM
criegyeT OTHECTM: a) pervoHanbHyl0 MOAeNb OpraHu3auunu
MCI getam n nogpoctkam (Pecnybnuka TatapcTaH) [16-19];
6) Mogenb opraHusauuu pabotbl otaeneHus MCIT geTckon
NONMKNNHKUKM (r. CaHKT-lNeTepbypr) [3, 8].

Pa3paboTka 1 anpobauusa TMMOBOW PernoHanbHOM mMoae-
v opraHudaumm MCI1 getaMm ocywecTBasnacb B pamKax
meponpuatu Pabodyen rpynnbl N 3 «3gpaBooxpaHeHue,
OPYXXeCTBEHHOE K ETSM, M 300POBbIM 06pa3 U3HU» (PYKO-
Boautens — A.A. bapaHoB) KoopauHauuoHHoro CoseTa
npu lMpesnaeHte Poccuinckon depepaummn nNo peannsaumm
«HaumoHanbHOM cTpaTternn AEUCTBMM B UHTEpecax OeTen
Ha 2012-2017 rogbl» [20]. BeinonHeHWe ykasaHHOW 3aja-
4Yn OGbINO BO3NIOKEHO Ha OTAen couuanbHOM neanaTpuu
Hay4Horo ueHTpa 3popoBbs geter PAMH n MuHucTepcTBO
3apaBooxpaHeHna Pecnybnukun TatapcTtaH. Pe3ynbratom ee
BbINMOMHEHUSA CTanu noaaepxaHHble CO30M neanaTtpoB
Poccun metogmyeckne pexkomeHpaumn «PervoHanbHas
MOAENlb OpraHn3aunn MeauKo-CounabHON MOMOLM AEeTIM
n nofpocTtkam (onblT Pecnybnuku TatapctaH)» (2014) [16].
3aTeM yKa3aHHble peKomeHAauuu, cornacoBaHHble nocne
psida npaBoK ¢ MuHMCTEpPCTBOM 06pa30BaHUsA U Hayku PO,
OblIM HanpaBieHbl MUHUCTEPCTBOM 3apaBooxpaHeHns PO
B pervoHbl [14].

PernoHanbHasi Mogenb TpexXypoBHEBOW CUCTEMbI MEAMKO-
CoUManbHOro COMPOBOXAEHUSA AeTen U UX CeMeNn, Haxoas-
LMXCA B TPYAHOW XWM3HEHHOM W/WMAM COLMANbHO OMacHoOWM
cuTyauuu, npegycmaTpmMBaeT:

| ypoBeHb — KabuHeThl (otaeneHuns) MCIT getckux nonu-
KINUHKUK, MOJIMKIIMHWUYECKUX OTAENEHWUMA PaNOHHbIX M ropos-
CKMX 60nbHUL,. [lepBbli ypoBEeHb MNoapa3ymeBaeT ydyacTue
MEAMLMHCKMX PabOTHMKOB Y4YpexaeHUN 34paBOOXpaHEHUs
(AETCKMX MOMMKIMHMK, NPUEMHbIX OTAENEHUM CTauMOHapoB,
denbaepcKo-aKyLWEPCKMUX MYHKTOB, TPaBMaToN0rM4yeCcKmx
MYyHKTOB ¥ Ap.). B Mx 0693aHHOCTM BXOAMT paHHEE BbiBNEHNE
[eTen U3 rpynn MmeamMKo-coLnanbHOro PUCKa, MHULIMMPOBaHUE
MEXBELOMCTBEHHOIO B3aMMoaencTauns n okasaxHme MCIT;

Il ypoBeHb — MeEXMyHULUUNANbHbIE OTAENEHNUS (LLEHT-
pbl) MCI getam (B LeHTpanbHbIX PakOHHbIX 60/IbHULLAX, Ne-
4e6HO-NPODUNAKTUYECKNUX YUPEKAEHUAX, KOHCYIbTAaTUBHO-
ONArHOCTUYECKMX LEHTpax), OCYyWEeCTBAALWNE MYyNbTH-
ONCUMNIMHAPHOE COMPOBOXAEHWE AETCKOro HaceneHus
C yyacTueMm cneumanmcToB MeanuUMHCKOro Npoduns u aKc-
nepToB No coLumanbHoM paboTe — NCUXOSIoroB, Nefaroros,
IOPUCTOB;

11l ypoBeHb — pervoHanbHbIn (pecnybMKaHCKUI, Kpae-
BOW, 06/1aCTHOMN) LEHTP MEAUKO-COLIManbHOro CONpoBOXae-
HUS AeTen M NoApPOCTKOB, ABASIOWMNCA KOOPAUHUPYIOWMM
M OpraHn3aumnoHHO-MeToaMYeCcKM opraHom no MCI1 get-



CKOMY HacefneHuto pernoHa. PernoHanbHbiM LeHTp MCI
co3faloT KaK noapasgeneHuve AeTCKOW pecrnybiMKaHCKOoN
(06nacTHON) KNMHMYECKOM 60/IbHULbI.

B CaHkT-leTepbypre BHeapeHa MOAeNb OpraHu3aumu
MCIT geTcKkoMy HaceneHuto ropoACKOro pamoHa, HayydHo
ob6ocHOBaHHas Kadeapon couunanbHOW negnaTpun U opra-
HM3auun 3apaBooxpaHeHns CaHKT-lleTepbyprcKoro rocy-
JAPCTBEHHOrO0 MeanaTpuyeckoro MeamuUMHCKOro YHUBEP-
cuteta [8]. B ropoackon nonuvkiMHuke N2 37 Ha 6ase
BXOASILLEN B Hee Ha npaBax OTAeNeHUs OETCKOW MOJIMKIU-
HMKKM N2 12 6bino co3gaHo panoHHoe oTaeneHue MCII.
B npeactaBnsiemMon MoAenu 4YpesBbl4aMHO BaxHOW SBSA-
nacb U cnepywouas nHHoBauus. Nomumo otaenexHmns MCI,
B [ETCKOW MNONUKIMHMUKE OblIn OpraHM3oBaHbl cayxba
paHHero BMelaTenbcTBa, NOAPOCTKOBOE OTAENEHME U AET-
CKMM MOOBWNbHbBIA LIEHTP 340p0BbS. Ha ypoBHE agMUHKUCTPpa-
TMBHOrO panoHa TaKoe OpraHn3alMOHHOE pelleHue cTano
urpatb poSib OPraHM3aLUMOHHO-METOANYECKOrO LieHTpa Ans
KabuHetoB MCII, HaxoAsILMXCA B CTPYKType MWHbIX Meau-
LIMHCKMX OpraHu3aumi panoHa, OKa3biBatolMX NEPBUYHYIO
MEAMKO-CaHUTapHYyl0, B TOM 4Yucne crneunannmdmpoBaHHyo
nomollb Matepsm K getam [8, 21, 22]. Takke 6bin paspa-
60TaH MaKeT JIoKallbHbIX HOPMATUBHbLIX aKToB, obecne4yu-
BaoWmMx PYHKLUMOHUMpPOBaAHME panoHHoro otaeneHus MCII
[OETAM, BKIOYaAs NOSIOXKeHUE 0 cnyxobe, Habop AOIKHOCTHbBIX
MHCTPYKLIMI nepcoHana, psa YY4ETHbIX U OTHETHLIX GOpM Aest-
TEeNbHOCTKU, OnpeaeneHbl anropuTMbl BHYTPUMNOAUKIMHUYE-
CKOr0 U MEeXBEeAOMCTBEHHOIO B3aMMOAENCTBUSA CyObEKTOB
coumanbHoM paboTbl C Ae€TbMM U3 IPynn COLManbHOro pUCcKa.

KaK nogyepKHyTO BbIlLE, axnNIecoBOM NATOM B MEAMKO-
couManbHOM COMPOBOXAEHWMM AETCKOr0 HaceneHus aBns-
eTca OTCYTCTBME CTaHAapTOB WM MOPSAKOB OKalaHus MCII.
OHaKo noKa oHM oduLManbHO He YTBEPXKAEHBI, B Ka4yecTBe
TaKOBbIX MOXXHO UCMoNb30BaTh [opaaoK (MpaBuna) gestenb-
HocTu otaeneHnin MCI, npeanoxeHHbI aBTopaMu Moaenen
MCI1 B Pecnybnuke TatapctaH u etepbypre. MNpumepHbIn
MopagoK 6bin ony6nnKoBaH B KypHane «Bonpocbl coBpe-
MEHHOM neguatpum» [22].

MNpeacTtaBneHHbI 6a30BbIM NOPSAAOK AesTenbHocTi OMCI]
OETCKON MOMMKIMHUKM MO3BONSET OpraHuM3oBaTb MpoBe-
LEHWEe MEAMKO-COLIManbHOro COMPOBOXAEHUS AeTer U UX
ceMen HayMHasg C MOMeHTa poxaeHus pebeHka. OH obec-
neynBaeT, C O4HOW CTOPOHbI, CBOEBPEMEHHOE BbISIBEHWE
[eTen M NOAPOCTKOB, OKa3aBLUMXCA B TPYOAHOW XXU3HEHHOM
CUTyaLMK, a C APYron, — MEXAUCLMMNIMHAPHOE U MEXKCEKTO-
panbHOe B3aMMOAEeWNCTBME MPWU MOATOTOBKE M OCylLecTBie-
HUWM UHAMBMAYaNbHbIX nNporpaMmm MCI1 KOHTUHIEHTY NOBbI-
LUEHHOrO COLMaNbHOro p1cKa.

MepcneKTuBbl asibHeNLWero passBuTUA CUCTEMbI

MCH petam B Poccuiickoi Pepepauumn

B TeyeHue nocnegHero gecatuneTuss 6blan nposege-
Hbl Cepbe3Hble Hay4Hble WCCMeAoBaHWS KaK pernmoHanb-
HbIX $OpM MeauKo-coumanbHoM nomouwm [19, 21], Tak
M 06LLMX (CMCTEMHBIX) MOAXOA0B K ee opraHusauuu [23, 24].
UccnepoBatenn, aHanuaupys ddegepanbHble MNpaBoOBble
M HOpMaTWBHbIE AOKYMEHTbI, peryampyloume AesTenbHOCTb
otaeneHnn MCI1, nogyYyepKkuBaloT, YTO yKal3aHHas CTPYKTY-
pa fIBASETCH NEerMTUMHbIM CTPYKTYPHbIM MOApPa3aeneHu-
eM AeTCKOW MONUMKAUHMKK [17, 23, 25]. OgHaKo B LEoM

3TU JOKYMEHTbI HE perynupyioT ¢opMupoBaHue CUCTEMbI
okasaHua MCIl petckomy HaceneHuio B PoccuicKomn
depepaumm, N60 OJHUM U3 OCHOBHbIX GAKTOPOB OpraHu-
3aUMM Ka4yeCTBEHHOM W AOCTYNMHOM MEAMLMHCKOM MOMOLLM
HaceNeHuo ABNSETCH Hann4yMe efuHbIX AN BCEeW TeppuTo-
pUK CTpaHbl MOPSAKOB M CTaHAAPTOB OKa3aHUA MeaMUMH-
CKOWM NomoLM Npu Hanbosee pacnpoCcTPaHEHHbIX U coLuanb-
HO 3Ha4YUMbIX 3a60/1E€BAHUAX U NATONOMMYECKUX COCTOAHUSX.
CylecTBYIOLINE e JOKYMEHTbl HE OTBEYaloT AaHHOMY Tpe-
60BaHMIO: B HUX HE MpOnucaHbl MeXaHU3Mbl, TEXHOMOrUK
W anroputmbl GYHKUMOHMpPOBaHUS otaenernmns MCI, BKaovas
MEXBEeLOMCTBEHHOE B3aUMOAENCTBUE, C NMOMOLLbIO KOTOPbIX
OTAENEHNE MOXET OCyWecTBNATb 3POEKTUBHYIO MeanKO-
coumanbHylo AesaTenbHOCTb. TakuM o06pa3oM, B KayecTBe
OCHOBHOrO MpensaTcTByloLLero GaxkTopa BbICTyNaeT HeJoCTa-
TOYHOE OpraHM3aLMOHHO-METOAMYECKOE COMNPOBOXIAEHUE
W Npexae Bcero — oTcyTcTBUe nopsigKa pa6oTbl oTaene-
Hua MCI geTcKoi NOJIMKIUHUKM.

OTaenbHbIM, 3acnyXuBalowmn 0coboro BHUMaHUSA
BOMNpoC — npo6seMa MCTOYHUKOB GUHAHCUPOBaHUA
cny6bl MCI. BonbWKWHCTBO OTAENEHUN DUHAHCUPYIOT
3a CYyeT cpeacTB OtoaXKeTa 34paBOOXPaHEHUs B pamMKax
CylecTByOWEN CUCTEMbI CMETHOIo dMHaHCUMpoBaHusg. [ns
3TOro TpebyeTca onpeaeneHne HoOpMaTUBOB (UHAHCOBLIX
3aTtpaTt Ha coAepXaHue OTAeNeHUs U pa3pelleHne O BKIIO-
YEHWWU YKa3aHHbIX PacxodoB B OOLLYID CMETY YYpeKAeHMUs.
B wTore peweHue, GpuHaHCUPOBATb OTAENEHUE WU HET,
NpUHMMaeT [MaBHbIM pacnopsavTens KpeautoB. Kak npa-
BWNO, 3TO aIMUHUCTPALIUS MYHULMNAIbHOrO 06pa3oBaHus.
B onucbiBaeMbix YCNOBMSIX Ha MNOMMKIMHWUKY BO3naratoT
06513aHHOCTb 060CHOBaTb MUCMpalunBaemMble M3 GloaKeTa
cpeactsa. ITU CNOXHOCTU MPUBOAAT K TOMY, YTO MOSMKIIU-
HWKaM npouwe Boo6lle He OpraHW30BbiBaTb OTAENEHME,
yeMm npwuaaratb ycuamns no obecneyeHunto GuUHaHCMpoBaHMS.
OnTMMasnbHbIM, CUYMTAIOT 3KCMepTbl, 6bII0 Obl BblAENEHUE
MCI1 otaenbHOM CTPOKOW B rOCYyAapCTBEHHON U TEPPUTOPHU-
aNbHbIX MPOrpaMmMax OKa3aHus 6ecniaTHOM MeAULMHCKON
noMolM B nepevyHe ee BUAOB, PUHAHCUPYEMbIX 3a CHET
CpPeAcTB GIOKETHbIX aCCUrHOBaHUM Ccy6beKToB PoccuicKkon
®depnepaumnm [8]. Ewe pa3 nogyepKHeMm, 4TO B HacTosiwee
BpeMSA MeAWKO-couMalbHble OTAeNeHUs AETCKUX MoMu-
KIMMHUK OYHKLUMOHMPYIOT JaneKo He B KaXXAoM ropoje
Poccuickon depepaunun, a 1am, rae oHM 6GbIIM CO3[aHbI,
X AEeSTeNIbHOCTb He BCerga MOXeT OblTb pacueHeHa KaKk
adpdeKTMBHaA. MeOUUMHCKMIA NMepcoHan U 3aaenCcTBOBAH-
Hble B paboTe oTaeneHus coumanbHble PabOTHUKU U MCK-
X0Norn B OONbWMHCTBE CBOEM He 00y4veHbl creunduke
MEANKO-COLIMaNbHOIro CONPOBOXAEHNS AETEN B NEPBUYHOM
3BeHe. Cepbe3HON 3ajayen aBnseTcs opraHndauma addex-
TUBHOIO MEXBEOOMCTBEHHOI0 B3auMmogencTeus. Ewe ogHa
cyuiecTBeHHas npobsema Ha NyTM K Ka4eCcTBEHHOMY Meau-
KO-COLManbHOMY COMPOBOXAEHUIO AeTe B MEPBUYHOM
3BeHe — 3TO HejoCcTaToO4HOEe HOpMaTUBHOE, NpaBOBOE
1 MeToanyeckoe obecrneyeHne aTon AedaTeNbHOCTH.

3AK/TIOMEHUE

MpoBeaeHHbIM HaMKU aHann3 NO3BONSET MPUNTU K BbIBO-
4y o0 Tom, 4To B Poccun okasaHme MCIT geTckomy HaceneHuto
B MEPBMYHOM 3BEHE [JETCKOro 3apaBooxpaHeHns paKTnye-
CKU He PYHKLIMOHUPYET KaK cuctema.
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CouunanbHaf neguaTpusa U opraHusaLmsa 3gpaBooXpaHeHuUs

O4yeBMAHO, 4YTO AN OXpaHbl WM YAyYWEHUS 340POBbS
[eTen U OKa3aHUsA UM Ka4yeCTBEHHOIro MeANKO-COLManbHOMo
COMpPOBOXAEHNS HEOBXOAMMO COBEPLIEHCTBOBATD:
® 3aKoHOAaTeNbHYl0 W HOpPMaTMBHYIO NpaBoBYylD 6asy

Ha deaepanbHOM U PernMoHaNbHOM YPOBHSX;

e OpraHuM3auuio MeamKo-colManbHOM paboTbl MO BbiSBE-

HUIO AETEN, HAXOOALWLMXCS B TPYAHOM U3HEHHON CUTyaLIMK;
® ypOBEHb CneuunanbHoM NOArOTOBKM CNELMannCcToB Meau-

LIMHCKOro, Mejarormyeckoro M couuanbHoro npoduns

Ha aTanax Jo- ¥ NoCNeanniIOMHOro 06pa3oBaHus, 3aHn-

MaloLLMXCH MEANKO-COLMaNbHOM NOMOLLbIO AETAM;
® MeXBeAOMCTBEHHOE B3aUMOLENCTBUE YYpEXKOAEHUN

MEAMUMHCKOTO U HEMEAMLIMHCKOro npoduns, 3aHumalo-

LMXCA BOMPOCAMM OKa3aHWS MEAMKO-COoLManbHON NOMO-

LM noapacTatoLemy NOKONEHUIO.

CepbesHble OXKMAaHMsA N0 CTUMYNMPOBAHMUIO Pa3BUTUS
MeaMKO-CoLManbHOM NOMOLLM ETCKOMY HaceNeHUo cBa3a-
Hbl ¢ YKka3om MpesnaeHTa PO «06 o6baBneHnn B Poccuinckom
depepaunn [decatunetna petctBa» Ha 2018-2027 rr.
B yrBepxaeHHom [MpaButenbctBom Poccuitckon Pepepa-
umu NnaHe ocHoBHbIX MeponpuatTuin ao 2020 r., ocyLlecTBS-
eMOM B paMKax [lecatuneTtusa AeTcTBa, NpeaycMOTpeH pag
MEepPONpUATUI MO COBEPLLIEHCTBOBAHMIO 3aKOHOAATENbHbIX
M HOPMaTMBHbIX aKToB B cdepe opraHusaummn MCI getam.
TaK, nyHKT 19 lNnaHa npoBo3rnawaet «0O6ecnevyeHne ycno-
BMW OKa3aHWs MCUXONO0ro-negarornyeckon u MeanmKo-coum-
anbHOM NoMoLLM 06yYaloLWMMCS U AEeTIM paHHero Bospacrtar.
OXKMaaeMbIM pe3ynbTaToM TaKKe ABASETCS «Co3haHue CeTu
pervoHanbHbIX U MyHULMNANbHbBIX LLEHTPOB (CNy*K6) NCUX0No-
ro-negarorMyeckon U MeauKo-coumanbHOM Nomolun obyuya-
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AdbPeKTUBHOCTbL NTHEBMOKOKKOBOM
nosavcaxapuaHom KOHbIOrMpoBaHHOM
aacopoupoBaHHOM 13-Ba/IeHTHOMU
BaKLUHbI Y 60JIbHbIX CUCTEMHbIM
IOBEHUW/1bHbIM UAUONATUYECKUM apTPUTOM,
nony4yaroumx reHHo-uHXeHepHble
OuosIorM4yecKue npenaparbl
(Tounnusymaod uam KaHakMHymao):
NPOCNEKTUBHOE KOropTHOE uccaegqoBaHue

KoHTaKTHas nHpopmauus:

BaHbkoBa [lapbs JMUTpreBHa, acnMpaHT peBMatonormyeckoro otaenendns HMULL 3gopoBbs aetein

Appec: 119991, MockBa, JIOMOHOCOBCKUI Np-T, fi. 2/62, Ten.: +7 (499) 134-14-94, e-mail: DD1201@mail.ru
Cratbf nocrynuna: 14.04.2020, npuHaTta K neyatu: 19.06.2020

0O6ocHoBaHHe. VIMMyHOreHHoCTb 13-BasieHTHOM MHEBMOKOKKOBON BaKUMWHbI (MTKB13) y getei ¢ CUCTEMHbIM OBEHMU/Ib-
HbIM uauonaTndyeckum aptTputom (ctOUA) octaeTcsi HeM3y4eHHOM. [TpOTMBOPEYUBBLIMI OCTaKTCS U OLIE€HKU BJIUSIHUSI [E€H-
HO-UHXXEHEePHbIX buosorndeckux npenapartosB (TMBI1) Ha pesynbTaThl MHEBMOKOKKOBOW BaKuuHauuu. Llenb nccnepoBa-
HUSA — U3y4nTb appeKkTMBHOCTL NMKB13 y nayneHToB ¢ clOMA rpu ne4eHun MOHOK/IOHaIbHbIMU aHTUTENlaMn K peLernTopy
nHTepnenkuHa (IL) 6 (tounnmdymab) nam IL 13 (kaHaknHymab). MeTtoabl. B uccnegoBaHne BKIOYa n 60/bHbIX B BO3pacTe
A0 18 net ¢ ctOUA B cTaamm pemucchm nim akTMBHoro 3abosieBaHusl, BakLMHMpPOBaHHbIX MTKB13. BaKuuHy BBOAWIN O4HO-
KpaTHo, B go3e 0,5 mJ1, BHyTpUMbILLEYHO Ha poHe Tepanum MBI anbo 3a 3 Hea Ao Ha3HavyeHusi TV BnepBble (y naymeH-
TOB B CTagun aKTMBHOIr0 3aboseBaHusl). BakunmHaunio cHutaam 9PPeKTMBHON Npu JOCTUKEHNN MUHUMaTbHOMO 3alyMTHOMO
YPOBHSA aHTUTEJ K Karcy/1bHOMY rosmcaxapuiy MHeBMOKOKKa (aHTU-SPP I8G; = 7 Ea/mn) nian HapacTaHUU KOHLeHTpaumm
aHTU-SPP I8G = 2 pa3 yepe3 4 Hep nocse BaKUuMHaLUuu. YpoBeHb aHTU-SPP IG JeTeKTMpoBau ¢ NoMoLLblo MMMYyHopep-
MEeHTHOro aHaiunsa. PesynbTtatbl. B vcciefoBaHue 6bl1 BKIOYEHbI 53 nayneHTa (27 geBoyek) B ctagum pemuccnn clOMA
n 25 (16 geBovyeK) — B cTaanu akTMBHOM 601€3HM, MeanaHa Bo3pacTa coctaBuaa 13,3 u 10,8 roga, Tounnmsymab/KaHaKu-
Hyma6 nonydanmn 43/10 u 18/7 60/1bHbIX COOTBETCTBEHHO. Yepes 4 Hes nocae BaKUMHaLUuMu MUHUMa bHbIA 3Ha4YUMbIH YpO-
BeHb aHTU-SPP IgG n aByKpaTHoe yBenndeHne ypoBHSA aHTU-SPP IgG 6binn 3apmkenpoBaHsl y 49/53 (92%) n 32/53 (60%)
naymeHToB ¢ clOMA B ctagmnn pemuccuu, a Takxke 'y 22/25 (88%) n 18/25 (72%) naumeHToB B cTaaun aKTMBHOIo 3a60-
JleBaHnsi COOTBETCTBEHHO. MIMMyHoreHHocTb [MKB13 y 60/bHbIX CHOMA B cTagun pemuccum n akTMBHOro 3abosieBaHus,
a cpeau nocnegHux — y UCXO0AHO rnoayvaBLIMX U He nosny4aBlmx TUBI, He pa3nauvanack. 3akadeHue. VIMMmyHu3aums
NKB13 no3BosSieT JOCTUYb 3alyUTHON KOHLIEHTpaLmn aHTUTeN Yy 60/bLUMHCTBA naLmMeHToB ¢ ctOMA geTckoro Bo3pacta BHe
3aBUCUMOCTM OT cTagmm 60/1€3HM M npeluecTBytolen Tepanumn MBIT.

Knro4yeBble c/noBa: MHEBMOKOKKOBAsI BaKLMHa, CUCTEMHbIN OBEHWU/IbHbIA UAMONATUYECKUI apTPUT, reHHO-UHIKEHEPHbIE
6uosiornyeckue npenapartbl, TOUMIN3ymMao, KaHaknHymab, MUMMYHOreHHOCTb, aHTU-SPP IgG

Ana yntupoBanus: Anexkceesa E.W., BanbkoBa [./[., JBopsikoBckas T. M., Ucaesa K.b., JeHucosa P.B., MamyTtoBa A.B.,
Yomaxuasze A. M., PagbirnHa T.B., 3y6kosa W.B., TkaueHko H.E., ®etucoa A.H., JlomakunHa O.J1., Opnoa 4.0., Kypayn M. K.,
[otbe M.C., KpexoBa E.A., lUnHraposa M. LLl., TankuHa O.T. SdHEKTMBHOCTbL MHEBMOKOKKOBOW MOMMCaxapUaHON KOHbIOTU-
poBaHHOW aacopbupoBaHHOM 13-BaneHTHOW BaKLUMHbI Y 60/bHbIX CUCTEMHBIM OBEHW/IbHBIM MAMONATUYECKUM apTPUTOM,
NoJly4atoLMX reHHO-UHXEHEPHbIE BUONoOrMyecKkue npenapatbl (TOLUIU3ymMab i KaHakKnHyMab): MPOCNEeKTUBHOE KOrOPTHOE
uccnepoBaHue. Boripockl coBpemeHHou neanatpumn. 2020; 19 (3): 190-199. doi: 10.15690/vsp.v19i3.2114




OBOCHOBAHME

CUCTEMHbIA OBEHWUbHBIN MAMOMNATUHECKUN apTPUT
(ctOMA) — aytoBocnanuTenbHoe 3abonieBaHWe, XapaKTepu-
3yloweecs 6bICTPONPOrpeccMpyoiMM Te4eHneM 1 Hebna-
ronpusaTHbIM NporHo3om [1]. B natoreHese ctOUA 3ameTHylo
pofib UrpaeT rmnepnpoayKLns MHTepnenkuHos (IL) 1 n 6
aKTMBMPOBaAHHbIMU Makpodaramu [2]. MpumeHeHne y 60nb-
HbIX CKOMA MOHOKNOHaNbHLIX aHTUTeN K IL 13 (KaHaKuHy-
Mab) 1 peuentopy IL 6 (Tounnndymab) no3sonseT 4obuTbes
MHOYKUMKU pemuccum 6onee yem y 50% naumeHToB, a Tak-
YK€ CHUXEHUS pUCKa NeTanbHOro ucxoga 6onesHun [3-5].
OpHaKo Takue pesynbratbl e4eHUs MOryT ObiTb [AOCTWUr-
HYTbl TONIbKO MPW AUTENIbHOM MPUMEHEHUU TEHHO-UHXKe-
HEepHbIX 6uonornyeckux npenapatos (FMBI), 4T0, B CBOIO
oyepeab, acCOLMMPOBAHO C BbICOKUM PUCKOM pPa3BUTUSA
MHODEKUMOHHBIX OCNOXHeHUn [4, B]. MocnegHne aBnAgoTCA
Haubonee YyacTbiM Tpurrepom o6ocTpeHms ctONA 1 Takoro

BaKUMHaLMK NPOTUB NMHEBMOKOKKa y AeTen, 60nbHbIx CHOUA,
noaTBepXKaeHa Ha npumepe 7-BaneHTHOM MHEBMOKOKKO-
BOW KOHblOrMpoBaHHOW BakuUMHbl (MKB7) n 23-BaneHTHOM
nonucaxapuaHon BakuwuHbl (MMNB23) [11, 12], Toraa Kak
MMMYHOreHHOCTb 13-BaNeHTHON NMHEBMOKOKKOBOW BaKLMHbI
(MKB13) ocTaetcs Hendy4yeHHoON. BmecTe ¢ Tem B HEGO/bLLMX
nccnefoBaHUAX C y4acTveM B3PochblXx 60/bHbIX peBMaTo-
WAHbIM apTpuToMm [13] U feTer C BEHWIbHBIM apTPUTOM
[14], nony4aBLUIMX aTaHEPLIENT B KA4YE€CTBE MOHOTEPanuu Un
B COYETAHUMU C METOoTpeKcaToM, NoKasdaHo, 4yto MNMKB13 nuHay-
UMpyeT 3HaYuMoe YyBeNMYeHue TUTpa MNHEBMOKOKKOBbIX
aHTuTen. loxoxkme peaynbraTbl NOSYYEHbl NMPU U3YYEHWUU
UMMyHOreHHocTH MKB13 y 60/ibHbIX CUCTEMHOW KpacHOWM
BOMYaHKOM [15] U cUCTEMHbIMUM BacKynuTamu [16].

Llenb uccnepoBaHua: nsyyntb adpeKTmBHocTb NMKB13
y nauueHtoB ¢ clOMA npu nevyeHMn MOHOKIOHaNbHbIMM
aHTMTENnaMun K peuentopy IL 6 (toumnusdymab) wnm IL 1B

YU3HEYrpoXatolero OC/NOXHEHUd, KaK remodarouuntap- (KaHaKnHymaob).
HbIM CUHAPOM [6].
OAHUM U3 MHPEKLMOHHbBIX OCNOXHEHWW Y MNaLMEHTOB, METOAbI

nonyyarowmnx MBI, aBnaeTca NHEBMOKOKKOBas MHOEK-
umna [7]. EULAR (European League Against Rheumatism) [8],
ACR (American College of Rheumatology) [9] u IDSA (Infectious
Diseases Society of America) [10] pekomeHAayloT NPOBOANUTb
BaKLIMHALUMIO NPOTUB NMHEBMOKOKKA BCEM [ETAM, MNoJyyato-
MM MMMYHOCYMpPECCUBHble MnpenapaTtbl. MMMYHOreHHOCTb

Aun3aitH uccnegoBaHus
[MpoBeaeHoO NPOCNEKTMBHOE KOFOPTHOE UCCel0BaHME.
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YcnoBusa npoBegeHus
Ona yyactma B uMccnegoBaHuM npurnawanu 60/b-
Hbix CHOMA, rocnuTanuM3uMpoBaHHbIX B MNepuoa C OKTS-
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Anna V. Mamutova?, Aleksandra M. Chomakhidze?, Tatyana V. Radygina?, Irina V. Zubkova?!, Natalia E. Tkachenko?,
Anna N. Fetisova?, Olga L. Lomakina?, Yanina 0. Orlova?, Mariya K. Kurdup?, Marina S. Gautier?, Elizaveta A. Krekhova?,
Meyri S. Shingarova?, Olga P. Galkina2
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Efficacy of Pneumococcal Polysaccharide Conjugate Vaccine
(13-valent, Adsorbed) in Patients with Systemic Juvenile
Idiopathic Arthritis Treated with Genetically Engineered Biologic
Drugs (Tocilizumab or Canakinumab): Prospective Cohort Study

Background. Immunological potency of 13-valent pneumococcal vaccine (PCV-13) in children with systemic juvenile idiopathic
arthritis (SJIA) is still unstudied. Estimates of the genetically engineered biologic drugs (GEBD) effects on pneumococcal vaccination
results also remain controversial. Objective. The aim of the study was to explore the PCV-13 efficacy in patients with SJIA and who is
on treatment with monoclonal antibodies against interleukin 6 receptor (tocilizumab) and interleukin 8 receptor beta (canakinumab).
Methods. The study included patients under the age of 18 with SJIA in remission or active form of disease vaccinated with PCV-13.
The vaccine was administered in single dose of 0.5 ml intramuscularly in patients on treatment with GEBD or 3 weeks before
GEBD administration for the first time (for patients with active disease). Vaccination was considered effective at achievement of
the minimum protective level of antibodies to capsular polysaccharide of pneumococcus (anti-SPP IgG; = 7 U/ml) or increase
of anti-SPP IgG level = 2 times in 4 weeks after vaccination. The anti-SPP IgG levels were measured with enzyme immunoassay.
Results. The study included 53 patients (27 girls) in remission of SJIA and 25 (16 girls) in active disease. Median age was 13.3 and
10.8 years respectively. Tocilizumab/canakinumab was administrated in 43/10 and 18/7 patients respectively. Minimum significant
anti-SPP IgG level and two-fold increase in anti-SPP I8G level were recorded in 49/53 (92%) and 32/53 (60%) patients with SJIA in
remission, as well as in 22/25 (88%) and 18/25 (72%) patients in active disease respectively. PCV-13 immunological potency in
patients with SJIA in remission and in active disease (in those who were initially administrated and who did not receive GEBD) did
not differ. Conclusion. PCV-13 vaccination allows to achieve protective antibodies level in most of the patients with SJIA in children
population regardless of the disease stage and the history of GEBD administration.

Key words: pneumococcal vaccine, systemic juvenile idiopathic arthritis, genetically engineered biologic drugs, tocilizumab, canakinu-
mab, immunological potency, anti-SPP I8G
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OpuruHanbHas cTaTbs

6ps 2017 no pexkabpb 2019 r. B cneunannu3anpoBaHHoe
peBMaTonornyeckoe otaeneHne HauuoHanbHOro Mepgu-
LIMHCKOro uccnegoBarefibCKoro ueHtpa (HMWL) 3popoBbs
neten (MockBa). JlabopaTopHble nUccneaoBaHus NPoBOANIU
Ha 6a3e KIMHWKO-AMarHoctTMyeckon naéopatopun HMULL
300poBba aeten (MockBa).

Kputepum cootBeTcTBUA

Kputepumn BKoYeHus

B wnccnepoBaHue BKAoYanu 60/bHbIX CtOUA B cTaguu
pemMuccumM UM akTUBHOro 3abofieBaHUs B Bo3pacTe A0
18 nert, BakUMHMpoBaHHbIX [MTKB13.

Kpuntepun HeBK/IlOYEHHUS:

® HenepeHOCMMOCTb KOMMOHEHTOB BaKLMHbl B aHAMHES3E;

® MeyeHo4YHas n/mMnun novyeyHass HeJoCTaTOHHOCTb;

* HEBMOKOKKOBasi BaKUMHaLMS B TedeHne 3 eT A0 BKIIO-
YeHUs B UCCNeA0BaHKE;

® [pPWU3HAKK Tekyuien ocTtpon uHPekuun JIOP-opraHoB
W/WUNu bixatenbHblX MyTEN.

OnucaHue KpUuTtepueB COOTBETCTBHS

[OunarHo3 clOMA yctaHaBnuBanu no Kputepusam ILAR
(International League of Associations for Rheumatology)
[17], pemuccuio ctOMA — B COOTBETCTBUM C KPUTEPUAMM
C. Wallace [18]: oTcyTcTBME Y NaLMeHTa CYyCTaBOB C aKTUB-
HbIM apTPUTOM, NMXOPaAKKU, CbiMKW, CEPO3UTA, CreHoMera-
nvn, numdoageHonaTnMmn, akTMBHOCTM 6GOMIE3HU MO 06Len
OLleHKe Bpayva ¢ nomolybio 100-MmM BM3yanbHOW aHaNoroBon
WwKanbl (BAL), npu yTpeHHen cKoBaHHOCTU < 15 MUH 1 HOp-
ManbHbIX 3HAYEHMUSX CKOPOCTK ocedaHms apuTpouuntoB (COJ)
n C-peaktnBHoro 6enka (CPB). Ha ¢oHe nexkapcTBeHHOW
Tepanun peMUCCHUIO yCTaHaBAMBaNK, ecim 601bHOM COOTBET-
CTBOBAaJ BCEM MEPEYUCNEHHbBIM BbllIE€ KPUTEPUSIM B TeYEHME
6 mec noapsia. Ctaguio aKTMBHOIO 3abosieBaHMA GUKCUPO-
BaM MPU HaNMYMWM CyCTaBHOMO CUHAPOMA, YTPEHHEW CKO-
BAHHOCTU ANMUTENBHOCTLIO > 15 MWH, CUCTEMHBIX NposiBie-
HWW 3a6oneBaHns 1 N1abopaTopHbIX MPU3HAKOB aKTUBHOCTH
60ne3Hu (nosbiweHne COI, KoHueHTpauun CPb, depputnHa
CbIBOPOTKM KPOBU, YBEIUYEHUE YMCNa NENKOLIMTOB KPOBM).
Mepen BaKLMHaLMER NPOBOAWIN KIMHUYECKUI aHann3 Kpo-
BU. Bce nauuneHTbl GbiM KOHCYNBTUPOBAHbI MMMYHOIOrOM
M OTOPUHOSTAPUHIONIOrOM.

BaKuMHaLMa NMHEBMOKOKKOBOM NofiMCaxapuaHON KOHb-
lorMpoBaHHOM agcopbupoBaHHOM 13-BaneHTHOW (Kancynsp-
Hble nonucaxapuabl 13 cepoTMnoB MHEBMOKOKKa — 1, 3,
4,5, 6A, 6B, 7F, 9V, 14, 18C, 19A, 19F n 23F) BaKuUWHOM
(MpeeHap 13, «[eTpoBakc ®apm», Poccus) npoBoamnach
OfIHOKpaTHO, B Ao3e 0,5 M, NOAKOXKHO, Ha ¢poHe Tepanuu
OCHOBHOro 3aboneBaHus, BKIOYaBLWen TouMnnsymad unum
KaHakuMHymab, nMbo 3a 3 Hef Ao HasHayveHus TMBI Bnep-
Bble (y NMaLUMEHTOB B CTagMuM aKTUBHOro 3aboneBaHus).
XpaHeHWe BaKLMHbl OCYLLECTBASIOChL B OTAENEHWM BaKLM-
Honpodunaktukn HMUWL, 3gopoBbs aeten (MockBa) B cOOT-
BetctBMM ¢ CI 3.3.2.3331-16 «YcnoBus TpaHCNOpPTUMpOBa-
HUS W XpPaHEHUS MMMYHOOMONOTMYECKUX NEKAPCTBEHHbIX
npenapaToB». BakunHauus npoBoaunacb Ha 6e3B03Me3[-
HOM OCHOBE.

Ucxopabl uccnepoBaHua

OcHOBHbI€ NOKa3aTe/Iu UcciefoBaHUs

BakuunHauuio cyntann apodeKTMBHOW MNpu OBHapyKe-
HUU B CbIBOPOTKE KpoBM nauueHToB ¢ cOMA (pasgenbHo
y nauMeHToB B dha3e peMmnccum U akTMBHOIO 3aboneBaHmns)
MWHUManbHOIO 3alMTHOrO YPOBHSA WK YBENMYEHMS = 2 pa3

(OT MCXOZHOr0) TUTPa aHTUTEN K Kancy/bHOMY nosmcaxapuay
NHEBMOKOKKa (aHTU-SPP IgG) Yyepes 4 Hep nocne BaKuuHa-
unn NMKB13. Mepuroa oTcnexxmBanus (4 Hep) BoiGpaH B COOT-
BETCTBMU C peKomeHzaumamu [19].

MmmyHopepMeHTHbIN aHann3 (MPA)

B3stMe 06pa3uLoB KPOBWM Yy YYaCTHUMKOB WMCCNedoBaHMUA
NPOBOANAN B A€Hb BaKLMHaUMKU K Yyeped 4 Hep nocne Hee.
KpoBb B 06beme 5 mn 6panu U3 BeHbl, MOMeLLanu B Npo-
OWPKM C ITUNEHAMAMUHTETPAYKCYyCHOM KucnoTton (SATA)
W BblAEPXKMBANM NPU KOMHATHOM TemnepaTtype B TeyeHue
30 MMH B BEPTMKaNbHOM MOSIOXKEHUU. 3aTemM MNPOOUPKK
ueHtpuoyrmposanm npu 2000 06./MUH Ha MNPOTAKEHUM
10 mMuH. O6pasubl CbIBOPOTOK nomewianu B anneHgopodb
(Deltalab S.L., Ucnanus) n 3amopaxunsanu npu —80°C (ULT
Freezer, Haier, Kutan) gns nocneayrouiero xpaHenus. Nepen
npoBefeHNeEM WUMMYHODEPMEHTHOrO aHanu3a o6pasLbl
CbIBOPOTOK pa3mMopaXkMBanu Npu KOMHaTHOM TemnepaType,
nepemellnBanu HECKOSIbKO CeKyHa Ha BopTeKkce (Vortex, Bux-
peBoi cMecuTenb) U LeHTpudyrnposanu npu 2000 06./MUH
B TeyeHne 10 MuH. [ins TecTa ucnonb3oBanu o6pasLibl CbiBO-
pPOTKKU B pa3BeaeHun 1:101.

YpoBeHb aHTU-SPP IgG petekTvpoBanu npuv NOMOLUM
Ha6opa EIA PCP IgG (TestLine Clinical Diagnostics, Yexus).
HWXHWI nopor YyBCTBMTENbHOCTM Habopa (COrNacHO UHCTPYK-
UMM npousBoanTens) coctaBaseT 2 Ea/mn (npu pesynbra-
Te HUXe nopora 4yBCTBUTENbHOCTU YKa3biBanu MOIOBUHY
3Ha4veHus nopora), KoabduUMeHTbl BapuaLmu (cornacHo
MHCTPYKUMK npoussogutenst) — 3,8% (intra-assay) u 8,1%
(inter-assay). ®ukcaumio pesynstatoB MDA (MHTEHCUMBHOCTb
OKpallMBaHMA B pPEeaKLMOHHbIX SYerKax) OCYLLeCTBASNMU
C nomMoulblo nNnaHuweTHoro puaepa Infinite 200M (Tecan,
AcTpus) npu 450 HM. Onpegensnu CymMMapHbIM YPOBEHb
aHTn-SPP IgG K cepotnnam 1-5, 6B, 7F, 8, 9N, 9V, 10A, 11A,
12F, 14, 15B, 17F, 18C, 19F, 19A, 20, 22F, 23F, 33F.

MuHUManbHbIM  3aLWKUTHBIM YyPOBHEM aHTU-SPP 1gG
y nauuneHToB ¢ cOUA cuutanu 3HaveHnua = 7 Eg/mn (ycnoBHO
3alUMUTHBIN YPOBEHb A/19 340POBbIX UL, COMAaCHO MHCTPYK-
LMK npoussoauTena tecta, coctasnget 1 Ea/mn =1 mr/n).

JAononuutenbHble NoKasaresu uccaegoBaHus

[ONONHNUTENBHO N3YyYanu UBMEHEHHUE:

a) 4acToTbl C/lydyaeB OCTPOW pecrnupaTopHOn HMHOEKLUU

(OPW);

6) ocnoxHeHHbIXx dopm OPU;
B) 4acToTbl W MPOAO/IKMUTENBHOCTU aHTUOaKTepUanbHOM

Tepanuun OPU;

r) 4acToTbl OTMeHbI TMBIT.

[ns Bcex NnoKasaTtesnen M3MeHeHUe OLEeHMBaIn Kak pas-
HWLLY 3Ha4YeHMI NoKa3aTens B nepuoj 6 Mec Ao M nocne BaK-
UMHaUUKU. YKa3aHHble UCXOAbl PErMCTPUPOBanu no pesynb-
TaTaM OYHOro onpoca poautenen aeten, 60nbHbIX COUA,
B [€Hb BaKLUMHaAUMK U Yepel3 6 Mec nocne ee NpoBeeHus.
CBefileHns, NonyYeHHbIe OT poaUTeNen, JONONHSANN JaHHbIMU
M3 MEAMLMHCKOW [AOKyMeHTauuun (ambynatopHble KapTbl).
Ann3ogamu OPU cuutanu cnydyan noBbIWEHWUS TemnepaTypbl
Tena > 37°C B COYETAHUM C NPU3HAKAMKU pecrnupaTopHOmn
MHPEKLMM (HACMOPK, Kalenb, 60/b B ropse), OCNOXHEHUS-
M OPU — cnyyvaun nHodekumin JIOP-opraHoB (OTUTbI, CUHYCK-
Tbl, TOH3UANUTbI, AAEHOUANTBI) U/UIN HUKHUX AbIXaTeNbHbIX
nyten (6POHXUTbI, THEBMOHUW).

bezonacHocTb BaKLUmMHaLumm
Be3onacHOCTb BaKLMHAaLMK OLEHUBaANN N0 YacToTe pas-
BMTWS MOOOYHbIX MPOSBAEHUH nocne nmmyHuzaumu (M),



3aperncTpupoBaHHbix B TedyeHMe 30 MWH (HemMedneHHble
Mrrun), v 3atem — Ha NpoTsKEeHUM 4 Hep nocne UMMYHMU-
3auuu, BKIOYAA MPUCOEAMHEHUE WMHTEPKYPPEHTHbIX 3a60-
nesaHun. MMMAU KnaccubuumMpoBanu Ha Nerkne u cepbes-
Hble. K nerkum MMMY oTHOCKMAW MECTHbIE (TMNepemMus, oTek
B MeCTe MHbEKLUMU) U obuwue (nogbeM Temnepatypbl Tena)
CUMNTOMBbI; K cepbe3HbiMm [MIMNIMN — cnyyan cmepTtu, passu-
THE XMU3HEYrPOXKAIOLWMX COBLITUI, a TaKKe UHbIX COCTOSHUN,
TpebylowWwmnx NPOANEHNS rocnuTann3aumm (BKIto4as obocTpe-
HWE OCHOBHOroO 3ab0fieBaHUS) UK NPUBEALWUX K CTOMKOM
WKW 3HAYUTENbHOW HETPYAOCNOCOGHOCTU IMGO MHBANWAHO-
cTu. O6ocTpeHnem clOMNA cumMTann BO3MOXKHOE MOSIBAEHME
nocne BaKLMHaLMW CUCTEMHbIX MPOSBNIEHUI 3a6oneBaHus
(nnxopagka, cbinb, TMMdpoageHonaTus, renatocnieHomera-
nns), 060CTPEHNS CYCTAaBHOIO CMHAPOMa, NoBblleHWE nabo-
paTopHbIX MOKa3aTefieh aKTMBHOCTM 3aboneBaHus (COJ,
NIEMKOLMTbI, TPOMOOLUMTBEI KPOBM, KOHUeHTpaunsa CPb, ¢ep-
pPUTUHa CbIBOPOTKKU KPOBM). Pernctpaumio u oueHky MMMHA,
BO3HUKLIMX Cpa3y Moc/ie BaKLMHaLMK, a TaKKe B TeyeHue
4 Hep nocne ee NPoOBeEAEHMS, BbINOAHAN NeYallmin Bpau.

AHanus B noarpynnax

Mcxoabl uccnepgoBanus y naumeHtoB ¢ clOMA B cTagum
aKTMBHOro 3aboneBaHUs U3y4unun B noarpynnax, copmu-
pOBaHHbIX N0 Npu3HaKy Tepanuun MNMBI B npownom (4o BakK-
LIMHALMK), COOTBETCTBEHHO, Y 60JbHbIX, nonyvyaslumx MBI
Ha MOMEHT BaKuUMHaLUuK, n tex, komy MBI 6bin Ha3HaveH
BMepBble Nocne BaKUMHALUNUN (<HauBHbIE»).

CTaTucTMyecKue npouegypbl
MpuHUKNbI pacyeTa pasamepa BbIOOPKHU
Pasmep BbIGOPKM NpeaBapuTeNibHO HEe PacCUYUTbIBaNCs.

CratucTtnyeckue MeToabl

AHann3 OaHHbIX BbIMOMHEH C UCMOJIb30BAHWEM MaKeTa
cTatucTuyeckux nporpamm SPSS, v. 15.0 (SPSS Inc., CLUA).
OnucaHne KOMMYECTBEHHbIX MOKa3aTtenen MnpousBeaeHo
C yKazaHueM mMeamaHbl (25-i; 75-1 NpoLEHTUIN) UK, Npu
onucaHun KoHUeHTpaLuun aHTu-SPP IgG, ¢ ykazaHuem cpej-
HEero reoMeTpuM4yecKoro 3HavyeHus M CTaHAapPTHOro OTKIO-
HeHusi. PasHuLYy W OTHOLIEHWE MOKas3aTeNnen CBSA3aHHbIX
BbIOGOPOK OMUCbIBaNuU ¢ yKkazaHueM 95%-ro oBepuTebHOro
nHTepBana (AN). NameHeHne KoMYeCTBEHHbIX NoKa3aTenen
B KJIMHMYECKMX rpynnax (6onbHble ctOUA B dase pemuccuu
WIN aKTUBHOro 3aboneBaHus A0-Mocne BaKUMHaLMK) aHa-

NU3MpoBann ¢ NpumeHeHuem t-kputepusa CrbtogeHTa and
CBfiI3aHHbIX BbIOOPOK (CpaBHMBanW pacnpegeneHve nora-
PUOMUPOBAHHbBIX 3HAYEHWUM KOHLIEHTpauun aHTu-SPP IgG),
KayeCTBEHHbIX MOKa3aTenel — C UCMoNb30BaHUEM KpuTe-
pusa Mak-Humapa. CpaBHeHnne noarpynn (6onbHble ctOMA
B da3e aKTMBHOro 3abosieBaHud, nosyyasBlliMe U He Mnony-
yaBwwue MBI No KONMYECTBEHHBIM MOKa3aTenaM BbINos-
HEHO npu nomolm t-kputepus CTblogeHTa A9 He3aBUCUMbIX
BbIGOPOK C MOMpaBKOM Levene npu HepaBeHCTBE AMucnep-
CWM, NO Ka4eCTBEHHbLIM MOKa3aTtensmM — C UCMNOoNb30BaHWeM
TOYHOro Kputepusa Puwepa. Bce npuBogmMMble p-3HAYEHUSA
OCHOBaHbl Ha ABYCTOPOHHUX TecTax. Pasnuung cyntanu cra-
TUCTUYECKM 3HaYMMbIMK Npu p < 0,05.

9THyecKan aKkcnepTusa

MpoTtokon uccnegoBanusa (N2 15) onobpeH JlIoKanbHbIM
aTnyecknm Komutetom HMWLL 3gopoBbsa aetern MuHsapasa
Poccun (MockBa) B okTa6pe 2017 r. Nepen Havanom uccneao-
BaHWs poauTENN BCEX AETEN U IeTH B Bo3pacTe = 15 net noa-
TBEPAUIN CBOE y4yacTue NMUCbMEHHbIM MHMOPMUPOBAHHbLIM
[106POBO/bHBIM COrlacuem.

PE3Y/IbTATbI

Y4yacTHUKK uccnepoBaHusA

B uccnepoBaHue BKAYMAM 53 naumeHta B cTaguu
nexkapcTBeHHon pemuccun ctOMA u 25 — B cTagumn aKTUB-
HOW 6ones3Hn. bonee NONOBUHbLI NALMEHTOB B Kaxaow rpyn-
ne 6blJN KEHCKOro nona, B Bo3pacte Ao 7 net — 12 (23%)
n 7 (28%), crapwe 14 netr — 21 (40%) n 8 (32%) 601bHbIX
cooTBeTcTBEHHO. Y 40% peten ¢ clOMA amarHoctmpoBanu
XpoHuyeckne JIOP-3aboneBaHus, y Kaxaoro naAToro npu
MUKPOBMONOrMYECKOM UCCNEAOBaHUM HOCOMOTOYHOM CAU3K
BbiCEBanacb NatoreHHass mMukpodnopa. AHaMHecTUYecKas
XapaKTepucTuka 60MbHbIX, ONMCaHne Tepanun M nabopartop-
HbIX MOKa3aTefNel Ha MOMEHT BaKUMHaLWMW NpeacTaBeHbl
B Tabn. 1. Ha MOMeHT BaKuuHauuu unun yepes 3 Hea nocne
ee npoBefeHnst 60/bMHCTBO NaLMEHTOB (B rpynne «HauBs-
HbIx» 601bHbIX CKOMA 6 13 8) nonyyanu Toununnsymab.

B rpynne nauuneHToB ¢ clOVA B dase aKTMBHOro 3abo-
NIeBaHUS CUCTEMHbIE MPOSIBNEHUST 601e3HM HA MOMEHT BaK-
UMHaumMm oTmeyeHbl y 14 (56%), cbinb — y 12 (48%),
nuxopagka — y 9 (36%), numdbageHonatma — y 5 (20%),
renatomeranusa — y 8 (32%), cnneHomeranua — y 4 (16%),
NMHEBMOHUT — Yy 1 (4%), CMHOPOM aKTUBaLMWM MaKpoda-
roB — y 3 (12%), acentnyecknin Hekpo3 — y 1 (4%) (Tak-

Ta6nuua 1. XapaktepucTvka nauneHTos ¢ ClOMA, BKIOYEHHbIX B UCCNefoBaHne

Table 1. Characteristics of patients with SJIA included in the study
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Mokasarenu clOUA, pemuccus (n = 53) clOUA, akTUBHBIN (N = 25)
Mon (eHckuw), abe. (%) 27 (51) 16 (64)
BoapacT, roabl 13,3(8,3;15,0) 10,8 (6,3; 14,9)
BoapacT gebiota ctOUA, roabl 4,0(1,9; 8,6) 5,3(2,3; 8,9)
[OnuTtenbHOCTb 3a60/1eBaHuUs, Mec 65 (27; 108) 23 (8; 64)
[OnnTenbHOCTb PEMUCCUM, MEC 27 (6; 53) -
XpoHunyeckue JIOP-3aboneBaHua™*, aée. (%) 22 (42) 10 (40)
MaToreHHas ¢dnopa HocornoTkM**, aée. (%) 8(15) 7 (28)

Tepanus oo BaKunHauuu, abe. (%)
e [KC nepopanbHo 20(38) 10 (40)
e [KC BHyTPUBEHHO 36 (68)
e [KC BHyTpuCycTaBHOE BBeAEHWE 10 (19) 6 (24)
e MeToTpeKcat 34 (64)
® LMKIOCNOPHH 25 (47)
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Ta6nuua 1. [MpogonxeHne

lNMokasarenu clOUA, pemuccus (n = 53) clOUA, akTuBHbIN (N = 25)
Tepanusa Ha MOMEHT BaKLMHaUun*** a6c. (%)
® MeToTpeKcaTt 15 (28) 8(32)
®  LMKNOCMNOPUH 6(11) 6 (24)
e [KC nepopanbHo 7(13) 8(32)
° TOLMNIN3YMAO 43(81) 18 (72)
® KaHaKnHymab 10 (19) 7 (28)
JlabopaTtopHble NOKa3aTen Ha MOMEHT BaKLMHaLMUK
e CO3, MM/4 2(2;4) 5(2; 23)
*  nerKouuTbl, X109/n 6,8 (5,7;8,2) 7,3(6,2;11,2)
* TpoM6OLMTLI, X109/ 285 (236; 323) 319 (265; 430)
o heppuTUH, Hr/Mn (n = 29/17) 18 (12; 27) 129 (62; 266)
e CPB, Mr/n (n=9/16)***x* 3,2(2,3;6,6) 7,0(1,9; 39,2)
L]

reMornobuH, r/n 133 (124; 146) 117 (110; 136)

lpumedaHne. cCOMA — CUCTEMHbLIN IOBEHUNbHBIM MaMonaTudyeckun aptput, TKC — rnokokopTukocteponbl. CO9 — CKopoCTb ocefaHus
3apuTpounToB, CPb — C-peaKTUBHbLIN 6eN0oK. * XpOHUYECKUE afeHONANT, OTUT, PUHOCUHYCUT U/UNN TOH3UANKUT (MO pe3ynbTatam onpoca
poauTenen n u3y4eHus MeauLMHCKON JOKyMeHTauun). ** Acinetobacter junii, Klebsiella pneumoniae, Staphylococcus (Staphylococcus
aureus, Staphylococcus haemolyticus, Staphylococcus spp.), Enterococcus faecium, Streptococcus pyogenes, Candida. *** Y 60/1bHbIX
clOMA B dpasze akTMBHOro 3abonesaHus, Bnepsble nony4nswmx N'MBM (n = 8), Tepanus TounIM3ymaboM UnuM KaHakMHymabom Bbina HavaTta
Yyepes 3 Hej nocne BakuMHauuu. ¥*** Y 44 (83%) n 9 (36%) 60nbHbIX KOHLUeHTpaLusa CPB 6bina pasHa 0,5 Mr/n; Npu pacyete 3Ha4eHum
KONIMYECTBEHHOI O NOKa3aTtens 371 JaHHble He Y4UTbIBaIUCh.

Note. ctOUA (SJIA) — systemic juvenile idiopathic arthritis, TKC — glucocorticosteroids. CO9 — erythrocyte sedimentation rate, CPBb (CRP) —
C-reactive protein. * Chronic adenoiditis, otitis, rhinosinusitis and/or tonsillitis (according to the results of the parents survey and the study
of medical documentation). ** Acinetobacter junii, Klebsiella pneumoniae, Staphylococcus (Staphylococcus aureus, Staphylococcus
haemolyticus, Staphylococcus spp.), Enterococcus faecium, Streptococcus pyogenes, Candida. *** In patients with active SJIA who received
genetically engineered biologic drugs for the first time (n = 8), therapy with tocilizumab or canakinumab was started in 3 weeks after
vaccination. **** The CRP level was 0.5 mg/I in 44 (83%) and 9 (36%) patients; these data were not taken into account when calculating
quantity values.

e y ogHoro 6onbHoro ctOMA B dase pemwuccuu), muan-
ma — y 4 (16%). bone3HeHHOCTb B cycTaBax OOHapyXeHa
y 3 (6%) n 16 (64%) naumeHtoB ¢ ctOMA B dase pemuc-
CUM W aKTMBHOro 3abofieBaHusl, MPUMyXWWe cycTaBbl —
y 4 (8%) n 14 (56%), orpaHMyeHMe OBUKEHWW B CyCTa-
Bax — Yy 7 (13%) n 17 (68%), akTuBHbIN apTpuT — y 1 (2%)
n 13 (52%) cooTBETCTBEHHO. HeHyneBble 3HaYeHWUs obLewn
OLIEHKM COCTOSAHUA 3a0poBbs No wKane CHAQ (Childhood
Health Assessment Questionnaire) 6bl11 3aPpUKCUPOBaHbI
y 1 (2%) n 15 (60%), OLEeHKN aKTUBHOCTM 60NE3HMU Bpaiom

no 100-mm BAW — y 1 (2%) u 18 (72%), OLLleHKM aKTUBHO-
CTU 60Ne3HU NauMeHTOM (poauTenem y aeTen B BO3pacTe
o 12 net) no BAW — y 1 (2%) n 18 (72%) 60/bHbIX B ABYX
rpynnax COOTBETCTBEHHO.

OcHOBHble pe3ynbTaTbl UCCNEA0BaHUA

Yepes 4 Hep nocne BaKUMHALUKU MUHUMaSbHbIA 3Ha4YK-
MbI TUTP aHTU-SPP 1gG (= 7 Ea/mn) 6bin 3aduKcHMpoBaH
y 60nblUnHCTBA NauneHTos ¢ ctOUA (Tabn. 2). OgHaKo ¢ yye-
TOM TOrO YTO MUCXOAHO MUHUMasbHbIM 3HAYUMBbIN YPOBEHb

Ta6nuua 2. JuHamuKa KoHueHTpauuun aHTn-SPP 1gG y nauneHToB ¢ ctOWA v gocTuxeHne MUHUManbHOro 3alUTHOMO U ABYKPaTHOrO
noBblWeHUs ypoBHSA aHTU-SPP IgG yepes 4 Hep nocne BakumHaumu NKB13
Table 2. Dynamics of anti-SPP IgG level in patients with SJIA and at achievement of the minimum protective level and two-fold increase

of anti-SPP IgG level 4 weeks after PCV-13 vaccination

Mokasatenu clOUA, pemuccus (n = 53) clOUA, akTuBHbIN (N = 25)*

AHTU-SPP IgG, Ea/n

® WCXOAHO 13,7 (3,5) 11,2 (3,4)

° yepe3d 4 Hep 45,9 (2,8) 48,9 (3,4)

e OTHOWweHMe (95% W) 3,4(2,6-4,3) 4,5(2,9-7,2)
P < 0,001 < 0,001

OCHOBHbI€ NOKa3aTeNun uccnefoBaHusa

AHTU-SPP IgG = 7 Ea/mn, a6e. (%)

® UCXOAHO 32(60) 16 (64)

* yepe3 4 Hep 49 (92) 22 (88)

° pasHuua (95% AN) 32,1(19,5-44,6) 24,0(7,3-40,7)
p 0,001 0,031

AHTU-SPP I1gG = 2 pa3 (4epe3 4 Hepn), abc. (%) 32 (60) 18(72)

e 95% M 47-72 52-86

lpumedaHne. ONucaHne KONMYECTBEHHbIX NMPU3HAKOB BbINONHEHO C YKa3aHWEM CPefHEro reOMeTPUYECKOro 3HaYeHUs U (419 KOHLEeHTpaLmm
aHTU-SPP IgG) cTaHAapTHOrO OTKNOHEHMS (YKa3aHo B CKOOKax). * B o4HOM cnyyae ncxofHas KoHUeHTpauus aHTu-SPP IgG 6bina HuxKe nopora
YyBCTBUTENIbHOCTU Habopa ang NPA (npu aHanuse ykasbiBaiu Nos0BUHY 3HAYEHWUS Nopora YyBCTBUTENBHOCTH).

Note. The quantitative indicators were described with mean geometric value and (for anti-SPP I1gG concentration) standard deviation

(in brackets). * In one case the initial anti-SPP IgG concentration was below the sensitivity threshold of the set for enzyme immunoassay
(half of the sensitivity threshold value was indicated in the analysis).



aHTU-SPP 1gG npucyTcTBOBan y NofioBUHbI 6OMbHBIX, HOBbIE
cnyyau TaKoro noBbllEHWUS BbINKU BbIBIEHb! NULb Y 24—32%
BaKLUMHUPOBAHHbIX. [lByKpaTHOE YyBeIU4YeHUe cofeprKaHus
aHTN-SPP IgG 3apernctpupoBaHo 60nee 4eM y MONOBUHbI
nauueHToB B Kaxkaow rpynne. Mo OCHOBHbIM MoKasaTensim
ncecneaoBaHmsa rpynnbl NaLMEHTOB C Pas3HOM aKTMBHOCTbLIO
clOUA He pasnunyanucb (Bo Bcex cnyyasx p > 0,25).

[AononHuTtenbHblie pe3ynbTaTbl UCCNIEA0BAHUA

OcTpble pecrnupaTopHblie MUHPEKLUHU, OC/IOXKHEHUS

U aHTHGaKTepHua/ibHasl Tepanus

B TeyeHne 6 mec 4o BaKUMHaLMK XOTA 6bl OAUH 3MN307]
OPW 6bin 0OTMEYEH MOYTU Y BCEX YHACTHUKOB UCCIeA0BaHus,
0oCNnoXHeHuss OPU — y 28—-47%, NnpuMeHsaAnn aHTUbaKTepu-
anbHble npenapatbl 0Kono 70% 60onbHbIX (Tabn. 3). B Teve-
HMEe 6 MeC nocne BaKuMHauMK OOoNs AeTen, nepeHeclmnx
OPW 1 nx OCNOXHEHUS, a TaKKe MPUMEHSBLUMX aHTUOaKTe-

puanbHble npenapatbl ana nedyeHnsa OPU, 3aMeTHO CHU3U-
nacb B 06eux rpynnax. CTaTUCTUYECKMN 3HAYUMBIX Pa3anyni
MeXay rpynnamu naumMeHToB ¢ pa3HoM aKTMBHOCTbIO CHOMA
no yactote cny4aes OPU, ocnoxkHeHnn OPWU, yacTtoTe 1 npo-
[OJIKMTENIbHOCTU aHTMGaKTepUanbHOW Tepanuu B TeYyeHue
6 Mec nocse BaKLUMHaLMW He YCTaHOBIEHO (BO BCEX ClyYasx
p > 0,10).

OtmeHa MBI

B TeyeHne 6 mec nocne BaKuUMHaLMKM B 06eunx rpynnax
nauveHToB ¢ cOMA TUBI oTMeHsAn pexe (B CpaBHEHWUM
C NoKaszaTtenem B TeyeHue 6 MeC A0 BaKLMHaLUMW; cTaTu-
CTUYECKM NoATBEpXKAeHO Ans nauueHtoB ¢ cOMA B dase
pemuccum) (cm. Tabn. 3). Npu 3ToM B Te4eHUe 6 mec nocne
BaKLUMHAUMK B rpynne nauueHToB, NpMBUTLIX B Ga3e pemuc-
cun clOMA, TUBM 1 pa3 otmeHanu y 21 (54%) na 39,
2 pasa —y 15 (38%), = 3 pa3 (makc.— Ao 6 pa3) —y 3 (8%)

Ta6nuua 3. OPU, ocnoxHeHnsa OPU, aHTMGaKTepranbHasa Tepanusa u otTMeHa MBI y nauneHToB ¢ ctOUA B TeyeHne 6 mec [jo 1 nocne

BaKuuHauum NMKB13

Table 3. ARI, complications of ARI, antibacterial therapy and cessation of GEBD in patients with SJIA for 6 months before and after PCV-13

vaccination

Mokasarenu

clOUA, pemuccusa (n = 53)

clOUA, aKTUBHbIN (N = 25)

OcTpble pecnupaTopHbie UHPEeKL UK, aéce. (%)

6 Mec A0 BaKLMHaLUK 53 (100) 24 (96)
6 Mec nocne BaKuMHaLuu 38(72) 14 (56)
PasHuua (95% AM) 28,3(16,2-40,4) 40,0 (20,8-59,2)
p 0,002
OCNOXXHEeHUA OCTPbIX pecnUupaTopHbiX MHGEKL Ui, abe. (%)
6 Mec A0 BaKLUMHaLUK 25 (47) 7 (28)
6 Mec nocne BaKuMHaLuu 10 (19) 2(8)

PasHuua (95% An)

28,3 (13,2-43,4)

20,0(0,8-39,2)

p 0,001 0,125

AHTUGaKTepuanbHasa Tepanus, aée. (%)

6 MecC 4o BaKuMHaUUK 37(70) 17 (68)
6 Mec nocne BaKuuMHauuu 16 (30) 4 (16)
PasHuua (95% AMN) 39,6 (24,5-54,7) 52,0(26,9-77,1)
p 0,001 0,002
MpoAoMKUTENBHOCTL aHTUGAKTEPUaIbHOW Tepanum, cyT*
6 MecC 4o BaKuMHaLUUK 10 (7;14) 7(7;14)
6 Mec nocne BaKuMHaLuu 0(0;7) 0(0; 0)
PasHuua (95% W) 7(7-10) 7(6-14)
p 0,001 0,004
OtmeHa N'MBM, a6ce. (%)**
6 Mec Ao BaKuUMHaLMUK 50 (94) 13/17 (76)
6 Mec noce BaKuuHaLuu 39(74) 9/17 (53)
PasHuua (95% M) 20,7 (7,6-33,9) 23,5(-7,1...54,2)
p 0,007 0,289

lNpumeyvarHune. TMBI — reHHO-UHXeHepHble GUoNorMyeckne npenapatbl. * PaccyMtaHo 4nsa nuu, nonyyaBlUMX aHTUGAKTEPUabHble
npenapatbl (X0Ts 6bl OAUH 3NU30[4) B TeYeHne 6 Mec A0 BaKLMHaLMK. ** B rpynne 60nbHbIx CKOMA nokasatenb paccuutaH ans 17 60NbHbIX,
nony4yaBlumx paHee M'MBI. B rpynne «HanBHbix» Mo MTMBI 60nbHbIX B Te4eHWe 6 Mec nocne BaKLuuMHaluMu (NpenapaT Havyanu NpuMeHaTb
yepes 3 Hep nocne BaKkunHaumm) 06 otmeHe M'MBIT (xoTa 6bl 04MH 3nM304) coobLmnam B 6 U3 8 cnyvaes.

Note. MBI (GEBD) — genetically engineered biologic drugs. * Calculated for persons who received antibacterial drugs (at least one
episode) for 6 months before vaccination. ** In the group of patients with SJIA the indicator was calculated for 17 patients who previously
received GEBD. GEBD withdrawal (at least one episode) was reported in 6 out of 8 cases in the group of «naive» GEBD patients within

6 months after vaccination (the drug was administrated in 3 weeks after vaccination).
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nauveHToB. B rpynne geten, UMMYHW3WPOBaHHbIX B dase
aKTMBHOro 3abonesanus, N'MBI 1 pa3 otmeHsnn y 14 (88%)
n3 16, 2 paza — y 2 (12%) 60nbHbIX. CymmMapHoO B rpynne
nauneHToB, nNpuBuTbiX B dase pemuccun ctOMA, B Teve-
HWe 6 Mec A0 BaKUMHauUuK 6bino oTMeyeHo 115 ann3onos
oTmeHbl MBI, B TeyeHne 6 mec nocne BakuuHaunu — 64;
B rpynne nauveHToB, MMMYHU3WPOBaHHbIX B Ga3e aKTUBHO-
ro 3a6oneBaHus (6e3 yyera «HauBHbIX» 60MbHbIX CHOUA), —
37 »n 18 3n13040B COOTBETCTBEHHO. CTATUCTUYECKM 3Ha-
YUMbIX Pa3NUYMK Mexay rpynnamu 6GO0JbHbIX C Pa3HOW
aKkTnBHoOCTblO ClOMA no 4actoTe cnydyaeB oTMeHbl MBI
B Te4YeHne 6 Mec nocne BaKUMHALUMK He 3aPUKCMPOBAHO
(p > 0,25).

MoGouHble NPOSIBIEHUS NOcNe UMMYHU3aLUKU

Bo BpeMsa BakuuMHauuu M B TedeHue 4 Hep NOCTBaAKLM-
HaNbHOrO nepuoJa BCE YYACTHWKWM WCCNefoBaHUs Haxo-
OWINCb Ha cTauMoHapHOM nedeHuu. HemeaneHubie TMMMA
pazsunucb y 22/53 (41%) 6onbHbix cOMA, NpUBUTLIX
B Nepuoj pemuccun, ny 7/25 (28%) — B nepnos akTMBHOro
3aboneBaHusa (Tabn. 4). Hanbonee 4acTbiIMM peakLMUSIMU
Ha BaKUMHaUMIO GblIM OTEK WM/UNKN GONE3HEHHOCTL B MecTe
MHbeKunn — y 19/53 (35%) n 7/25 (28%) neten cootBeT-
CTBEHHO. JluxopagKa (temnepatypa Tena = 37°C) B Te4yeHue
3 cyT nocne BaKUMHaUKUKU 3apernctpupoBaHa y 9/53 (16%)
n 6/25 (24%) 60nbHbIX, = 38°C — y 2/53 (3%) n 3/25
(12%), runepemua B obnactu UHbeKUMM — y 6/53 (11%)
n 4/25 (16%) cooTBeTCTBEHHO. Bce anu3onbl nnxopanku

KynnpoBanucb 6€e3 IeKapCTBEHHOM Tepanuu B TedeHune 3 cyT
nocre BakUMHaLuu.

Ha cnegyouwme cyTku nocne BakuuHauum y 1 60/bHO-
ro ctOMA B daze pemuccuun (Tepanus ToUUIN3yMaboM)
6blN0 3apernctpupoBaHo cepbe3Hoe [MMIMN — obocTperHune
3aboneBaHua ¢ remodarounTapHbIM CUHAPOMOM Ha QoHe
NIAaTEHTHO MNpoOTeKalolero naHcuHycuta. lemodarountap-
HblH CUHAPOM KynupoBanu BBELEHWEM [eKcameTa3oHa
(20 Mr/mM2 B cyT C MOCTENEHHbIM CHUMEHWEM), MaHCUHY-
CUT — Ha doHe aHTMOaKTepuanbHON Tepanun (LedTpruakcoH
1,0X2 paza/cyr).

AHanus B nogrpynnax

B Havane nccnepgoBanuns yposeHb aHTU-SPP 1gG B cbiBO-
POTKE KpoBW Obln Bbiwe Yy nauueHtoB ¢ clOMA B dasze
aKTMBHOro 3aboneBaHus, He MOy4YaBLWWX HA MOMEHT BaK-
umHaumm T'MBIM (tabn. 5). Yepes 4 Hea nocne BaKuMHaLWUM
(y naumeHToB, He nonydaBwmx ucxoaHo MBI, yepes 1 Hep
nocne Hayana Tepanuu) yKasaHHOe passiMyuMe COXpaHu-
nocb. BMecTe ¢ TeM KpaTHOCTb MOBbIWEHUSA KOHLEHTpauuu
aHTK-SPP IgG B pesynbraTe BaKuMHaLWKW B CpaBHWBaAEMbIX
rpynnax 6bina conoctaBUMOW. MUHUMaNbHbIN 3alUTHbLIN
TMTPp aHTN-SPP 1gG (= 7 Ea/mn) 6bin1 3adUKCMpPOBaH y BCeEX
neten, He nonyyaBlwmx MBI v NpuBKUTLIX B ha3e aKTUBHOIO
3ab0/1eBaHMs, KaK UCXOAHO, TaK M Yyepes 4 Hef nocne uMmy-
Hu3aumun NMKB13. B rpynne nauuneHToB ¢ ctOWA, nonyyasLumx
MBI 1 BaKuMHUMPOBaHHbLIX B da3e aKTMBHOro 3aboneBa-
HUS, K KOHLUY 4-i Hef nocne BaKuuHauMK A0NS UL, C MUHU-

Ta6nuua 4. HactoTta pa3BuT1s NOGOYHbIX NPOSIBNEHMI NOCNE UMMYHU3aLMKU, 3apEerMcTPUPOBaHHbIX B TedeHne 4 Hea nocne BeBeaeHus NMKB13
Table 4. Frequency of adverse effects registered within 4 weeks after PCV-13 vaccination

Mokasatenu clOUA, pemuccus (n = 53), % (95% AWN) clOUA, akTUBHBIN (N = 25), % (95% AWN)
Nerkune MMNNA 42 (29-55) 28 (14-35)
® OTeK/60/1e3HEHHOCTb B MECTE MHBEKLUK 36 (24-49) 36 (20-55)
® runepemusi B Mecte MHbeKL MU 11 (5-23)
* nMxopafKa (TemnepaTtypa Tena = 37°C) 21 (12-33)
Cepbestble MMMA 2(0,3-10) 0

lpumedanue. MMMN — No604HbIE NPOSBAEHUS NOCIE UMMYHU3ALMKN (BCE MEANLMHCKUE COOBITUS, MECTHbIE (0TEK/G0NE3HEHHOCTb,
runepemMus B Mecte MHbEKLMK) U 06LLMeE (TMXopajiKa), BO3HUKLUKE B TeYeHWe 4 Hep nocne BBeaeHns BakuunHbl NMKB13; nogpobHee

cMm. pasaen «MeToabl»). Bo Bcex cnyvyasx npMBeaeHo 3HayeHne 4acToTbl COObITUI 1 95% M, 4ucno cobbiTUi NPUBEAEHO B TEKCTE.

Note. MMNMN — adverse effects (all medical events, local (edema/soreness, injection site hyperaemia) and general (fever) occurring within
4 weeks after PCV-13 vaccination; see Methods for more information). In all cases the event rate value and 95% Cl are given, the number

of events is given in the text.

Ta6nuuya 5. YposeHb aHTU-SPP IgG B cbIBOPOTKE KPOBM y 601bHbIX CFOMA ncxoaHo v vyepes 4 Hef nocne BakuMHaumm NMKB13
Table 5. Anti-SPP IgG level in serum of patients with SJIA initially and in 4 weeks after PCV-13 vaccination

clOUA, aKTUBHbIA
Mokasatenu p
UcxopgHo Ha Tepanumu TUBM (n =17) | UcxopaHo 6e3 T'UBI (n = 8)

AHTU-SPP IgG, Ea/n

®  KCXOAHO 7,4(3,1) 27,2 (2,5) 0,013
° yepes 4 Hep 31,5(3,3) 124,2 (1,7) 0,001
° oTHOLWeHwue (95% ON) 4,5(2,4-8,3) 4,6 (2,1-10,3) 0,967
AHTU-SPP IgG = 7 Ea/mn, a6ce. (%)

®  UCXOAHO 8 (47) 8 (100) 0,022
e yepes 4 Hep 14 (82) 8 (100) 0,527
AHTU-SPP I1gG = 2 pa3 (4epe3 4 Hepn), abc. (%) 12 (71) 6(75) 1,000

MpumeyaHme. OnucaHne KoNMYeCTBEHHbIX MPU3HAKOB BbINOHEHO C YKa3aHWeM CPEAHEro reoMeTPUYECKOro 3HAYEHNs U (41 KOHLIeHTPaLMK

aHTK-SPP IgG) cTaHAapTHOrO OTKIOHEHMS (YKa3aHo B CKOOKax).

Note. The quantitative indicators were described with mean geometric value and (for anti-SPP I1gG concentration) standard deviation

(in brackets).




MaflbHbIM 3alLMUTHbIM TUTPOM aHTUTEN yBenmyunacb Ao 82%.
KpaTHOCTb MOBbIWEHNS KOHLEeHTpaunn aHTu-SPP 1gG, paBHO
KaK v oons nuu ¢ ABYKPaTHbIM NoBblleHneM aHTu-SPP I1gG
K KOHLUY 4-# Hea nocne BaKuMHalumW, B CpaBHUBAEMbIX rpyn-
nax CTaTUCTUYECKU HE pa3NnYvasmncCh.

OBCYXAEHUE

Pe3iome 0OCHOBHOIro pe3ynbTarta uccjiefoBaHus

BaKunMHauua NHEBMOKOKKOBOM MOSIMCAaxapuAHON KOHb-
IOrMpoOBaHHON aAcopbupoBaHHOM 13-BaneHTHOM BaKLMHOM
nauuneHToB ¢ ctOMA, nonyyaslmx M'MBI (Tounnmusymab/KaHa-
KWMHymab), conpoBOXaanacb AOCTUXEHWEM MWHUMaNbHOro
3awmTHoro Tutpa IgG K KancynbHOMy nonvcaxapuiy fnHeB-
MOKOKKa WX [ABYKPaTHbIM MOBbLILEHWEM YPOBHA aHTUTEN
6onee 4yem y 50% nauueHToB. B TeyeHne 6 mec nocne
BaKLUMHALMN OTMEYEHO CHUXKEHMWe 4acToTbl pa3sutua OPHU,
B T.4Y. OC/IOXXHEHHbIX GOPM, a TaKKe 4YacTOTbl Ha3Ha4yeHus
W ANUTENBHOCTU NPUMEHeHUa aHTubaKTepuanbHbIX Npenapa-
TOB, oTMeHbl MBI (B rpynne 60MbHbIX, BAKLUMHUPOBAHHbIX
B dase pemuccum ctOUA). MMM (MecTHble 1 obuune) oTme-
YeHbl Y KaXkaoro Tpetbero 6onbHoro ctOMA, B 60MblUMHCTBE
cBOeM — nerkue. TonbKo B OAHOM cny4yae 3adpUKCUpPOBaHO
Cepbe3HOEe KU3Heyrpoxatolwee ocnoXxHeHne (obocTpeHune
clOMA), noTpeboBaBlLee MEAULIMHCKOrO BMeLLATENbCTBA.

OrpaHuyYeHusa uccnepoBaHusa

O4HO3HAYHO OLEHUTb COMOCTaBMMOCTb BbIGOPKM HACTO-
AlWero ncecnegoBaHus ¢ obuen nonynsunen 6onbHbix ctOMA,
nonyyatowmx M'BI1, 1, COOTBETCTBEHHO, reHepann3yemMocTb
NoNlyYeHHbIX Pe3yNbTaToB BaKUMHALMKU C MPUMEHEHWEM
NMKB13 HeBo3MOXHO. U xoTa B Poccun Bepetcss peructp
nauveHtoB ¢ ctOMA [20], crneumanbHbii aHann3 (onuca-
HWUe) noAarpynnbl nauneHToB, nonydatowmx MBI, paHee
He NpoBoAnCS.

B wccnegoBaHMKM B KadecTBe MapaMeTpoB MMMYHHOM
3allnTbl YYUTbIBANM ABa: MUHUMabHbIV 3aWWUTHbLIA YPOBEHb
aHTU-SPP 1gG 1 aByKpaTHOEe ero nosbllleHne Yyepes 4 Hep
nocne BakuMHaUMK. WM TOT M ApYron mMcxoabl MOryT 6biTb
MCMONb30BaHbl B KAYECTBE KOHEYHbIX TOYEK UCCNedoBaHUM
MMMYHOIEHHOCTU BaKLUuH [21]. BmecTe ¢ TeM HEU3BECTHO,
06YCNOBAMBAIOT /IN 3TU UCXOAbl CHUXKEHUE PUCKA Pa3BUTUS
NMHEBMOKOKKOBOW MHOEKUMN Y 60/bHbIX CKOMA, x0T Ha npu-
Mepe NMHEBMOKOKKOBOM BaKUMHaUMK AeTen B 0OLWen nony-
NALUMK 3TO HEe BbI3blBAET COMHEHUI [22]. 3aecb HEO6X0AMMO
OTMETUTb, YTO B HACTOSILLEM UCCNEeAOBaHUN Mbl HE U3y4anu
UMMYHOIr€HHOCTb BaKLMHbI B OTHOLIEHWWN OTAEbHbIX CEPOTH-
noB Streptococcus pneumoniae.

CHuKeHune vactoTel OPU nocne BakuumHauumu (M, COOT-
BETCTBEHHO, 4acTOTbl pa3BUTUSA OCNOXKHEHU OPU 1 Ha3Ha-
YyeHus aHTMbaKTepuanbHOW Tepanuu) MOXKET UMETb che-
ayloumne ob6bsicHeHMs. IPDEKTUBHOCTb MHEBMOKOKKOBOM
BaKUMHaLMW OLeHMBanach, B T.4., no cnydaam OPU (BKto-
Yyas OCNOoXKHeHMUs), 6e3 A0NONHUTENbHOIO U3YHEHUS CllyYaeB
3ab0neBaHui, BbI3BaHHbIX S. pneumoniae. o aton npwu-
YMHE HEBO3MOXHO OAHO3HAYHO CBA3aTbh PaKT BaKUMHALMK
C yMeHblueHrem Jonu geten, nepeHecwmx OPU B TeyeHue
6 Mec nocne MMMyHM3auuK. HeobXoaMMO TaKkKe Y4WTbl-
BaTb, YTO Yy AeTeNn, BaKLMHUPOBaHHbIX B nepunoa ¢ deBpans
Mo WIOHb, U3 NpPeabIayLMX 6 Mec ABa UKW TPU NPUXOAUNNCH
Ha 3UMHKWE Mecsilpbl, He6GnarononyyHble B 3NUMAEMUONOrM-
YEeCKOM OTHoleHNN. COOTBETCTBEHHO, Y TaKMUX AeTen 3abo-
neBaemMocTb B npeablaywime 6 Mec [JoMKHa OblTb Bblle,
a y BaKUMHUPOBAHHbLIX B aBrycTe-agekabpe — HUXKe, Yem
B nocnegywoume 6 mec. B nepBom cnydae 3T0 MOXET ObiTb
NPUYUHOW NEPEOLIEHKNU BNWUAHUS NMHEBMOKOKKOBOW BaKLM-

Hauuu Ha YactoTy OPU 3a cyeT ecTecTBEHHOW oTpULaTeNb-
HOWM IMHAMUWKKN 3a60/1eBAaEMOCTH, BO BTOPOM — HE0OLLEHKMU.
B HacToseM nccneaoBaHuu B nepuoa ¢ pespans no UioHb
Obl1 BaKuMHMpoBaH 51 (65%) n3 78 6onbHbIX CIOUA, T.e.
y 6GONblUMHCTBA GOJMbHbIX, BK/OYEHHBLIX B MCCledoBaHue,
addeKT BakUMHauuun Ha YyactoTy OPU 1 cBsizaHHble COObITUSA
MOr OblTb MEPEOLEHEH.

Mo AaHHbIM NPOBEAEHHOr0 HamMK UCCnefoBaHUsA HEBO3-
MOMHO OLEHUTb 4acTOoTy BO3HWKHOBEHWSA OTHOCWUTENbHO
pefkux (< 1/100) nnn o4veHb pepkux MMMU (< 1/1000).
3T0 HEOBXOAMMO YYUTbIBATb MPU IKCTPANONSLMM NPeacTaB-
JIEHHbIX HaMu pe3ynbraToB No 6e3onacHocTh MKB13 Ha Bcto
nonynsiumo 6onbHbIXx CHOUA.

06cyXaeHue OCHOBHOro pe3ynbraTa UucciefoBaHua

[MTHEBMOKOKKOBas BaKLMHALMUA CyWECTBEHHO CHWXa-
€T 4YacTOTy MHBA3MBHbIX MHEBMOKOKKOBLIX 60/e3Hen [23].
O6o6uwasn peaynbratbl MEXAYHapOAHbIX MWCcCnefoBaHWM
N pEKOMEHAaLMM, MOXKHO C YBEPEHHOCTbIO cenaTb BbiBOA
0 MonoXKuTEeNbHOM 3ddeKTe BaKUMHaALMUKM NPOTUB MHEBMO-
KOKKa y 60nbHbix CtOUA [23]. OgHaKo COMHEeHUs1 Bpayen
B 6€30MaCHOCTM BaKUMHaLMK NaLMUEHTOB C ayTOMMMYHHbIMM
3a60n1eBaHMAMM, PAaBHO KaK M APYrux 60/bHbIX C UMMYHOE-
dGUUMTOM WMAK nonyYaloWmMX UMMYHOAEMPECCAHTbI, a TaKxKe
OTCYTCTBME YETKOro anroputMa AencTBusa B NOAOBGHbLIX CUTY-
aumMsax NPUBOAAT K TOMY, 4TO MEAULMHCKME PaBOTHUKM 4YacTo
OTKa3blBAOTCS OT BaKLMHALMK «CNOMXHbIX» NauMeHToB [24].

PesynbraThl NPOBEAEHHOr0 HaMW UCCNeaoBaHUS corna-
CyloTCsl ¢ pe3ynbratamu nccnegosaHma VISARA, B KOTOpoOM
6bl10 NoKasdaHo, 4to [MNB23 uHAayuMpoBana MMMYHHbIN
OTBET Yy NALMEHTOB C PEBMATOMAHBIM apTPUTOM, NOyYaBLUMX
TouMNM3ymab B KOMOMHALMKW C METOTPEKCATOM, B TOWM e
Mepe, 4TO M Yy NauMeHTOB Ha MOHOTepanun MeToTpeKca-
ToMm [25]. B Hawewm unccnegosaHuun NMKB13 y 60nbHbIx ctOUA
B ®a3e aKTMBHOro 3a6oneBaHust B YCIOBUAX IEHEHUS MOHO-
KNOHaNbHbIMKW aHTUTENaMu K peuenTtopy IL 6 (Tounnnusymab)
n L 1B (KaHaKMHymab) UMMYHOSIOTMYECKM Oblia CTOMb e
adpdeKTMBHA, KaK U y «HaumBHbIx» no MBI nayneHTOB
(38% M3 KOTOpbIXx nonyyanu meToTpekcat). C apyron cro-
POHbI, 3TO NPOTUBOPEYUT AaHHbIM O HEraTUBHOM BUSHWUM
MBI Ha nMmmyHoreHHocTb MKB7 wm MMNB23 npu nx npume-
HEHWM Y B3POC/bIX NAUMEHTOB C PEBMATOMAHbLIM apTPUTOM
[26-28]. B cBs131 C 3TUM OblIN BbiICKa3aHbl NPeanoioKeHus
0 Lienecoo6pa3HOCTU peBaKUMHaLMK Kaxable 3 roga, Toraa
KaK B MHCTPYKLMK MO MPUMEHEHWUIO BaKLMHbI GUrypupyeT
5-netHun mnHTepsan [28]. CyllecTBYIOT TaKXe peKomeHja-
umm CDC (Centers for Disease Control and Prevention,
CLUA) n ESCMID (European Society of Clinical Microbiology
and Infectious Diseases, EBpona) ans aeTten, MNOXKWbix
M MauMEeHTOB BbICOKOMO PUCKa pPa3BUTUS MHEBMOKOKKO-
BOW MHDEKUMU, BKIKOYAIOWME NO3TanHyo MHEBMOKOKKOBYIO
BaKuuHauumio: ycunernve MKB13 ¢ nomowebio MMNB23 npwu
BBE/IEHWM NOCNIEAHEN C MHTEPBANIOM He MeHee 8 Hef Mexay
ABYMS BaKUMHaumamu. MccnegoBaHusa B o6LLen nonynsumm
[29, 30] u ¢ yyacTMem nauUMEHTOB C BMPYCOM MMMYyHOOe-
dunumTa yenoseka [31] nokasanu, YTO KOMOGUHMPOBAHHas
BaKLUMHALMS YCUNIMBAET UMMYHHbIV OTBET. [TOXOXUIN pe3ynb-
TaTt 6bl1 NPOAEMOHCTPUMPOBAH B PaHAOMW3NPOBAHHOM
KOHTPOJIMPYEMOM WCCNEA0BAHUN C y4acTUEM MNaLMEHTOB
C peBmMaTouiHbiM apTputoM [32]. BbiO YCTaHOBMIEHO, YTO
KOMOGWHMPOBAHHaA BaKLUMHaLMA (MepBUYHAs BaKUMHaLMA
MKB13 c BBeaeHneM vepes 16—24 Hepn MMNB23) no3sonset
06UTbCS AOCTAaTOYHOrO MMMYHHOrO oTBeTa 4Yepe3d 4 Hef
no4ytn y 90% naumneHToB, NoayyatoLmMx CUHTETUYECKHNE N BUO-
nornyeckne 6onesHbmoandULMpyoLLMe NPOTUBOPEBMATH-
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yeckue npenapatbl. Bmecte ¢ TeM 0TMeYeH HedoCTaTOUYHbIN
UMMYHHbBIA OTBET Yy MaLWMEHTOB, MOAyYaBLIKMX PUTYKCHMAO
[32]. OonrocpoyHble MccCneaoBaHWUA MEPCUCTEHLMMU TYMO-
panbHOro oTBeTa M UMMYHONOTMYECKOW NaMaTh y B6ONbHbIX
C peBMaTM4yeckMMu 3aboneBaHUsMM Mocfie MHEBMOKOK-
KOBOM BaKUMHaUMK He npoBoannmcb. Bce Bbilienepeyunc-
NIeHHOEe CBMWAETENLCTBYET O HEOOXOAMMOCTM AanbHEMNLLMX
nccneaoBaHuim BAUSHUS PEXMMOB OMONOrMYECKON Tepanuu
M pas3nuyHbIX CXeEM BaKUMHALMKU (OO0/nocne Ha3HayYeHus
'MBIM) Ha nMmmyHoreHHocTb MMKB13 y fetei ¢ peBmatoua-
HbIM apTPUTOM.

B wuccnepoBaHun 3PpOEKTUBHOCTM M 6GE30MACHOCTU
NMKB13 u MMNB23 y 68 nauyueHtoB ¢ CAPS-cuHOApOMOM
(pernctp CONFIDENT), nonyyaBLlKUX KaHaknHymab, y 2 nauu-
€HTOB Nocfie MUMMyHM3aLuuKM MaHubecTupoBanan CUMNTO-
Mbl, COOTBETCTBYIOLME CUCTEMHOMY BOCMASIEHUIO, B CBA3M
c peaktuBaumen CAPS [33]. B cBoux BbiBOgax aBTOpbI
ncenegoBaHua otmeTtunu, yto NMKB13 u MMNB23, B otanyune
OT BaKLMH, NpUMeEHSEMbIX AN8 NPoduNakTUKM CTONBHSKa,
andTepum U rpunna, MOryT Bbi3BaTb TsXKeNble MeCTHble
MU CUCTEMHble peaKumu y naumneHtoB ¢ CAPS, nonyyatouimx
KaHakMHymab. BmecTe ¢ TeM aBTOpbI CYMUTAIOT, YTO Yy NaLu-
eHToB ¢ CAPS TKB13 moxeT 6biTb 605ee 6e30nacHomn
no cpaBHeHuto ¢ MMNB23 (sce MMMWN 6b1IM 3apernctTpupoBa-
Hbl UMEHHO Mnocne npuMeHeHusa nocnegHen) [33]. B Hawem
uccnefoBaHMM y OAHOMO nauuMeHTa nocne BaKuuMHauuu
3adMKCHPOBaHO 00OCTpPeHWE 3abofieBaHWs C Pa3BUTUEM
remModarountTapHoro cuHapoma Ha ¢oHe NaTeHTHO npoTe-
Kalollero naHcuMHycuta. B cBA3W ¢ 3TUM AN MUHUMKU3aLUK
puckoB ob6ocTpeHuss ctOMA MoXKeT 6biTb PEKOMEHAO0BAH
NMOWCK 04aroB XPOHUYECKON MHDEKLMKU (OCMOTP OTOPUHONA-
puHronora, KOMnNbtoTepHas ToMorpadus NPUAATOYHbIX Nasyx
HOCa M NIerkuX) U UX caHauusa nepen BaKuuHauMen. Takxe
cnepyet y4uTblBaTb, YTO MHEBMOKOKKOBbIE aHTUIE€Hbl COAEep-
wat nauradgbl TLR2 n TLR4, KoTOpble MOryT MHAYLMPOBaTb
obocTpeHne 60M1e3HU Yy MNalMEeHTOB, FEHETUYECKU CKIIOH-
HbIX K rMnepaktuBauuun nHdnammacom [33]. TeM He MeHee
B 2019 r. EULAR BHecna 0GHOBNEHUS B peKOMeHaaLuu,
cocTosIlMe B CTPOrMX NMoKaldaHWsaX HeoOGXOAMMOCTU BaKLM-
HaLMK NPOTUB NMHEBMOKOKKA BCEX NaLMeHTOB, MoayyYatoLmx
MMMYHOMOAaBASAOLLYIO Tepanuio (CTeneHb AoKasaTenbHO-
ctu Ib-1ll; cuna pekomeHaaunn B—C) [34].

3AK/TIIOYMEHME

BakuuHaumns getent ¢ ctOMA NMKB13 B ycnoBusx neyeHus
MOHOK/IOHaNbHbIMKW aHTUTENnaMu K peuentopy IL 6 (Touu-
nm3ymab) u IL 13 (KaHakuMHymab) conpoBoXjanacb LOCTHU-
EHMEM MUHUMAaNbHOro 3alMUTHOrO0 W/WAKW ABYKPaATHOro
MOBbIWEHUSA TUTPa aHTUTeN y GOMblUMHCTBA MaLWEeHTOB.
MmmyHonornyeckas addeKtuBHocTb MKB13 y 60bHbIX
clOMA ¢ aKTMBHbIM 3a60neBaHUEM, UMMYHU3UPOBAHHbIX
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Ha ¢oHe W Ao uHuumnaumn Tepanuun MBI, 6bina conocTa-
BMMOW. [locne NMHEBMOKOKKOBOW BaKLUMHALMK MNaLMeHTOB
¢ clOUA oTme4eHOo cHUMKeHne YacToTbl OPU, B T.4. OCNOX-
HEHHbIX GOPM, a TaKKe YacToTbl Ha3HaAYEeHUS U JIUTENbHO-
CTU MPUMEHEHUST aHTUGaKTEePUaSIbHbIX MPenapaToB, OTMEHbI
MBI, MMNMA (B 60NbLIMHCTBE CiyYaeB — JIerKUE U MeCT-
Hble) nocfe BaKLUWHaLMKW BO3HWMKAIOT Yy KaXKAOro TPETbEro
6onbHoro ctOMA.

UCTOYHUK ®UHAHCUPOBAHMUSA

BakuuHa MKB13 6bina npuobpeteHa 3a CYeT cpeacTB
pernoHanbHON O6LECTBEHHON OpraHM3auun «Jlura copen-
CTBMS KIMHUYECKUM WUCCNefOoBaHMAM M 3aliuMTe npaB yyacT-
HUKOB papmaLeBTUYECKOro pbiHka» (MockBa). OpraHu3auus
He yyacTBOBana B MNaHMPOBAHWKM U NPOBEAEHWU HACTOS-
Lero uccneaoBaHus, a TakKe B MOArOTOBKE M Ny6nnKauum
cTaTby.
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O6ocHoBaHue. CemeliHasa cpegnseMHomMopcKas anxopaaka (CCJ1) — camoe pacrnpocTpaHeHHOe MOHOreHHOe ayToBocCnas -
Te/ibHOe 3abosieBaHNe, Hanbosiee 4acTo BCTpeYaloLleecs cpeamn TypoK, eBpeeB, apMsiH, apaboB M HapoAHOCTEN, MOCTOSTHHO
npoxuBatoLmnx B 6accerHe CpeansemHoro mops. 4o 2016 r. KpbIMCKUX TaTap He paccMaTpuBalIn KaK nonyasymio, B KOTo-
povi BcTpeyvaeTcs CC/l. Lenb nccnegoBaumsa — onucatb TedeHme u ucxodsl CCJ1y aeten KpbIMCKO-TaTapCKOM HalMOHas b-
HocTu. MeTtogbl. N3yyanu aaHHble MCTOpUI 60/1e3HU AeTer B Bo3pacTte A0 18 net ¢ anarHo3om CCJ1, BepupuLmpoBaHHbIM
B cooTBeTCTBMU C KpuTepusmu Eurofever/PRINTO 2019 r. Y Bcex naunMeHTOB OLeHMBaIU XapaKTepnucTuKkm aebiota 601e3HM
Ha MOMEHT OCNEAHEr0 BU3UTa B KIIMHUKY, & TakKe 0Co06eHHOCTH Tepanuu. Pe3ynbTatbl. MegmnaHa Bo3pacTa NoCTaHOBKU
anarHosa CCJ1 coctaBuna 9,5 (4; 14) net, BpeMeHun OT NepBbIX KIMHUYECKMX MPOSIBAEHMI [0 MOCTaHOBKM AnarHo3a —
5,5 (2; 9) net. OCHOBHbIMM KAMHUYECKUMM nposiBaeHusiMu CCJ1 6binn: 1nxopaaKka n apTpmt (n = 16), poxkenogo6Hble BbiChbl-
nanuns (n = 9/16), neputoHuT (n = 8/16), nneBput (n = 1/16). Y Bcex 60/1bHbIX 6bl apPTPUT KOJIEHHOro, y 4/16 — Ta3o6es-
peHHoro cycTaBa. Y 12 peten B febiote CCJ1 guarHoCTmpoBasn OCTPYIO PECTIMPATOPHYIO MHPEKUMIO, Y 2 — rnpope3biBaHue
3y608B, ABOE 60/1bHbIX HAabt0AaINCh C AMarHo3oM «fOBeHUIbHbIN apTpuT». Y 14/16 nayneHToB 06HapyeH BapnaHT M694V
reHa MEFV (B roMo31rotTHoM coctosiHum — y 3), o ogHoMmy ciayqato — BapuaHtel M680I n V726A. Poautenn 8/16 naymeH-
TOB COCTOS/1M B 6JIM3KOM POACTBE (4BOIOPOAHBIE M TPOKOPOAHbIE POACTBEHHUKM). HENEpEeHOCUMOCTb KOJIXMLMHa Bblia 06Ha-
pyKeHa y 2/16, pe3nucTeHTHoCTb — y 4/16. [eHHO-uHKeHepPHbIe 6rnonorudeckne npenapatsl (FTMBI1) nonydaam 6 naymeHToB
(KaHaKknHymab — 4, Tounnndymab — 2). Tepanus KoaxmumHom m/mamn MBI 6bina npmu3HaHa 3pGeKTMBHOM (YMEHbLIEHNE
4acToTbl, MPOJOIKUTENILHOCTU U CTENEHN BbIPaXKEHHOCTU MPUCTYNOB, HOPMaan3auns 1abopaTopHbIX NPU3HAKOB aKTHB-
HocTh 60/1€3HM) y BeeX 60/1bHbIX. 3akatoyeHue. Cpeamn 60/1bHbIX CCJ1 KpbIMCKO-TaTapCKoN HalyMoHa bHOCTH rpeobiajatoT
reTepo3nroTHbIe HOCUTE/IM NaToI0rM4ecKoro BapmaHta M694V reHa (81%), B KIMHUYECKON KapTUHE JOMUHNUPYIOT INXOPas-
Ka u aptput. TUBIT nony4an Kaxkabir Tpetui 60bHon. Tepanus MBI Bo Bcex ciyqasix bblia 3pOeKTUBHOMN.

Knro4yeBble cnoBa: feTH, ceMeriHas cpean3eMHOMOPCKas InXxopasKa, KpbIMCKUeE TaTapbl, NepuoandecKas imxopaaxa, ayro-
BOCMannTesbHble 3a60/1eBaHus

Ans yntupoBanus: orosa O. B., UBaHoBckum C. B., JlaryHosa H.B., TymakoBa A.B., Koctuk M. M. Te4yeHune 1 ncxoapl cemen-
HOM CPean3eMHOMOPCKOW NIMXOPaAKM Y MaLMEHTOB KPbIMCKO-TAaTapCKOM HaLMOHaNbHOCTW: NpeaBapuTeNbHble pe3ybTaTbl
nuccnenoBaHusa cepuu cnydaeB. Borpocsl coBpemerHou negnatpun. 2020; 19 (3): 200-206. doi: 10.15690/vsp.v19i3.2115

OBOCHOBAHME

CeMenHas cpeamM3eMHomopcKas nmxopagka (CCM) —
caMoe pacrnpocTpaHeHHOE MOHOreHHoe ayToBOCManuTeNb-
Hoe 3aboneBaHune [1]. OHO xapaKTepu3yeTcs 3NU304aMu
CMOHTAHHOW NMXOPaAKU MPOAOMKUTENbHOCTBID 24-72 u,
KOTOpas COMPOBOXAAETCA ABAEHWAMM Cepo3uTa (nepuTo-
HWT, MAEBPUT), apTpuTa, POXKEMNoAOOHLIMU BbICbIMAHUAMU
M BbICOKOW N1abopaTopHON aKTUBHOCTbIO — NEMKOLMTO-
30M, MOBbIWEHWEM CKOPOCTU ocefaHus aputpoumutos (COI)
M KOHLUeHTpauun C-peaxtuBHoro 6enka (CPB) [2, 3]. CCJ
obycnoBneHa MnaTonorM4yecknmmn BapuaHTamu reHa MEFV,
CBSI3aHHbIMW C WU3MEHEHWSMMU HYKNeoTUAHOM nocnenoBa-

TENbHOCTU B 3K30Hax 2 (BapuaHT E148Q) n 10 (BapuaHThbl
M694V, M6941, V680I, V726A) [4—6]. 3T UBMEHEHUS NpU-
BOAAT K HapYLLEHWIO CTPYKTYpbl U GYHKLMM NUpUHa — 6enka,
y4acTBYIOLLErO B NMpoLeccax aKTuBauuu GUOCUHTE3a UHTEP-
nevikuHa (IL) 1 [7, 8]. Ana gaHHOro nNaToNorM4eckoro cocTo-
AHWA ABNSETCH XapaKTEPHbIM ayTOCOMHO-PELIECCUBHbIN TUM
HacnegoBaHUs ¢ MyTaLMen B TOMO3UIOTHOM MW KOMMayH-
reTepo3nUroTHOM COCTOSIHMM, OAHAKO OMWUCAHO [0CTATOYHO
60nblUoe Yncno npumepos, koraa CCJ1 pa3BuBaeTcs y nauu-
€HTOB, UMEILMX MyTaUMIO B FETEPO3UIOTHOM COCTOSHUM
[9-11]. BaxKHbiM (GaKTOPOM BbICOKOW pacnpocTpaHeHHo-
CTV MyTauui B NONynsiUMK ABASIIOTCA MOHOHaLMOHabHble



N 6NIM3KOPOACTBEHHbIE BPaKM, YTO MPUBOAMT K HAKOMNEHMUIO
60/bLUEero Yyncna HocuTenem roMo3nroTHbIX Bap1MaHToB [12].

CCNl aBnsetca 3aboneBaHMEM C YETKO BblpaxKeHHOM
3THUYECKOM MpeapacnonoXeHHOCTbIO: 3aboneBaHne Hanbo-
Nee pacnpocTpaHeHo cpean TYpOK, eBpeeB, apMsH, apa-
60B ¥ HapOAHOCTEW, MOCTOSIHHO MPOXKMBalOLWMX B 6accenHe
CpeanseMHOro Mops (McnaHubl, UTanbsHubl, GpaHLy3bl, Nop-
Tyranblbl, *utenu CesepHon Adpuku) [13]. Mo aton npwu-
ynHe CCJ1 4yacTo He NPUHMMAIOT BO BHUMaHWE Npu BeaeHWUU
NaLMEHTOB, HE OTHOCALUMXCS K TapreTHbIM HaLMOHaNbHOCTSM.
Monynsaumsa KpbIMCKKUX Tatap Ao 2016 r., Korga 6bin gvarHo-
CTMpoBaH neps.blIv ciyyan CCJ1, He paccmaTpuBanach Kak Tap-
reTHas ons noMcKa Mytauun B reHe MEFV [14]. UcTopuyeckune
acneKTbl NOABNEHUSA NAaTONOMMYECKUX UBMEHEHUN B reHe MEFV
B KPbIMCKO-TaTapCKoW nonynsumm 6bln onucaHol paHee [14].
CCJ1 BCcTpeyaeTcs M B APYrMx NONynsaumax, He UMeoLWmx OTHO-
LLEHNS K U3BECTHbIM TapreTHbIM nonynsaumam. Tak, oHa 6bina
onucaHa B AnoHuu [15], Kopee [16], Kntae [17], ogHaKo 3aTu
Cny4am HOCAT Ka3yuCTUHECKUIM XapaKTep.

Y4ynTbiBasi €XKErofHyto AMarHoCTUKy HOBbIX cnydyaeB CCJl
B MOMNyNALUMK KPbIMCKMX TaTap, We/blo Halero uccnepo-
BaHUA GblN0 MpeacTaBuTb ONMWCaHME TEYEeHWUS WM UCXOO0B
3aboneBaHns y leTen 3TOM HauMOHabHOCTH.

METOAbI

Aun3aiH uccnegoBaHus

lMpoBeaeHO PETPOCNEKTUBHOE UCCNEefoBaHUE Cepun
cnyyaesB.

KpuTepuu cooTBeTCTBUA

Ha aTtane cKpWHWHra M3y4anu UCTOpuM GONe3HU aeTen
KPbIMCKO-TaTapCKOM HaLlMOHANIbHOCTM B Bo3pacTe 10 18 net
C OKOHYaTeNbHbIM AnarHo3om CCJ1, rocnuTannsvpoBaHHbIX

B peBMaTofiorMyeckoe otaeneHve PecnybivMKaHCKOW aet-
CKOW KAMHMYecKon 60sbHUUbI (I Cumdeponosnb) B nepuos
¢ 2016 no 2020 .

B uccnepoBaHve BKAOYanM GOMbHBIX, Y KOTOPLIX AMa-
rHo3 CCJ1 ynoBneTBOpsin AMArHOCTUYECKUM KPUTEPUAM
Eurofever/PRINTO 2019 r. (tabn. 1), # B T.4. UMENOCb HaNK-
Yne pesynbTaToB CEKBEHUPOBaHWA 3Kk30Ha 10 reHa MEFV
[18]. Bepudukauus guarHosa BbINOAHEHA OAHWM UCChe-
foBartenem.

B nccneaoBaHue He BRIOYAAN NaLMEHTOB € MHGOEKLIMOH-
HbIMW 3aboneBaHUAMU (BUPYCHble, GaKTepuasbHble, MKUCT-
Hble MHBa3un, Ty6epKynes), remo6,1acTto3aMmn, CUCTEMHbIMHU
601€e3HAMU COeANHUTENbHOMN TKAHM.

Kputepumn sTHU4eCKOH NpUHaAIEeXXHOCTH

KpbIMCKO-TaTapCcKylo HaLMOHaNbHOCTb YyCTaHaBMBau
Ucxoas M3 camoonpeneneHus oboux poautenen. B uccne-
[lOBaHWe He BKJOYanAM MNauMeHTOB, Y KOTOPbIX XOTA Obl
OAMH W3 poauTenen yKasblBan HaLMOHaNbHOCTb, OTIMYHYIO
OT KPbIMCKO-TaTapCKOM.

LieneBble noKa3zarenu uccnegoBaHus

AHanuM3uMpoBanu KAWHUYECKME XxapakTepuctukn CCJl
B Ae6oTe 3abofeBaHUA U UX MBMEHEHWE Ha POoHe Tepanuu
K MOMEHTY MOCMeAHero BU3uTa B KIMHWKY, B T.Y. Hanuyve
W NPOAOMKMTENBHOCTb 3MM304a NMXOPaAKKU, abAOMUHaNbHO-
ro cuHgpoma, 60511 B rpyAHOW KNETKe, apTpanruu, aptputa,
a TaKXe napameTpbl 1abopaTOPHON aKTUBHOCTU (KOHLIEH-
Tpauuio remornobuHa, YMcno NemKouUToB, TPOMOOLMTOB,
ypoBeHb CO3, CPB). Peaynbrathl 1abopaTopHbIX TECTOB OLie-
HUBanu Ana nepuofa TUNUYHOrO MPUCTyna Mpu NocTaHOBKEe
[MarHo3a v nocniefHero JOCTyMHOro aHanu3y BU3uTa B KIUHU-
Ky B cBS13u ¢ npuctynom CCJ1. Takxke aHanM3npoBasu Tepanmto
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The Clinical Course and Outcomes of Familial
Mediterranean Fever in Crimean Tatar Patients:
Preliminary Results of Case Series

Background. Familial Mediterranean Fever (FMF) is the most common monogenic autoinflammatory disease. It is more typical among
Turks, Jews, Armenians, Arabs and nationalities of Mediterranean origin. Crimean Tatars were not considered as the population where
FMF may occur until 2016. Objective. The aim of the study was to describe the clinical course and outcomes of Familial Mediterranean
Fever in Crimean Tatar children. Methods. We have studied data from medical records of children under the age of 18 with the
diagnosis of FMF verified according to the Eurofever/PRINTO 2019 criteria. The disease onset characteristics were estimated on the
last admission to the hospital, as well as aspects of management. Results. The median age of FMF diagnosis was 9.5 (4; 14) years,
time from the first clinical manifestations to diagnosis establishment was 5.5 (2; 9) years. The primary clinical manifestations of FMF
were fever and arthritis (n = 16), erysepiloid rash (n = 9/16), peritonitis (n = 8/16), pleurisy (n = 1/16). All patients had knee arthritis,
and 4/16 had hip arthritis. 12 children with FMF at debut were diagnosed as acute respiratory infection, 2 — as teething, 2 — as
Jjuvenile arthritis. The M694YV variant of MEFV gene were revealed in 14/16 patients (3 in homozygous state), M680I and V726A variants
were revealed once each. Parents of 8/16 patients were close relatives (cousins and second cousins). Colchicine intolerance was
diagnosed in 2/16 patients, resistance — in 4/16 patients. Genetically biologic drugs were prescribed for 6 patients (canakinumab in
4 cases, tocilizumab in 2 cases). Colchicine and/or biologic therapy was effective in all patients (lesser frequency, duration and severity
of episodes; improvement of laboratory signs of disease activity). Conclusion. Heterozygous pathological variant M694V of MEFV
gene is the most common among Crimean Tatar patients with FMF, when the most frequent clinical signs are fever and arthritis. Every
third patient has received biologic therapy. This therapy was effective in all cases.

Key words: children, Familial Mediterranean Fever, Crimean Tatar, periodic fever, autoinflammatory diseases
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OpuruHanbHas cTaTbs

Ta6nuua 1. Kputepuu Eurofever/PRINTO ans auarHoctukm CCJ1
(apanT. n3 [18])

Table 1. Eurofever/PRINTO criteria for Familial Mediterranean
Fever diagnostics (adapted from [18])

HoBble KnaccupuKauuoHHbIE KPUTEPUN

Hanuuune noarseprkaatowero reHotmna reHa MEFV*
1 KaK MMHUMYM OIHOTO U3 CrieflylolnX KpUTepPUEB:
® MPOJO/IKMTENBHOCTb 3Nn30aa 1—3 cyT;

° apTpwuT;

® 60/b B IPYAHON KIETKE;

® 60/1b B XNBOTE

Nnu

Hanuuune HenoaTBepkaatoLwero reHotuna reHa MEFV**
M KaK MMHUMYM ABYX U3 CNeayloLnX KpUTepues:

® MPOAOMIKUTENBHOCTb aNn3oaa 1—3 CyT;

° apTpwuT;

e 60Nb B rPyAHON KNeTKe;

* 60/b B XXNBOTE

KnuHuyeckune KnaccudpuKkauoHHbIe Kputepuu

Kak MUHUMYM 6 13 HUKENEePEUUCEHHbIX 9 KpUTEPUEB
Hanunyue:

® BOCTOYHO-CPEAM3EMHOMOPCKAs STHUYECKas rpynna**;
® MPOAOMIKMUTENBHOCTb 3NnU30aa 1—3 cyT;

° apTpwuT;

° 60/b B IPYAHON KIETKE;

° 60/1b B XXMBOTE.

OrcyTcTBUE:

° adTO3HbIN CTOMATHT;

® ypTUKapHbIE BbICbINaHWS;

® MATHWCTO-Nanyne3Hble BbICbINaHMS;

® Gone3HeHHble NMMbaTUYECKKE Y3Nbl

lNpumeyvaHme. * — nNaToreHHbl UM BePOSTHO-NATOreHHbIN BapuaHT
(rOMO3UrOTHbIN UNK GUannenbHbll KOMNAyHA-reTepPoO3nroTHbIN);
** — BapuaHT reHa MEFV B 6uannenbHOM KoMnayHa-
reTepo3nroTHOM COCTOSIHUM (OAMH anNeNbHbIM BapuaHT reHa
naToreHHbI, @ BTOPO — HeonpeaeneHHon 3Ha4numocCTu, unm o6a
6uannenbHblX BapnaHTa HeonpeaeneHHon 3Ha4MMOCTH, MU OAWH
NaToreHHbl annenbHbli BApUaHT B reTepo3nroTHOM COCTOSIHUM).
*¥% — TypKK, apMsHe, HeallKeHa3CKue eBpeun, apabbl.

Bonee noapo6Has nHdopmaums No MCnonb3yemMbiM TEPMUHAM
npeacTaBfieHa B Tabn. 7 NpUNoXKeHus K ctatbe [18].
[narHoCTMYECKME XapaKTEPUCTUKM HOBbIX KPUTEPHEB:
yyBcTBUTENbHOCTL — 0,94, cneyndunyHoctb — 0,95, TOYHOCTb —
0,98; KNMHUYECKUX KPUTEPUEB: YyBCTBUTENBHOCTL — 0,91,
cneundunyHoctb — 0,92 1 To4HOCTbL — 0,97 COOTBETCTBEHHO.
Note. * — Pathogenic or likely pathogenic variants (heterozygous
in AD diseases, homozygous or in trans (or biallelic) compound
heterozygous in AR diseases); ** — In trans compound
heterozygous for one pathogenic MEFV variants and one VUS,

or biallelic VUS, or heterozygous for one pathogenic MEFV variant.
*** — Turks, Armenians, non-Ashkenazi Jews, Arabs.

More information on used terms can be found in Supplementary
Table 7 [18].

Diagnostic pattern of new criteria: sensitivity — 0,94, specificity —
0,95, accuracy — 0,98; clinical criteria: sensitivity — 0,91,
specificity — 0,92 and accuracy — 0,97 respectively.

(A03a, PE3UCTEHTHOCTb M MEPEeHOCUMOCTb 6a30BOM Tepanuu
KOMXMLMHOM, HannMyme noboyHbIX 3ddEKTOB), MPOBOAUMYIO
OT MOMEHTa MOCTaHOBKM AuMarHosa A0 MOCNefHEro BM3WTa
B KIMHMKY. Mo HENEPEHOCHMOCTbLIO MOHMMAaNU COBOKYMHOCTb
HexenaTeNbHbIX ABAEHWI, HEe MO3BOMABLUMX MALMEHTY npw-
HUMaTb KOMXMUMH. HexenaTtenbHbIMU SBAEHUSMWU CUHUTaNM
¥anobbl NaLMeHTa Uan ero 3aKOHHOro NpeacTaBuUTeNs, 3aduK-
CUpPOBaHHbIE B UCTOPUKN 60ME3HU. PE3UCTEHTHOCTLIO K KOXK-
LUMHY CYUTanu Hannyme nosropstowmxcs atak CC/1 = 1 pasa

B MeCSL, Ha NPOTSKEHUMN = 6 MeC, HECMOTPS Ha MaKcUmab-
HO NepeHoCUMYyIo 403y KonxuumHa [19].

AHanus B noarpynnax

Ocob6eHHOCTH TeyeHus u Tepanuun CCJ1 n3yvanu B noa-
rpynne naunMeHToB C HENEePeHOCUMOCTbIO KONXUUMHA (MHOP-
Mauus Obla noay4yeHa n3 UCTopuin 60/1€3HN NaLMEHTOB).

JTnyeckas akcnepTusa

CooTBeTCTBUE MUCCNefoBaHUA HOpPMaM, W3/I0KEHHbIM
B XeNIbCMHKCKOM JAeKnapaunu, MNOATBEPKIAEHO MOJSIOXKMU-
TE/NIbHbIM pPeLleHneM 3TUYEeCKOro KomuTetTa KpbIMCKOro
depepanbHoro yHnsepcuteta um. B.WN. BepHagackoro (npo-
ToKoNn N2 7 ot 06.05.2020 r.). MNauneHTbl U UX 3aKOHHblE
npeactaBuUTeNU Npu rocnutanuadaunm noanuceisanm MHbop-
MWPOBAHHOE corjacuMe Ha WCNonb30BaHWe pe3ynbLTaToB
o6cnefoBaHNsA U NeYeHUsa ¢ Hay4yHOW Lenbio (MHdopmauma
nonyyeHa mM3 uctopun 6onesHu). Bce aaHHble O nauueH-
Tax, UCNONb30BaHHbIE B HACTOSALWEM MCCNEeAoBaHWMU, Obln
AHOHVMMW3UPOBaAHbI.

CtaTucTM4eCKUM aHanun3

AHanM3 MNonyyYeHHbIX AaHHbIX OCYLLECTBAEH C NPUMEHEe-
HMEM MaKeToB cTaTucTnyeckunx nporpamm STATISTICA v. 10.0
(StatSoft Inc., CLUA). OnucaHne KONMYECTBEHHbIX NOKa3a-
Tenen BbIMNOHEHO C YKa3aHWeM meauaHbl (25-i; 75-i npo-
ueHTnAn). CpaBHEHME KONMYECTBEHHbIX NMOKasaTtenen B ABYX
He3aBMCUMbIX rpynnax NPOBOAWAN C UCMONb30BAHWEM KpW-
Tepuss MaHHa—YWUTHU, Ka4yeCTBEHHbIX NMoKa3aTenen — Kpu-
Tepus MUpcoHa x2 MAKM TOYHOro Kputepus duwepa B cny-
Yyae, ecnn oxuaaemasi YactoTa B OJHOM M3 siyeeK Tabnuubl
2X2 6blna < 5. lng cpaBHEHUS KOIMYECTBEHHbIX NEepeMeH-
HbIX ABYX 3aBWCUMbIX (fO-MOCAE) BbIGOPOK MCMONb30Banm
TecT BUNIKOKCOHA, AN KaTeropuasnbHbIX MEPEMEHHbIX — TECT
MakK-Hvmapa (419 pacyeToB UCNOb30BaNN OHMNaWH-KabKy-
natop https://medstatistic.ru).

CTaTUCTUYECKM 3HAYMMbIMKU CUYUTANU pas3nunyusa npu
p < 0,05.

PE3YJIbTATbI

Y4yacTHUKU ucciegoBaHus

B wnccnepoBaHue 6binvM BKIOYEHbI 16 6G0nbHbIX CCII.
Y 12 petew nepBbiM gnarHo3om 6bina OPBU, y 2 — npo-
pe3blBaHWe 3y60B, elle 2 60/bHbIX Habnoganucb ¢ ava-
rHo3om «HOBeHWNbHbIM apTput». onoBuHa aeten ¢ CCJl
OblnM POXAEHbl B OGNIM3KOPOACTBEHHOM 6pake (Tabn. 2).
O6palwaeT Ha ceba BHUMaHWe 60MblION BPEMEHHOW MpoO-
MEXYTOK OT NOSIBIEHNS CUMMTOMOB 60/1€3HM [10 MOCTaHOBKM
avarHoza. CnyyaeB CUCTEMHOIO amuiongosa BbISBNEHO
He 6bln0. Bce nauuveHTbl nonyvanu Tepanuio KONXMLUUHOM
B BO3PACTHbIX 4O3UPOBKaX, y 2 60/IbHbIX OTMEYEHbI NPU3Ha-
KW HEenepeHOCUMOCTU KONXMULUMHA (TOWHOTa, 601b B KUBOTE,
[VapenHbll CUMHAPOM) C MOCNeayloWUM CHUXKEHUEM [03bl
npenaparta M MNpornycKamMu Tepanuu, y KaXKAoro 4YeTBepTo-
r0 — PE3UCTEHTHOCTb K KONXMLMHY. TpeTb 60/bHbIX MoayYanm
MBI (cM. Tabn. 2).

OCHOBHbIe pe3ynbTaTbl UCCNIeJ0BaHUSA

Ha ¢oHe npoBOAMMOM MOHOTEpPAnUU KOJXULMHOM
(n = 10), KOMBGUHUPOBAHHOW Tepanun KonxuuuHom ¢ MBI
(n = 4) n moHoTepanuu MBI (Tounnndymab, n = 2) OTMEYEHO
YMEHbLUEHWE YacTOTbl, MPOAOKMTENBHOCTU U CTEMNEHU BbIpa-
¥eHHOCTH npucTynoB. Y 9 (56%) 60NnbHbIXx 3adUKCHpoBaHa



HOopManu3auus KoHueHTtpaumm CPB (< 5 r/n), y 8 (50%) —
KOHLUEeHTpauuu remornobuHa (120-140 r/n) n nenko-
untoB (4-9%x10%/n), y 13 (81%) — uucna TPOMGOLIMTOB
(180-350%x10%/n),y 15 (94%) — CO3 (< 20 mm/4) (Tabn. 3).
MegunaHa nepuofa OTCNEXMBAHWA pe3ynbraToB Tepanuu
(BpemMsi ¢ MOMeEHTa MNOCTAHOBKW AuarHo3a [0 NOCnefHero
BU3UTa B KIIMHUKY) cocTaBuna 2,6 (0,8; 2,8) roaa.

®daKTopbl, acCCOLUUPOBAHHbIE C HENEPEHOCUMOCTbIO

KOJIXMLiMHA

MauuneHTsl, nonyyaslwme MBI n3-3a HenepeHOCUMOCTH
WKW PE3UCTEHTHOCTM K KONIXMLMHY (N = 6), B Nepuoj nocneaHe-
ro BM3UTa B KIMHWKY MMenu 605ee BbICOKYIO KOHLEHTPaLMIO
CPB 1 66nblylo NPOAO/IKMTENBHOCTL MPUCTYNOB MO CpaB-
HEHUIO C MauMeHTaMu, ¥ KOTopbIx 3abofeBaHue KOHTPOIU-
poBanocb MOHOTepanuen KonxuuuMHoM (Tabn. 4). Paznuyui
no APYrMM M3y4YeHHbIM B UCCNEAOBaHUN NapameTpam Mexay
rpynnamu BbISIBNEHO He O6bl10. Y 2 nauueHToB, MoayyaB-
LUKX KOMXULMH, B KavecTBe MNO6GO4YHOro adhdeKta Tepanuu
Obl/1 3apPErnCTPMPOBAH AMapPENHbIA CUHAPOM C nocneaytouen
OTMEHOW npenapara v Ha3HavyeHnunem MBI, ewe y 2 — TpaH-
3UTOPHOE YBENMYEHNE aKTUBHOCTU NEYEHOYHbIX GEPMEHTOB,
notpe6oBaBLlee BPEMEHHOI0 NPEKPaLLEHNS Tepanuu.

Ba)KHO OTMEeTUTb, 4TO HENepeHOCUMOCTb/PE3UCTEHT-
HOCTb K KOMIXMLIMHY UMENa MECTO Y BCEX FTOMO3UTOTHbIX HOCH-
Tenen annend M694V (n = 3), nepeBefeHHbIX B KOHEYHOM
uTore Ha Tepanuto T'MBIT.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbTraTta UCC/eJ0BaHUSs

K oco6eHHoCcTAM TeyveHuns CCJT y nauueHTOB KPbIMCKO-
TaTapcKOM HaLMOHaNbHOCTU MOXHO OTHECTU BbICOKYIO AONI0
reTepo3nroTHbIX HocuTenen sapuaHta M694V reHa MEFV,

Ta6nuua 2. XapakTepucTnka 60/bHbIX CCJ1, BKNIIOYEHHbIX

B UccnegoBaHue (n = 16)

Table 2. Characteristics of enrolled patients with Familial

Mediterranean Fever (n = 16)

MpusHak 3HaveHun
Mon (Myxcko#), abce. (%) 6(38)
BospacT (npv BKIOYEHUH 11,3 (6,8; 14,9)
B UCcefoBaHue), rogbl
BoapacT gebiota CCJ1, rogbl 2,0(0,3;4,9)
Bo3spacT noctaHoBKM anarHosa CCJ1, roabl 9,5(4,0;14,2)
Bpemsi o noctaHoBKM anarHo3a CCJ1, roabl 5,5(2,0;9,3)
[eTtv oT 61M3KOPOACTBEHHOro 6paKa, abe. (%) 8 (50)
Macca Tena, Kr 41 (31;48)
BapwaHTbl reHa MEFV (3k30H 10), abc. (%)
e M694V 14 (88)
e M680I 1(6)
o V726A 1(6)
® romMo3urotel M694M 3(19)
® eTepo3uroThl 13(81)
KonxunumH, a6e. (%) 16 (100)
® CcpenHasa fosa, Mr 1,5(1,0;1,5)
® cpefHss Aosa, Mr/Kr 0,03 (0,02; 0,05)
Pe3nCcTeHTHOCTb K KONXMLMHY, a6c. (%) 4 (25)
HenepeHocnMOCTb KONXuuMHa, aée. (%) 2 (13)
[eHHO-UHXeHepHble GUonoruyeckne
npenapatbl, abce. (%)
* KaHaKuMHymab 4(25)
* TOUMNM3YymMab 2(13)

lMpumevaHue (3aecb u B Tab. 3, 4). CCJ1 — cemenHas

cpeaAn3emMHOMOpCKasa nMxopanKa.

Note (here and in Tables 3, 4). CC/1 — Familial Mediterranean Fever.

Ta6nunua 3. [InvHamunKa KIMHUKO-nabopaTopHbIX XapaKkTtepucTuK CCITy 60MbHbIX KPbIMCKO-TaTapCKOM HaLMoOHanbHOCTH

Table 3. Dynamics of clinical and laboratory characteristics of Crimean Tatar patients with Familial Mediterranean Fever

XapakTtepuctuku CCJ1 B peGiote MocnepHuit BU3UT p
KnuHuyeckue npusHaku CCJ1

MpoaoMKUTENBHOCTL NPUCTYNA, Y 90 (84; 144) 0(0; 2) < 0,001
JNnxopagaka, a6e. (%) 16 (100) 5(31) < 0,001
ApTpuT, abc. (%) 16 (100) 5(31) <0,001
ApTpanruu, a6e. (%) 16 (100) 6 (38) 0,002
MoHoapTpuT, abe. (%) 14 (87) 5(31) 0,013
Onuroaptpwur, abc. (%) 2(13) 0(0) 0,716
MopakeHHble cycTaBbl, abc. (%)

® KOJIEHHbIN CyCcTaB 16 (100) 5(31) <0,001
® Tas06eApeHHbIN cycTaB 4 (25) 0(0) 0,450
Bonb B rpyaHom knetke, a6e. (%) 1(7) 0(0) 0,858
Bonb B uBoTE, abe. (%) 8 (50) 2(13) 0,201
e >3y 8(50) 1(6) 0,145
Poxkenogo6Hble BbicbinaHus, aée. (%) 9 (57) 0(0) 0,061

JlaGopaTtopHbie npu3Haku CCJ1

[eMorno6uH, r/n 104 (98; 111) 121(111;131) 0,003
JNeiikoumTsl, X10°%/n 20,0 (14,0; 29,0) 9,7(8,3;12,0) 0,002
Tpom60ouuThl, X10°%/n 400 (340; 468) 289 (224; 329) 0,005
CO3, Mm/4 51 (25; 95) 8(5;12) <0,001
C-peaKTUBHbIN 6eN0oK, Mr/n 52,5 (31,0; 98,0) 5,5(4,2; 12,0) < 0,001
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Ta6auuya 4. Oco6eHHoCcTH TeyeHus CCJTy naumeHToB ¢ NEPEHOCUMOCTLIO U HENEPEHOCUMOCTbBIO KONXULMHA
Table 4. Clinical course of Familial Mediterranean Fever in patients with tolerance and intolerance to colchicine

NepeHocumocTtb HenepeHocumMoCTb/pPe3UCTEHTHOCTb
Xapaktepuctuku CCJ1 p
KoaxuumHa (n = 10) K KONIXULUHY (N = 6)
Bpems 10 noctaHoBKM avarHosa CCJ1, roabl 8,5(7,0;12,0) 2,3(2,0;4,0) 0,026
MpoaoMKUTENBHOCTL NPUCTYNa (MOCNEAHUIN BU3KT), Y 0(0;0) 2(0; 4) 0,04
C-peaKTUBHbIN 6ENOK, Mr/n (MOCNEAHUIA BUBUT) 2,5(0,3; 8,0) 4,5(5,0;17,0) 0,026

npeobnajaHne B KIMHUYECKOW KapTMHE 6O0Ne3HU apTpuTa
W NUXOpafKu Hag cepo3uvTaMu. Y 60MbLIMHCTBA NaLMEHTOB
KPbIMCKO-TaTapckon HauuoHanbHoctu ¢ CCJ1 3abonesa-
HWe yaaBasioCb KOHTPONMPOBaTb MOHOTEparnuen KONXuLM-
HOM. OAHaKo B KaXXAom TpeTbem cryvyae noTpeboBanochb
nposBeaeHne KOMOWMHMPOBAHHOW Tepanuu ¢ AobaBfieHUeM
MBIM. Y nonoBuHblI NauueHToB C HENepeHOCUMOCTbIO WK
PE3UCTEHTHOCTBIO K KOJIXMLMHY OBGHapYXeH rOMO3UIOTHbIN
annenb M694V reHa MEFV. 31a rpynna 60/bHbIX OT/InYanach
TaKxe 6onee BbICOKOW aKTMBHOCTbIO CCJ1.

OrpaHuM4yeHUus uccnegoBaHus

OrpaHU4yeHuss cBA3aHbl C ManeHbKoW BbIGOPKOW U cpaB-
HUTENbHO KOPOTKUM NepuoaoM HabnwaeHus (meanaHa
cocTtaBuna 2,6 roga) 3a naumMeHtaMu. HegocrtatoyHas ocBe-
[IOMJIEHHOCTb Bpayven o Hanuyiuu CCJ1 B nonynsiumun KpbiM-
CKMX TaTap NpeanonoXuTeNbHO MPUBOAUT K AMArHOCTUKE
B MepBYlO oyepedb NaLMEHTOB C 60nee BblpaXKeHHOW Kiu-
HMYECKOM KapTMHOM, 4TO MOXKEeT 3aBblllaTb MNoKasaTtenwu
CTEMNEHU TAKECTU U aKTUBHOCTH 60NE3HU Yy BONbHbIX, AaHHbIE
KOTOPbIX 6bl/IM NPOaHaNn3MpoBaHbl B HACTOSILLEM UCCeao-
BaHMU. OpneHTMpoBOYHasa YyacTtoTa CCJ1 coctaBnset 5,7 cny-
yaa Ha 100 Tbic. HaceneHuns unm 22 Ha 100 TbiC. AETCKOro
HaceneHus (AN NauneHToB, NPOXKMBAIOWMX Ha TEPPUTOPUM
KpbIMCKOro nonyoctpoBa). B cBA3m ¢ TeM 4TO 66/bLLIASA YacTb
KPbIMCKWUX TaTap MNPOMMBAET BHE TeppuTopuu KpbIMCKOro
noslyocTpoBa, MOXHO MNPeAnonoXuTb, 4TO obllee 4Yucno
nauMeHTOB MHOMOKPaTHO NpeBbIIAET BbIIBIEHHOE HaMM.

06GcyXaeHUe OCHOBHOIO pe3ynibTaTta uccnefoBaHusa

B Hawem wuccnegoBaHuMM faHO onucaHue neguatpuye-
ckux cnyvyaes CCJ1 B Pecny6nuke KpbiM cpean nauueHToB
KPbIMCKO-TaTapCKOM HauMOoHanbHOCTU. [uarHoctuka CCJl
ABNSETCSH NMPEUMYLLECTBEHHO KMHMYecKoW. K HacTosiuiemy
BpeMeHn pa3paboTaHbl 6 HABOPOB ANMArHOCTUYECKUX KpUTe-
pueB [18, 20—-22], N3 KOTOPbIX TOIbKO NOCNEAHNE KPUTEPUH
Eurofever/PRINTO coaepKaTt NyHKT O AMarHOCTUYECKOM ponun
naTonorn4yeckmMx BapuaHtoB reHa MEFV [18]. [lo Bbixoga
KputepueB Eurofever/PRINTO B 2019 r. HauGonee pac-
NPOCTPAHEHHBLIMW B KNUHUYECKOW NPaKTUKE BblN KpUTEPUN
Tel-Hashomer, B KOTOpbIX B KayecTBe OLHOrO M3 AuWarHo-
CTUYECKUX KpUTEPMEB Y4MUTbiBanNacb ITHUYECKas rpynna
nauneHToB (eBpen-cedapibl, apabbl, apMsaHe v Typku) [20].
B nocnepHux KanvHuyeckux Kputepusx Eurofever/PRINTO
TaKXe B KayeCcTBe OJHOr0 M3 HUX yKa3blBaeTcs BOCTOY-
HO-CPEeAM3EMHOMOPCKOE NMPOUCXOXKAEHME MaLMEHTa (TYPKH,
apmMsiHe, eBpen-HeallKeHasu, apabsbl) [18].

KpbIMCKO-TaTapCKUIM 3THOC MPOUCXOAMUT OT TIOPKONA3bIY-
HbIX MJeMeH — MevyeHeros, MoJoOBLEB, MpUWEIWNX Ha
Tepputopuio KpbiMcKkoro nonyoctposa B X—X| BB., BMo-
CNEeACTBUU CAMBLUMXCH C MPULWABIMW TaTapo-MOHronamu
(XIll B.), KPbIMCKMMW TpeKamMu U NMonoBLaMKU (KMn4yakamu),

a 3ateM M ¢ TypKamu-ocMaHaMW Mnocfie 3axBaTta nocnej-
HUMK KpbiMCKoro nonyoctpoBa B 1475 r. [14]. MNo Hawe-
MYy MHEHMIO, 3TO OBCTOSTENLCTBO MOXHO paccMaTpuBaTb
KaK OAMH M3 K/OYeBbIX BOMPOCOB runoauvarHoctuku CCJl
B rpynne KpbIMCKKUX TaTap. Kpome TOro, B HacTosluee Bpe-
M$Sl BbICOKMW YPOBEHb MUIpaLuK HaCENeHUs U MeXHa-
LMOHanbHble 6paKuW 3ayacTylo 3aTpPyAHSIOT CaMOWUAEHTU-
duKaumio mHamsuayymoB. B ctpaHax, rge CCJ1 wupoko
pacnpocTpaHeHa (Takux Kak Typuus, M3pawnb, apabcKue
CTpaHbl), OHa BXOAWMT B Kpyr anddepeHunanbHown auar-
HOCTMKM NMxopadKu pebeHka nwboro Bo3pacTta. [lpu
3TOM B APYrUX CTpaHax/3THUMYECKMX rpynnax, rae AaHHas
60N1e3Hb HE TaK «MnonyasipHa», IM60 OTCYTCTBYIOT AaHHbIE
0 ee pacnpocTpaHeHuu (guarHoctuka CCJ1 Bcerga 3anas-
[AblBaeT BO BpeMeHMU), TM60 MHOro BapuMaHTOB, KaK B Ciy-
Yyae C KPbIMCKMMMW Tatapamu, MHOrMe cnydyau ocTatTcs
HeAMarHoCTMpoBaHHbIMU. TaK, MegnMaHa BpeMeHU OT NosB-
NIeHUs CUMNTOMOB A0 NOoCTaHOBKM AuarHosa CCJ1 B TaprerT-
HOM NONynALUMM TYPOK M apMsiH, MPOXUBaIOLWKNX B [epMaHmu,
coctaBngeT 8 fieT, Torga Kak B Typumn — 2,5 ropa [23, 24].
B n3yyeHHon Hamu Bbi6opKe anarHo3 CCJ1 yctaHaBnMBanm
[0OCTaTo4YHO NO3JHO, B cpeaHeM (MeanaHa) vyepes 5,5 ner,
4YTO COOTBETCTBYET NoKa3zaTtento B cTpaHax, rae CCJ1 asnsaert-
csl peakum 3aboneBaHuem [23]. Cpeam ocob6eHHOCTEN Kn-
HUYECKOW KapTUHbI crieqyeT OTMETUTb 60/bLUYIO A0S0 AETEN
¢ pe6rotom CCJ/1 B Bo3pacTte Ao 2 munun o 5 net (44 n 75%
COOTBETCTBEHHO). TaK, B OCHOBHbIX MOMNyAsSUMUSX, FAe pac-
npoctpaHeHa CCJ1, ne6oT B Bo3pacTe A0 2 NeT BCTpeyva-
etcay 15% peten, B Bo3pacTte mnajlie 5 net — y 58-65%
[24]. B kavecTBe BTOPOW OCOBEHHOCTU CleayeT OTMETUTb
MEHbLUY YacTOTy BCTPEYAEMOCTU AEeTEeN C MEPUTOHUTOM:
50% (N0 faHHbIM Apyrux uccnefosaHum — 82-96%) [25].
bonb B rpyaHon KneTtKe, cBf3aHHasf C MAEBPUTOM, MMe-
nacb y 7% nauMeHToB, YTO B LI€/IOM COOTBETCTBYET paHee
ony6/IMKOBaHHbIM AaHHbIM (< 18%) 1 06bACHAETCS yBeun-
YeHWEM [0NM MaLMEHTOB C NIEBPUTOM NMPOMNOPLMOHANBHO
Bo3pacTty [12, 26].

ApTpuT 6bI1 OTMEYeEH Yy Beex 60nbHbIX CCJT B Hallen BblGop-
Ke. [Ina cpaBHeHus: YactoTa apTpuTa npu CCJT B apabCKux
cTpaHax coctaBnseT ao 37% [27], B Typuun — no 47% [28],
cpean eBpees-cedapaoB — 77% [3]. N3BecTHO, 4TO peuunan-
BMPYIOLWLMIA apTPUT SBASETCA HE3aBUCHMMbIM MNPEAUKTOPOM
pa3BuTusa AA-amunongosa — 3TO YKa3biBaeT Ha GaKT Kiu-
HWUYECKOM M NPOrHOCTUHECKOW 3HA4YMMOCTH apTpuTa y nauu-
eHToB ¢ CCJ1 [29]. OTHOCUTENBLHO BLICOKOM Gblna U YacToTa
c/lyYaeB poenofoOHbIX BbiCbiNaHUn (57% B CpaBHEHWUU
c 3-46% B pApyrux wuccnegoBaHusax [9, 26]). Hanpotus,
MHTEHCMBHAsA 60fib B HUXHWX KOHEYHOCTSX, OTMevaemasi
50-66% 605nbHbIX CCJ1 [26, 30], y HaWwux nauMeHToB He noa-
TBepxAeHa. 1o Halwemy MHeHuto, B 60MbLUMHCTBE Cly4yaeB
4yacToTa apTpuTa U POXKENOAOOHbIX BbICbIMAaHWI KOppenupyet
C 4acTOTOM HOCWUTENbCTBA BbLICOKOMEHETPAHTHOro annens




M694V reHa MEFV. B Hawem uccnegoBaHWK 3TOT BapuaHT
reHa Obln o6HapyxeH y 88% 6onbHbiX. B Typeukon nony-
NAUMK YacToTa BCTpevyaemMocT annens B obuwen rpynne
nauveHToB ¢ CCJ1 coctaBnsieT 54% (B rpynne nauveHToB
C OCTpbIM apTpuTtoM — 63%) [26], B ApMeHun 1 Cupun —
36% [31], y eBpeeB — 65% [6]. B rpynne nauueHToB
C poXenoaob6HbIMKU BbiCbiNaHMAMK YacToTa annens M694YV,
Mo HEKOTOPbLIM AaHHbIM, 6Gbla B 2 pa3a Bbille, YeEM B 06LeN
rpynne nauueHToB [9, 26]. B rpynne nauyMeHTOB KPbIMCKO-
TaTapcKOM HaLMOHaNbHOCTU C POXKENOAOGHbLIMMU BbIChINAHM-
MW BCE MaLMEHTbl UMENM NaTONOrMYEeCKU BapuaHt M694V
reHa MEFV (7 — B retepo3urotHom, 2 — B FOMO3UIOTHOM
COCTOSIHUN).

Tepanus CCJ1

Bcem nauumeHTaMm, BK/IIOYEHHbIM B Hale uccneaoBa-
HWe, 6blla Ha3dHavyeHa Tepanus KONXMLMHOM, KoTopas 6bina
addeKkTBHaA y 63% 60/bHbIX, YTO COOTBETCTBYET paHee ony-
6/IMKOBaHHbIM AaHHbIM (51-68%) [19, 28]. Pe3UCTEHTHOCTL
K KONXULUMHY OTMedeHa y 2,7-10% 6onbHbix [12, 19, 32],
a Nno Hawum AaHHbIM — Yy 25%, 4To 6GbIN0 OCHOBaHWEM A4S
fo6asneHus K Tepanun MBI KaHakvHymaba. Y 2 nauwu-
€HTOB MMena MeCTO HEMEPEHOCHMOCTb KOMXMLMHA B BuAE
ANapEeNHOro CMHAPOMa, HYTO HE MO3BOWIO Ha3Ha4YMTb Mnpe-
napat B 60/1ee BbICOKOM A03€ U HAAEXHO KOHTPOAIMPOBaTb
6ones3Hb. ITO TaKKe noTpeboBaso Ha3HayeHUs Guonoruye-
CKOW Tepanuu (MHULUMMpOBaHa Tepanusa TOoLMIN3ymMabom).
Tounnnzymab MOXKeT paccmaTpuBaTbCsl Kak npenapaT ang
nevyeHuns naumeHtoB ¢ CCJl, ogHako ero adPeKTUBHOCTb
NPOAEMOHCTPUPOBaHa B HEGONbLUMX UCCNELOBAHUAX CEPUN
ciy4yaeB. PaHOOMM3MPOBaHHbLIX KIMHUYECKUX MCCnefoBa-
HWUN HEe NPOBOAWUNIOCH, ODMLMANBbHBIX MOKA3aHWK TOLMANSY-
Mab ansa tepanun CCJ1 He umeeT [33, 34]. Pe3ncTteHTHOCTb
K KONXMUMHY, PaBHO KaK WM HENepeHOCMMOCTb, SIBASIOTCS
npu3Hakamu BbICOKOM aKTUBHOCTM 3aboneBaHus, Hebnaro-
NPUATHOrO NPOrHO3a, PUCKa Pa3BUTUS amMUIOMA03a U YacTo
accouuupoBaHbl ¢ HOCUTENLCTBOM BapuaHTa M694V reHa
MEFV, npeumyli,ecTBEHHO B T[OMO3WUIOTHOM COCTOSIHWUM
[9, 28]. TakumM naumMeHTam ANs KOHTpoNns Hag 60Ne3Hblo
3a4acTyto TpebyeTcs 6uonornyeckas Tepanusa [35]. B Hawen
Koropte 50% nauMeHTOB C PE3UCTEHTHOCTbIO W Hemnepe-
HOCMMOCTbIO KOMXMLMHA OblIM HOCUTENSIMU FTOMO3WIOTHOIO
reHoTuna M694YV, 4To KoppenupyeT ¢ pesynbTaTaMu paHee
npoBefeHHbIX uccnegoBaHuin [36]. MauueHTbl U3 Hawehn
BbIOOPKM C NPU3HAKaMW HENEPEHOCMMOCTU UK PE3UCTEHT-
HOCTM K KONXMLMHY UMENU 6onee TaxKenoe Te4eHne 3abone-
BaHUS (COXpaHsatoWMeECs MPUCTYMNbl NPOAOSIKUTENbHOCTbLIO
2 4, OTHOCUTENBHO BbICOKMI ypoBeHb CPE Ha doHe Tepanuun
MBI), 4To TaKKe CBA3aHO C HOCWUTENbLCTBOM reHoTUNa
M694V. HasHayeHHasa Tepanusa MBI 6bina addeKTuB-
Ha y BCex MaLWEeHTOB, UCXOAbl OKa3anunCb COMOCTaBUMbI
C TaKoBbIMK B rpynne nauueHToB, NOSyYaBLUMX KONXWULIMH,
3a UCKIIOYEHMEM [BYX BblllenepevymucneHHbIx napameTpoB.
CneayeT noa4vYepKHyTb, YTO B HacTosillee Bpems B Jieye-
HUW KONXMUMHPE3UCTEHTHOW dopMbl CCJ1 noKasaH TOSIbKO
KaHaKnHymab. Ero addeKkTMBHOCTb Oblia NoATBEPXAEHa
pesynbrataMu paHAOMU3MPOBAHHOIO KIMHUYECKOro Mcche-
fosaHua CLUSTER y geten u B3pocibiX, a Takke cepuen
HabnoaeHU B peasibHOM KIMHUYECKOW NMPaKTUKE Y B3POC-
NbiXx nayuneHToB [37, 38].

Cny4yaeB amunonagosa y 60nbHbix CCJT KpbIMCKO-TaTap-
CKOW HalMOHaNbHOCTM 3adUKCMPOBAHO He 6b1/10. ATO MOXKET
6blTb OGYCNIOB/IEHO OTHOCUTENBLHO ManeHbKOW BbIGOPKOM,
OEeTCKMM BO3pacToM MauuMeHTOB (Hebosnbluasi MpPOAONKM-
TeNbHOCTb 3a60/1€BaHMS), CPaBHUTENbHO HEBLICOKON JOMEN
nauMeHTOB, FOMO3WUIOTHbIX MO BbICOKOMEHETPAHTHON MyTa-
umMn M694V reHa MEFV, koTopasi paccMaTpuBaeTcs Kak
daKTop pUcKa pa3BuTUS amunonaosa [28].

3AK/TIOMEHUE

MpeactaBneHo nepBoe CUCTEMATU3UPOBAHHOE Onu-
caHue cnydyaeB CCJ1 y geten KpbIMCKO-TaTapCKOW HauMo-
HanbHOCTUM. OTMeYeHa BbICOKasf 4acTtoTa reTepo3uroTHbIX
HocuTenen BapuaHTa M694V reHa MEFV, 4yTto yKasbiBaeT
Ha Heo6XOAMMOCTb MONEKYNAPHO-TEHETUYECKOrO TUMMUPO-
BaHWA AeTen KPbIMCKO-TAaTapCKOM HaLMOHaNbHOCTU C Nepu-
OAMYECKMMWU NMXOPaAKaMW aHanormMyHO peKoMeHAaLUsam
B CTpaHax, rae pacnpoctpaHeHa CCJl. NoKa3aHo Takke, 4To
B KJIMHUYECKOW KapTUHE AOMWHMPYIOT IMXOpPadKa U apTpuT.
Y KaKaoro TpeTbero 601bHOro 6bina OTMeYeHa Pe3UCTEHT-
HOCTb MM HEMEPEHOCUMMOCTb KONXULMHA, NoTpeboBaBLlne
nepesoga Ha Tepanuto MBI, Heobxoaumbl AanbHenwune
nccnefoBaHus ana nadydeHus ocoberHocten CCJ1 B nonyns-
LMW KPbIMCKKX TaTap.

UCTOYHUK ®UHAHCUPOBAHMUSA

Cratba ony6snKoBaHa nNpu NOAAEPIKKE KOMNaHUK
«HoBapTue».

COTpyAHWMKM KOMMaHWKU He ydyacTBOBanu B MiaHWpoBa-
HWUW, NPOBEAEHUN N OOCYXKAEHWUWM PEe3yNbTaTOB HACTOSLLEro
nccneaoBaHus.

FINANCING SOURCE

The article has been funded by Novartis.

Company employees did not participate in planning,
conducting and discussing of the results of this study.

KOH®JIUKT UHTEPECOB

M. M. KOCTUK — noJflydeHre roHopapoB 3a YTeHUE NeK-
UM oT Komnaxuw «[dansep», «<HoBapTUc», «CaHODW».

OcTtanbHble aBTOpPbl CTaTbW MNOATBEPAMNM OTCYTCTBUE
KOH®NUKTa MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLUMUTD.

CONFLICT OF INTERESTS

Mikhail M. Kostik — receives fees for lecturing from
Pfizer, Novartis, Sanofi companies.

Other authors confirmed the absence of a reportable
conflict of interests.

ORCID

0.B. }oroBa
https://orcid.org/0000-0002-2336-6246
C.B. UBaHOBCKu#
https://orcid.org/0000-0001-8814-1948
H.B. JlaryHoBa
https://orcid.org/0000-0001-5296-2752
A.B. TymaKoBa
https://orcid.org/0000-0001-7506-893X
M. M. Koctuk
https://orcid.org/0000-0002-1180-8086

CURRENT PEDIATRICS / 2020 / V.19 / N¢ 3

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2020 / TOM 19 / N2 3



Original article

OpuruHanbHas cTaTbs

CMUCOK JIUTEPATYPbI / REFERENCE

1. Aksentijevich |, Kastner DL. Genetics of monogenic autoin-
flammatory diseases: past successes, future challenges. Nat Rev
Rheumatol. 2011;7(8):469-478. doi: 10.1038/nrrheum. 2011.94.
2. Chae JJ, Wood G, Masters SL, et al. The B30.2 domain of pyrin,
the familial Mediterranean fever protein, interacts directly with cas-
pase-1 to modulate IL-1beta production. Proc Natl Acad Sci U S A.
2006;103(26):9982-9987. doi: 10.1073/pnas.0602081103.

3. Sohar E, Gafni J, Pras M, Heller H. Familial Mediterranean
fever. A survey of 470 cases and review of the literature. Am J Med.
1967;43(2):227-253. doi: 10.1016,/0002-9343(67)90167-2.

4. Yilmaz E, Ozen S, Balci B, et al. Mutation frequency of Familial
Mediterranean Fever and evidence for a high carrier rate in the
Turkish population. Eur J Hum Genet. 2001;9(7):553-555. doi:
10.1038/sj.ejhg.5200674.

5. Touitou I. Standardized testing for mutations in familial Medi-
terranean fever. Clin Chem. 2003;49(11):1781-1782.d0i:10.1373/
clinchem.2003.025791.

6. Touitou I. The spectrum of Familial Mediterranean Fever (FMF)
mutations. Eur J Hum Genet. 2001;9(7):473-483. doi: 10.1038/
sj.ejhg.5200658.

7. The International FMF Consortium. Ancient missense muta-
tions in a new member of the RoRet gene family are likely to cause
familial Mediterranean fever. Cell. 1997;90(4):797-807. doi:
10.1016/s0092-8674(00)80539-5.

8. French FMFC. A candidate gene for familial Mediterranean fever.
Nat Genet. 1997;17(1):25-31. doi: 10.1038/ng0997-25.

9. Padeh S, ShinarY, Pras E, et al. Clinical and diagnostic value of
genetic testing in 216 Israeli children with Familial Mediterranean
fever. J Rheumatol. 2003;30(1):185-190.

10. Marek-Yagel D, Berkun Y, Padeh S, et al. Clinical disease among
patients heterozygous for familial Mediterranean fever. Arthritis
Rheum. 2009;60(6):1862-1866. doi: 10.1002/art.24570.

11. Booty MG, Chae JJ, Masters SL, et al. Familial Mediterranean
fever with a single MEFV mutation: where is the second hit? Arthritis
Rheum. 2009;60(6):1851-1861. doi: 10.1002/art.24569.

12. Ece A, Cakmak E, Uluca U, et al. The MEFV mutations and their
clinical correlations in children with familial Mediterranean fever
in southeast Turkey. Rheumatol Int. 2014;34(2):207-212. doi:
10.1007/s00296-013-2858-1.

13. Kastner DL, Aksentijevich I. Intermittent and periodic arthritis
syndromes. In: Koopman WJ, Moreland LW, eds. Arthritis and allied
conditions: a textbook of rheumatology. 15th ed. Philadelphia, USA:
Lippincott Williams and Wilkins; 2005. pp. 1411-1461.

14. Xorosa 0.B., laryHoBa H.B., MBaHoBckuit C.B. n ap. CemerHas
cpeaM3eMHOMOpcKasa nuxopagka B Pecnybnuke KpbiM: onucaHue
Cepuu cry4aeB C aHanM30M UCTOPUHECKUX U ITHOrpadUHECKUX acnek-
TOB 3aboneBaHus. Hay4Ho-npaxktnyeckas pesmarosnorns. — 2019. —
T.57. — N2 3. — C. 339-344. [Zhogova OV, Lagunova NV, Ivanovsky SV
et al. Family Mediterranean fever in the Republic of Crimea: description
of a series of cases with analysis of historical and ethnographic aspects
of the disease. Scientific and practical rheumatology. 2019;57(3):
339-344. (In Russ).] doi: 10.14412/1995-4484-2019-339-344.

15. Tsuchiya-Suzuki A, Yazaki M, Nakamura A, et al. Clinical and gene-
tic features of familial Mediterranean fever in Japan. J Rheumatol.
2009;36(8):1671-1676. doi: 10.3899/jrheum.081278.

16. Lim AL, Jang HJ, Han JW, et al. Familial Mediterranean fever:
the first adult case in Korea. J Korean Med Sci. 2012;27(11):
1424-1427. doi: 10.3346/jkms.2012.27.11.1424.

17.Li J, Zhang Y, Wang W, et al. Three cases with familial
Mediterranean fever misdiagnosed as juvenile idiopathic arthritis.
Zhonghua Er Ke Za Zhi. 2017;55(5):383-387. doi: 10.3760/
cma.j.issn.0578-1310.2017.05.015.

18. Gattorno M, Hofer M, Federici S, et al. Classification criteria for
autoinflammatory recurrent fevers. Ann Rheum Dis. 2019;78(8):
1025-1032. doi: 10.1136/annrheumdis-2019-215048.

19. Ozen S, Demirkaya E, Erer B, et al. EULAR recommenda-
tions for the management of familial Mediterranean fever. Ann
Rheum Dis. 2016;75(4):644-651. doi: 10.1136/annrheumdis-
2015-208690.

20. Livneh A, Langevitz P, Zemer D, et al. Criteria for the diagnosis
of familial Mediterranean fever. Arthritis Rheum. 1997;40(10):
1879-1885. doi: 10.1002/art.1780401023.

21. Pras M. Familial Mediterranean fever: from the clinical syndrome
to the cloning of the pyrin gene. Scand J Rheumatol. 1998;27(2):
92-97. doi: 10.1080,/030097498440949.

22. Yalcinkaya F, Cakar N, Misirlioglu M, et al. Genotypephenotype
correlation in a large group of Turkish patients with familial medi-
terranean fever: evidence for mutation-independent amyloido-
sis. Rheumatology (Oxford). 2000;39(1):67-72. doi: 10.1093/
rheumatology/39.1.67.

23. Ozen S, Demirkaya E, Amaryan G, et al. Results from a multicen-
tre international registry of familial Mediterranean fever: impact of
environment on the expression of a monogenic disease in children.
Ann Rheum Dis. 2014;73(4):662-667. doi: 10.1136/annrheum-
dis-2012-202708.

24. 0zen S, Aktay N, Lainka E, et al. Disease severity in chil-
dren and adolescents with familial Mediterranean fever: a com-
parative study to explore environmental effects on a monogenic
disease. J Clin Rheumatol. 2013 Aug;19(5):246-51. doi: 10.1097/
RHU.0b013e31829ce005.

25. Berkun Y, Ben-Chetrit E, Klar A, Ben-Chetrit E. Peritoneal adhe-
sions and intestinal obstructions in patients with familial Medi-
terranean fever are they more frequent? Semin Arthritis Rheum.
2007;36(5): 316-321. doi: 10.1016/j.semarthrit.2006.11.002.
26. Barut K, Sahin S, Adrovic A, et al. Familial Mediterranean
fever in childhood: a single-center experience. Rheumatol Int.
2018;38(1):67-74. doi: 10.1007 /s00296-017-3796-0.

27. Rawashdeh MO, Majeed HA. Familial Mediterranean fever in
Arab children: the high prevalence and gene frequency. Eur J Pediatr.
1996;155(7):540-544. doi: 10.1007 /bf01957901.

28. Tunca M, Akar S, Onen F, et al. Familial Mediterranean
fever (FMF) in Turkey: results of a nationwide multicenter study.
Medicine (Baltimore). 2005;84(1):1-11. doi: 10.1097/01.
md.0000152370.84628.0c.

29. Mukhin NA, Kozlovskaya LV, Bogdanova MV, et al. Predictors
of AA amyloidosis in familial Mediterranean fever. Rheumatol Int.
2015;35(7):1257-1261. doi: 10.1007 /s00296-014-3205-x.

30. Eshed I, Rosman Y, Livheh A, et al. Exertional leg pain in fami-
lial Mediterranean fever: a manifestation of an underlying enthe-
sopathy and a marker of more severe disease. Arthritis Rheumatol.
2014;66(11):3221-3226. doi: 10.1002/art.38797.

31. Jarjour RA, Al-Berrawi S. Familial Mediterranean fever in Syrian
children: phenotype-genotype correlation. Rheumatol Int. 2015;
35(4):629-634. doi: 10.1007/s00296-014-3116-x.

32. Manna R, Cerquaglia C, Curigliano V, et al. Clinical features
of familial Mediterranean fever: an ltalian overview. Eur Rev Med
Pharmacol Sci. 2009;13 Suppl 1:51-53.

33. Colak S, Tekgoz E, Cinar M, Yilmaz S. The assessment of
tocilizumab therapy on recurrent attacks of patients with familial
Mediterranean fever: A retrospective study of 15 patients. Mod
Rheumatol. 2020:1-3. doi: 10.1080/14397595.2019.1709258.
34. Ugurlu S, Hacioglu A, Adibnia Y, et al. Tocilizumab in the treat-
ment of twelve cases with aa amyloidosis secondary to familial
mediterranean fever. Orphanet J Rare Dis. 2017;12(1):105. doi:
10.1186/513023-017-0642-0.

35. Akar S, Cetin P, Kalyoncu U, et al. Nationwide experience
with off-label use of interleukin-1 targeting treatment in Familial
Mediterranean Fever patients. Arthritis Care Res (Hoboken). 2018;
70(7):1090-1094. doi: 10.1002/acr.23446.

36. Gul A. Approach to the patients with inadequate response to col-
chicine in familial Mediterranean fever. Best Pract Res Clin Rheumatol.
2016 Apr;30(2):296-303. doi: 10.1016/j.berh.2016.09.001.

37. De Benedetti F, Gattorno M, Anton J, et al. Canakinumab for the
Treatment of Autoinflammatory Recurrent Fever Syndromes. N Engl J
Med. 2018;378(20):1908-1919. doi: 10.1056/NEJMoal706314.
38. Laskari K, Boura P, Dalekos GN. Longterm Beneficial Effect of
Canakinumab in Colchicine-resistant Familial Mediterranean Fever.
J Rheumatol. 2017;44(1):102-109. doi: 10.3899/jrheum.160518.



KnuHunyecKkoe Ha6nwoaeHue

DOI: https://doi.org/10.15690/vsp.v19i3.2116

H.E. lTmmanpuHoBa, E.H. UrHaTtbeBa, 0.B. Bopo6beBa, J1.A. JTlo6oBLEBa

YyBallCKMI rocyaapcTBEeHHbIV yHMBepcUTET UM. W.H. YnbsaHoBa, Yeb6okcapsbl, Poccuiickas ®enepauus

BpoXaeHHaa aHOMa/IUA LLeHTPa/IbHOMU
HepBHOM CUCTEMbI, acCOLlMMPOBaAHHANA

C BHYTPUYTPOOHbLIM KOUHPULIUPpOBAHUEM
LUTOMErajjoBUpycomM U TOKCOMN/1a3mMom:
KJIMHUYECKUHU cnyvyan

KoHTakTHaa undopmauus:

MmangnHoBa Hatanbsi EBreHbeBHa, KaHAWAAT MEANLIMHCKMX HaYK, aCCUCTEHT Kadeapbl 06LLEN U KNMHWYECKOH MOPHONOruK 1 cyaebHOM MeanLmHbl
Yry um. M.H. YnbsHoBa

Appec: 428000, HYe6oKcapbl, MOCKOBCKMIA Np-T, 4. 45, Ten.: +7 (8352) 45-39-19, e-mail: ruferO6@rambler.ru

Cratbs nocrynuna: 27.02.2020, npuHsTa K neyatu: 19.06.2020

O6ocHoBaHue. PopMUpPoOBaHUE MOPOKOB Pa3BUTHUS LIEHTPANbHOM HepBHOM cuctembl (LIHC) MOXKeT npoucxoanTb Ha poHe
BHYTpHYTPOBGHOM MHpeKUmn. COOTBETCTBYIOLME NAaTOMOPPOI0Ornieckue uameHeHmsi B cTpyktypax LIHC TpebytoT 4on0/IHM-
Te/IbHOro M3yyeHus. OnucaHue KJAMHMYecKoro ciay4as. [IpoBejeHO Mop@OI0rnyecKoe nccaeoBaHMe roloBHOro Moara
Tpyna pebeHKa, POXAEHHOI0 Moc/e BHyTPUYTPOOBHOIro MHPULMPOBaHMSA TOKCOMIa3Mon 1 UATOMEraaoBUpPyCOM U NornoLiero
B Bo3pacTe 2 neT. YCTaHOBJIEHbI YTO/LEHUE MSITKOM MO3roBOHM 060JI0YKM 3a CYET OTeKa M 04aroBOIro CK/Iepo3a C MyTHOM
MMOBEPXHOCTbIO, PACMPOCTPAHEHHbIM TPOMGO3 MPOAOJIbHBIX, MONEPEYHbIX M BEPXHEr0 CarntTalbHOro BEHO3HOro CHMHYCOB,
OTCYTCTBUE MO30JIMCTOro Tes1a, OCHOBHOM KOMUCCYPasbHOM Cranku, 3USIOLLMI TPETUN XKeJyJ04YeK MO3ra U areHe3us YepBs
MO3KEYKa, a TaKXXe CMellaHHas OKKI3MOHHas rugpoledanus. 1oy rucTonorMyecKkom mccaegoBaHumn 6e/10ro BelecTsa
[0JIOBHOr0 MO3ra O6HapyXeH ANGQOY3HbIN [IMO3 C [MNa/IbHbIMU KUCTaMu B MEPUBEHTPUKY/ISPHBIX 30HaX. B cTeHKe Knct
MAEHTUOUUMPOBAHbI MCEBAOLMCTLI, 3aM0JHEHHbIE TOKconaaamamu. OTMEYEHbI MPU3HaKN MPOAYKTUBHOIO BackyauTa. Ans
MoATBEPKAEHNS CBSI3U BHYTPUYTPOOHOM MHOEKUMU C HOPMUPOBaAHMEM aHOMaJsiuh roJ10BHOIO0 MO3ra poBeAeHO COorlo-
cTaB/IeHWe NMaToMoppOIOrMYeCKUX M3MEHEHUI F0JI0BHOr0 MO3ra M BHYTPEHHMX OpPraHoB C aHaMHECTUYECKMMM AaHHbIMU
pebeHKa (nepeHeceHHasi MaTepblo B epBOH M0/10BUHE 6EPEMEHHOCTU TOKCOMNIa3MeHHas U LUMToMeraioBUpycHas NHOEK-
Ums, 0OBHapyXeHne aHoMasiun roJIOBHOro Mo3ra y rnoja rnpv npoBeAEeHUN BTOPOro ybTPa3BYKOBOIro CKPUHMHIa Ha CPOKe
21-22 Hep rectaummn) u pesynbtataMu rmMcToI0OMMYEeCKOro UCCaeA0BaHns MaaleHTbl. B nnaueHTe o6Hapy)KeHbl naTorHo-
MOHMWYHbIE€ MPU3HAKM LIMTOMEras0BMPYCHON MHPEKLMM M TOKCOMIa3mMo3a: LIMTOMErajiniyeckne KIeTku, TpomM603 Ccocyaos,
NEMNYECKME MHPaPKTbI, PMOPUHOMAHBIN HEKPO3 6a3asibHON MAACTMHKK, rMAonaasus naaLleHTbl. B cTpome BOpcHH xopu-
OHa, napuetasbHOM TpogobaacTe, aMHMOHE, AeLnayabHON TKaHU BbiSIBJIEHbI TOKCOM/Ia3MEHHbIE LIMCTbI. 3aK/Ilo4YeHHne.
BHyTpnyTpOo6GHas BUpYyCHO-napa3utapHas MHOEKUNS MOXKET ObiTb NMPUYUHON GOPMUPOBAHMS aHOMAasNI roJI0BHOMO Mo3ra
Y BHYTpnyTpOo6HOro pebeHka. BmecTte ¢ TemM crieymduyecknx npu3HaKkoB (LUMTOMerajindyeCcKnx KIeToK TUrna «COBUHbIN r/1a3»)
UUTOMErasoBMpPyCHON UHPEKUMN y pebeHKa He 0BHapYKeHO, Aaxe Mpu Haln4un XxapaKTepHbIX 415 3TON UHOEKUNN naTo-
MOPGhOIOrM4eCcKMX M3MEeHEeHUH B riayeHTe. MOoXHO nNpeanoioxuTb, YTO pa3BUTME aHOMaJlnn roJjoOBHOIro Mo3ra y pebeHka
paHHero Bo3pacTta 6b1/10 CBA3aHO C TOKCOMN1a3MeHHON MHPEKLIMEN.

KnioyeBble cnoBa: BHyTpUYyTPOOHass MHOEKUNS, BPOXKAEHHAs MHEBMOHUS, 3a4€PIKKa BHYTPUYTPOOHOIro pa3BUTUSI, BPOXK-
JIEHHbIE MMOPOKM Pa3BUTHS, LUEHTPasIbHas HEPBHas cMCTeMa, TOKCOM/Ia3mMo3, areHe3us, [MnasabHble KMCTbl, MCEBAOLMCTbI

Ana untupoBanms: mmanavHosa H.E., MrHatbeBa E.H., Bopo6beBa 0.B., Jllo6oBLeBa J1.A. BpoxkaeHHas aHOManus LeHT-
panbHOW HEPBHOW CUCTEMbI, aCCOLMUPOBaAHHAs C BHYTPUYTPOOHBLIM KOMHOULIMPOBAHMEM LIMTOMEraNoBUPYCOM M TOKCOMnas-
MOW: KIIMHUYECKUI cnydan. Bonpocsl coBpemeHHou negmatpun. 2020; 19 (3): 207-213. doi: 10.15690/vsp.v19i3.2116

OBOCHOBAHME

BHyTpuyTpo6Hasa wuHodekumnsa (BYWN) ocTtaeTca oaHoOM
M3 BeayLMX MNPUYUH TMOENU BHYTPUYTPOOBHOrO pebeHKa,
a TaKe 3ab0neBaHWKi, acCoLMMPOBAHHbBIX C MOPOKamu
pas3BUTUA U CMEPTUM HOBOPOXKAEHHbIX [1]. B cTpykType
NPUYUH CMEPTM B aHTeHaTa/bHOM Nepuoae BCAeacTBUE
BYU 27% npuxoautcs Ha BUPYCHYyO MHOeKuuo, 18% —
Ha 6aKtepuanbHyl, 26% — Ha WHOEKUMIO CMeLlaHHON
atnonoruu [1]. B nepuHaTanbHoOM nepuoae BYU aBnsetcs
npuymHon 6onee 30% cnydyaeB cmepTtu [2]. NMomMnMO 3TO-
ro, HabnwaeHns 3a pa3BUTUEM AeTer C BPOXKAEHHbIMU
nopokamu pasBuTUSA MoKas3anu, 4yto BYWM accouunmnpoBaHa
C HapylweHuem GU3NYECKOro M YMCTBEHHOIO pPa3BUTUSA
pebeHKa, a TaKXe C BbICOKMM PUCKOM WHPEKLMOHHbIX
3a60/1eBaHUN yKe B Te4EHNE NepPBbIX NIET XKU3HU [3-5].

CBA3b BYW ¢ dopmMupoBaHnem NOPOKOB Pa3BUTUS Y BHY-
TPUYTPOGHOro pebeHKa HEOQHOKPATHO OMnucaHa B nuTepaty-
pe [6-8]. MexaHW3M NPOHUKHOBEHUS TOKCOMNa3Mm U LMTO-
MeranoBupycHon uHdekuun (LUMBW) B nnaueHTy cxogeH,
HO PUCK MHOMLMPOBaHUA U natoMopdOonornyeckme name-
HEHWS B LieHTpanbHOW HepBHoW cucteme (LHC) npu atom
MUMEIOT CyLLECTBEHHble OTnYMS. N3BeCTHO, Hanpumep, 4To
YyactoTa MHOULMPOBAHUA BHYTPUYTPOOGHOIO pebeHKa npwu
OCTPOM TOKCOMNNa3M03e BO Bpems 6epeMeHHOCTH CoCcTaB-
naer 40% [9, 10], torga Kak LUMBW TpaHcnnaueHtapHO
nHdununpyet ot 0,2 Ao 14% HOBOPOKAEHHbIX [11].

MexaH13Mbl NOBPEXAatlowero LenCcTBUSA TOKCOMaasm
00yCNOB/EHbl IKCMPECCUPYEMBIM Ha MX NMOBEPXHOCTU Ben-
KoM PEF (penetration enhancing factor), KotTopbli cnoco6-
CTBYET afire3vn U NPOHUMKHOBEHUIO NapasuTa B KNeTKy [12].
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dochonunasza A, napasuta BAuAeT Ha dochonunuabl
KNEeTOYHbIX MeMbpaH, NpuMBOoAs K 06pa30oBaHUI0 MWKPO-
nop U U3MEHEHMIO NMPOHMULAEMOCTM MeMbBpaH KneTok [13].
B aKcnepumeHTe in vitro 6b1710 NOKa3aHo, 4To Aob6aBieHne
B KY/bTYypanbHYIO Cpefy MOHOKOHaNbHbIX aHTUTen K ¢doc-
donunnase A, MHIMOGMPYeT NPOHWKHOBEHWE TOKCOMNa3Mbl
B KneTku [14]. pun BHYTPUYTPOOHOM MHOULIMPOBAHNKN TOKCO-
nna3Mon B NepBYyl o4epeab NoparkatoTcs CTPYKTYpPbl Fon10B-
HOro moagra [5, 6], 4To NpoABASETCH Ppa3BUTUEM MUKPO- UK
rnapouedanuu [5, 6]. B TKaHsAX Mo3ra TOKComnaasmbl MOryT
HaxoAMTbCHA KaK BHYTPU-, TaK M BHeKneTouHo [9, 10]. Mpwm
3TOM XapaKTepHa MaKpodaranbHas peaKkuus: Makpodaru
daroumTUpyoT BO36yauMTENEN U NPOAYKTbl pacnaja TKaHen
MO3ra, NoABEPriInXca HEKPOTUYECKUM U3MeHeHuam [9, 10].
B cocygax npovcxoauT yTonleHne SHAOTENNS U afBEHTULMMK,
cTta3 u Tpom603 [10]. B pesynbrate TpoM60BacKynuTa, npe-
MMYLLECTBEHHO B KOpe MO3ra U B cy6aneHaMMaibHON 30He
GOKOBbIX eNya04KoB, 06pa3yoTCs 04arn HeKpPo3a, KoTopble
B nocneaylolwemM paccacbliBaloTcsl ¢ 06pa30BaHUEM KUCT.
Mo nepudepnn HEKPOTUYECKMX OYaroB MNPOMUCXOAUT pas-
pacTaHue Mnu ¢ ynaoTHEHMEM TKaHW MO3roBOro BellecTBa.
CocyancTtble cnieTeHust U MArkne 060/104KU rONOBHOMO MO3-
ra Yyatlie BCEro cKneposnpyroTcs. BMecTe ¢ aTUM NPOUCXOANT
KanbLMHO3 HEKPOTMYECKMX ovaroB. B aneHanme, MSArkux
MOS3roBbIX 060/104Kax, MpUaeXallunx K o4aram 06bI3BeCTBIIE-
HWS, pa3BMBAETCS PEAKTUBHbLIN BOCNanMTENbHbIA Npouecc,
NPEMMYLLECTBEHHO NPOAYKTUBHOrO xapaKrtepa [10].

Mpn LUMBW HapylaeTcs rectaumMoHHas TpaHchopmaums
TpodobnacTa 1 BOPCUH XopuoHa [11]. Takne AECTPYKTUBHbIE
npoLeccbl pasBMBalOTCA BCNEACTBME aKTUBaLMKW MeanaTo-
poB BOcCnaneHus (MHTepaenkuHoB 6, 8). Kpome Toro, otme-
YaeTca CHUXKEHWE KOHUEHTPaLMW NaaLeHTapHOro nakrore-
Ha, acTpaguona, acTp1ona, NporectTepoHa, 4To Koppenupyet
CO CHWXXEHMEM COAEPIKAHUS UX NPeALEeCTBEHHWKa — Xxofe-
ctepona [11, 15, 16], Heo6Xx0ANMMOro Ans NOCTPOEHUS MEM-
6paH, CMHTE3a rOPMOHOB M HOPMAaNIbHOrO Pa3BWUTUS Maoaa.

[Mopa)keHne HepBHOW cUCTEMbl Hanbosiee xapaKTepHO Mnpwu
paHHeEM MHOULMpPOBaHMK LiUTOMeranoBupycom [7, 11] ¢ pas-
BUTMEM AECTPYKTUBHbLIX MPOLECCOB B aCTPOLMTAPHON Muu
[11, 17, 18]. 3T0T BUpYC oBGnagaeT NOAUrMCTUOTPOMHOCTbIO.
Mo agaHHbIM NAaTOMOPPONOrMYECKUX UCCNEeAOBaHUN, Y AeTeN
C BPOXAEHHOW UMTOMEranuen npeobnagatot amépuonaTtuu,
pa3BMBaloTCH MOPOKM BHYTPEHHMX OPraHoB, B T.4Y. MOPOKM
cepaua, NHEBMOMaTUW, aHOMaIMWU KeNyAOHHO-KMULWEYHOro
TpaKTa U MOYenonoBbIx nyten [3, 5].

M3 npuBedeHHbIX [AaHHbIX CneayeT, YTO BPOXKAEHHblE
LUMBW v TokconnasmeHHast MHPEKLMUSA OCTalOTCS aKTyanbHOM
npobnemow neanaTpuv BBWUAY TEPaATOreHHOro mnoTeHuuana
BO36yAnTENEN U BbICOKOrO PUCKa BO3HUKHOBEHUS BPOXAEH-
HblX MOPOKOB pPa3BWUTUSA. PaHee, HAaCKONbKO HaM M3BECTHO,
nogpo6Hoe MopdoorMyecKoe onmMcaH1e pesynbLTatoB BUS-
HUS YKa3aHHbIX BHYTPUYTPOOHbIX MHPeKumh Ha LIHC y peTen
paHHero Bo3pacrta He NPOBOAMIOCh.

B cBA3M C 3TUM Uenblo NPeaCTaBNEHHOrO HUMKE CeK-
LMOHHOrO cnyyast ctano natomopdonornyeckoe onucaHue
BpoxaeHHon aHomanun LIHC, pasBuBlencsa y pebeHKa
B peaynbrate ero BHYTPUyTPOOGHOro KOMHOULMPOBAHWUS TOK-
connasmon n UMBW.

KNIUHUYECKHUIA NPUMEP
Tpyn pebeHKa My»XCKOoro rnona, 6M0Normn4ecknin (KaneH-

OapHbIKM) Bo3pacT 2 roga 24 CyT C POXAEHUS, HanpaBfeH

Ha MaTos0roaHaTOMMYECKOE BCKPbITME C 3aKNIOYUTENbHBIM

KIMHUYECKUM AMarHo30M (COrlacHO UCTOPUKN GONESHN).

e (OcHoBHOe 3abosieBaHue. [pyrve yTOYHEHHbIE Mopa-
EHUSA LEeHTpanbHOW HepBHOM cucTembl. [locneacTeuns
nepuvHatanbHoro nopaxeHus LIHC cmelwaHHOro reHe-
3a (FMNOKCUYECKU-UHDEKLMOHHOrO). [eTCKum uepe-
6panbHbli napanuy. Cnactuyeckasa Tetpannerus. Cnac-
TUYECKMK TeTpanape3d 2-W CT.,, nceBaobynbbapHbIn
CUHAPOM. BpoXKAEeHHbIM NOPOK pa3BUTUSA FOIOBHOIMO MO3-
ra (areHe3ausa MO30/IMCTOro Tena, YepBs MO3XKeUKa), INK-

Natalia E. Gimaldinova, Yevgenia N. Ignatieva, Olga V. Vorobyova, Lyubov A. Lyubovtseva

Chuvash State University n.a. I.N. Ulyanov, Cheboksary, Russian Federation

Congenital Anomaly of Central Nervous System Associated
with Antenatal Coinfection with Cytomegalovirus

and Toxoplasma: Clinical Case

Background. The development of central nervous system (CNS) malformations may occur due to antenatal infection. Specific
pathomorphological changes in CNS structures require further study. Clinical Case Description. The autopsy morphological study of
the brain of a child who had antenatal toxoplasma and cytomegalovirus infections and who died at the age of 2 years was performed.
Thickening of the pia mater with cloudy surface due to edema and focal sclerosis, generalized thrombosis of superior sagittal sinus, sinus
rectus and sinus transverses, absence of corpus callosum, major commissural fibers, opened third ventricle and vermis of cerebellum
agenesia, as well as mixed forms of obstructive hydrocephalus were revealed. Diffuse gliosis with glial cysts in the periventricular zones
were revealed at histological examination of the alba. Pseudocysts filled with toxoplasms were identified in the cysts’ wall. Signs of
productive vasculitis were noted. Comparison of pathomorphological changes in the brain and internal organs with anamnestic data of
the patient (toxoplasma and cytomegalovirus infection during recent pregnancy, brain abnormality of the fetus on the second ultrasound
screening at 21-22 weeks of gestation) and the results of histological examination of placenta was carried out to prove the correlation
of antenatal infection with the development of brain anomalies. Pathognomonic signs of cytomegalovirus infection and toxoplasmosis
were revealed in the placenta: cytomegalic cells, vascular thrombosis, white infarcts, fibrinoid necrosis of basal lamina, placental
hypoplasia. Toxoplasmic cysts were detected in chorionic villae stroma, parietal thophoblast, amnion, decidual tissue. Conclusion.
Antenatal viral-parasitic infection may be the cause of brain anomalies of the fetus. However, the child had no specific signs of
cytomegalovirus infection (such as cytomegalic cells — owl eye cells), even when the placenta had pathomorphological changes typical
for this infection. It can be assumed that the development of brain anomaly in this child could be associated with toxoplasma infection.
Key words: antenatal infection, congenital pneumonia, intrauterine growth retardation, congenital anomalies, central nervous system,
toxoplasmosis, agenesia, glial cysts, pseudocysts
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BOpHas KUCTa MeauasnbHbIX OTAEN0B cpefHen YepenHon

MKMW, peTpouepebennsapHas kucta. OS — BPOXKAEHHbIN

MUKpodTanbm. OD — cybaTtpodus 3puTenbHOro HepBa.

3afepyKKa HEPBHO-NCUXMYECKOr0 pa3BuUTHS.

o  KoHKypupyruee 3aboseBaHue. [ABYCTOPOHHAS BeEpX-
HeponeBass OPOHXOMHEBMOHMS, TSAXKeNoe TeyeHue.
[bixaTenbHas HeoCTaTOYHOCTb 3-1 CT.

e OC/I0XXHEHNS1 OCHOBHOIro 3abosieBaHus. JIeroyHbln cen-
cuc (3HuedanutT, MUOKapauT, renatonatus, HedpwuT),
nonvopraHHass HegoCTaToOMHOCTb (UepebpanbHas Hepdo-
CTATO4YHOCTb, KapAMOBaCKynsapHas HeaoCTaTOYHOCTb,
[blxaTenbHas HeJoCTaTOYHOCTb 3-M CT., OCTpas noyeyHas
HeLOCTaTOYHOCTb, Mapes KULeYyHMKa, NeYeHoYHas Heao-
CTaTo4yHoCTb). OTEK U AUCNOKaLMs roIOBHOro Moa3ra.

e ConyrterByowme 3aboseBaHns. CumnToMaTuyecKas
reHepanuMsoBaHHaa anunencus. Jucnnasva CoeamHu-
TeNbHOM TKaHW. MHOMECTBEHHblE CTUTMbl AU33MOpPUO-
reHesza. Manasi aHoManuns pasBWTUA cepaua: OTKpbIToe
OBafibHOE OKHO, [OMNOSIHUTENbHAs XopAa NeBOro »Keny-
fouyKa. lNyno4yHas rpbixKa. BropyyHoe UMMyHHOAEPULINT-
HOE COCTOSIHME.

N3 MeauUMHCKON AOKyMeHTauuu (ambBynaTopHOM KapThbl
pebeHKa M MUcTopunM 6O0NE3HU) UM3BECTHO, YTO PeBEHOK OT
2-11 6epeMeHHOCTU Yy MaTepu 27 NET € OTArOWEHHbIM coMaTuye-
CKMM aHaMHEe30M (XPOHUYECKWIM racTpuT, TOH3MAAKT). B nepson
nonoBmHe 6epemeHHoCTH (Ha 9-10- Head) Npy NOCTaHOBKe
Ha y4€eT B KEHCKOW KOHCYNbTaLMKU y MaTepu Bbla NOayYeH Noso-
UTENIbHbIV aHaNM3 KPOoBKM Ha ToKconnasmy (IgM, oTHoweHue
S/CO, 4,3 (Hopma 0-0,80), IgG — 23 ME/mn, Hopma 0-1,0)
n umtomeranosupyc (IgM, otHowenne S/CO, 2,78 (Hopma
0-0,70), 1gG — 122 Ea/mn, Hopma 0—-0,50). BbIio BbISCHEHO,
YTO BO3MOXHbIM MCTOYHUKOM WMHOEKLUMM Morna CTaTb MNpo-
MBaKLlas B cemMbe KolWKa. HecMoTps Ha npeaynpexaeHue
KEHLMHBI O BO3MOXHbIX MOCNEACTBUAX AN peGeHKa, OT npo-
BeAeHUs cneunduryeckon Tepanmm oHa oTKa3anach.

Mpu ynbTPa3ByKOBOM CKpUHWHIe B 11-12 Hepn guar-
HOCTMPOBAHO MHOrOBOAME, KOTOPOE COXPaHANOCb Ha MpPo-
TAXKEHUN BCeW 6epeMeHHOCTU. Bo 2-10 NofoBUHY 6epemeH-
HOCTM MPW NPOBEAEHUU aHTeHaTaNbHOro YAbTPa3BYKOBOIO
CKPUHUHIa y BHYTPUYTPOOGHOro pebeHKa (21-22 Hen) 6bin
BbISIBIEH MOPOK pPas3BWTUS TONOBHOro Mo3lra. Poautensm
6bIN0 NPEAsoKEHO NpepbiBaHWEe 6EPEMEHHOCTH, OT KOTOPO-
rO OHM OTKa3aucChb.

PebeHoK poauncs AoHoweHHbIM (Ha 40-1 Hen 6epemeH-
HOCTH): no wKane APGAR (Ha 1-1 v 5-i MnH) — 5/6 6annos,

Puc. 1. [uctonornyeckme npenapatbl NnaueHTbl
Fig. 1. Tissue specimens of placenta

C aHTPOMOMETPUYECKMMMU MPU3HAKAMKU 3aAEPIKKN BHYTPUY-
Tpo6Horo passutKa Il CT. No runonaacTM4eckomMy Tuny (Macca
npu poxaeHun 2485 r, ainHa — 48 cm). Mpu ructonorunye-
CKOM MccneaoBaHuMM MnaueHTbl BbigBAEHO (puc. 1): uyuTo-
MeraanM4yeckme KneTtku, TpoM603 COCYAOB, MLIEMUYECKUE
MHbaPKTbI, KPOBOU3NNUAHUS B MEXBOPCUHYATOM MPOCTPaH-
cTBe, PUOPUHOMAHBLIN HEKPO3 BGa3anbHOW NAACTUHKK, TMMO-
nnasus nnaueHTbl, NPOAYKTMBHO-NPOAMGEPATUBHbIR BUI-
Ny3UT U o4aroBbi 6a3asibHbli AEUMAYUT; MHOMXECTBEHHbIE
TOKCOMIa3MeHHble LIMCTbl B CTPOME BOPCHH XOPUOHa, Napwu-
eTanbHOM TpodobnacTe, aMHUOHE, AelnayanbHOW TKaHW.

3aK/o4eHne: BbICOKMIM PUCK MO aHTeHaTalbHOMY MHPU-
LIMPOBaHMIO, HapyLUEHWUIO CO3PEBAHUS BHYTPEHHMX OPraHoB,
BPOXAEHHbIX MOPOKOB pPa3BUTUS, TMMNOKCMYECKOro nopa-
»weHua LUHC.

C poXaeHus cocTosiHne pebeHKa pacLEHEHO KaK Taxe-
noe, 06ycnoBneHHoOe BpoOXaeHHoW aHomanuen LUHC (4epen
nedopMmnpoBaH, HenpaBWbHON GOPMbI, 3aX0XKAEHNE TEMEH-
HbIX KOCTEW Ha NO6HYI0; rMasHble wenun D > S, cneBa — pyau-
MEHT rnasHoro s6n0Ka; rnotaTefbHbi pedeKkc OTCYTCTBO-
Ban). C poxKaeHUs Haxo4MNCcs Ha MCKYCCTBEHHOM BEHTUSALMK
nerkux, nonbltTkn nepesoga Ha NCPAP (Nasal Continuous
Positive Airway Pressure — HeMHBa3MBHas CUCTEMA BEHTU-
naunKn) 66T HEIDPEKTUBHbLI, CaMOCTOSATEIbHOE AblXaHWe
oTcytcTBOBasno. B Bo3pacte 1 roga 10 mec y pebeHKa nosi-
BW/CS CYAOPOXKHbIA CUHAPOM (CTOMKME TOHUKO-KINOHWYECKUE
Cy#OpPOrn C LIMAHO30M M NafeHWeM caTypauuun Kucaopoaa
no 60-70%, Kynupyemble BBEAEHUEM penaHuyma u HaTpus
OKcubyTuparta), AblxaTenbHas HeaocTaTo4YHOCTb 3-M CT.,
reHepann3oBaHHbI BPOXAEHHbIM MHDEKLMOHHbBIM npoLecc
(BYW), 3ageprKKa BHYTPUYTPOOBHOIO pasBuUTKS.

JTaGopaTopHble uccnegoBaHUs

KuncnotHo-ocHoBHoe cocTosiHme (Bo3pacT 1 rog 10 mec):
pCO, — 53,8 MM pt. cT. (Mpn Hopme 32-45), pO, —
74 mm pT. cT. (Npn Hopme 83-108), Hct — 41% (npu Hopme
37-40), Catt — 1,43 mmonb/n (npu Hopme 1,15-1,33),
ctCO, (B) — 20,4 mmonb/n (npn Hopme 22-28), sO, —
93,3% (npu Hopme 94-98), ct0, — 17,2 mmonb/n (npu
Hopme 8,4-9,9). YposHuu pH, Na*, Ka*, cCl: ctHb, cHCOg (P),
cHCO; (P st), cBase (B), cBase (Ecf), cBase (B, ox),
cBase (Ecf, ox) n ctCO, (B) Haxoannucb B npegenax pede-
PEHCHbIX 3HAYEHWN.

KnuHn4yeckui aHanm3 moyu (Bo3pact 2 roga 20 cyr):
3puUTpoLnUTEl — 7—8 B N/3p (Npun HopMe A0 5), ypobuimHo-

.
<

MpumeyaHue. A — xpoHWYecKas nnaleHTapHas HeJOCTaTOYHOCTb, PEAYKLIMS COCYA0B TEPMMUHANbHbBIX BOPCHH, O4aroBbli THOMHO-HEKPOTUYECKUIA
BUANY3UT (OTMEYEHO CTpenkamu). b — aHpoTenvanbHas KieTKa (0TMeyYeHa CTPENKOoM) MynoYHOM BEHbI C LLUTOMEranoBUpyCHoOM TpaHchopmaumnen
(KneTKa Tvna «CoOBUHbLIN Ma3»). B — NOCTUHOEKLMOHHbIE CyB3neHaAMMaNbHbIE KUCTbI C AUCTPOPUYECKUM 0ObI3BECTBNIEHUEM B UX CTEHKAX
(oTMeyeHbl cTpenkamu). Bo Bcex cnydasx oKkpaleHo reMaToKCUAMHOM-303MHOM. YB.: 06. 10 (A, B), 40 (B); ok. 10. UcTo4HUK: [MMananHoBa H.E.

1 coaBrT., 2020.

Note. A — chronic placental insufficiency, vessels reduction in acroteric villus, focal purulonecrotic villusitis (arrows). b — endothelial cell
(arrow) of umbilical vein with ¢ cytomegaloviral changes (owl eye cell). B — post-infectious subependymal cysts with petrification in the walls
(arrows). Hematoxylin-eosin staining. PHF: 10 (A, B), 40 (C); 10. Source: Gimaldinova N.E. et al., 2020.
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reH MoNOXuT. (B HOpMe 0Tp.), NenKouuTel — 15-18 B n/3p
(npn Hopme go 10), ackopbuHoBas Kucnota — 25 mr/an
(Npu Hopme 1,93-21).

KnuHnyeckuit aHann3 Kposu (Bo3pacT 2 roga 20 cyr):
nenKouuTbl — 26X10°/n (npn Hopme 5—12), reMornobmuH —
95 r/n (npu Hopme 110-140), cpeaHu 06beM 3PUTPOLUTOB
(MCV) — 73,8 ¢n (npu Hopme 77—79), remaTtokpuT (Ht) —
25% (npu Hopme 37—44), TpomBounuTel — 529X 10%/n1 (npu
Hopme 160-390), CO3 — 27 mm/4 (Npn Hopme 4-12).
Yucno apuTpoUMTOB, CpedHEE CoAep)KaHMe remornobuHa
B 3pUTpoOLMTE, a TaKKe 4Yucno 6a3oduioB, 303MHODUIIOB,
YPOBEHb M/9 U ¢/9 HENTpPodunnos, NMMOOLMTOB, MOHOLIUTOB
HaxoaMnuch B npeaenax pedepeHCHbIX 3Ha4YeHUN.

Koarynorpamma (Bo3dpacTt 2 roga 20 cyT): NpoTPOMOUHO-
Boe BpeMs — 12 ¢ (npu Hopme 14—17). 3Ha4yeHns NpoTPOM-
GMHOBOr0 MHAEKCA, MEXAYHapOAHOro HOPManM30BaHHOIO
OTHOLIEHUS, TPOMBUHOBOIO BpeMEHU, GUOBPUHOreHa, aKTu-
BMPOBAHHOMO 4aCTMYHOIO TPOMGOMNACTUHOBOIO BPEMEHM
HaxoaMnuch B npeaenax pedepeHCHbIX 3Ha4YeHUN.

UHCTpyMEHTaNbHblE UCCNe0BaHUs

HernpocoHorpagpus (Bo3pact 1 rog 10 mec): areHesus
MO30/IMCTOr0 Tefa U YepBs MO3Xe4yKa, JIMKBOpHas KucTa
MeauanbHbIX OTAEN0B CPEAHEN YEPEMHOM AMKHK, peTpouepe-
6ennsipHas Kucra.

PeHTreHosorn4ecKkoe wuccaegqoBaHue aerkux (Bospact
2 roga 20 cyT): ocTpas NHEBMOHUS C JIOKaNM3aLUnen B HUXK-
Hew Jone NeBoro Nerkoro.

YnbTpa3BykoBoe uccieoBaHMe opraHoB GPIOLLIHOM M0J10-
CcT1 1 noyekK (Bo3pact 2 roga 20 cyT): 3Xonpu3HaKu renatome-
raaMn, aCUMMETPUM Pa3MepPOB MOYEK, NMMEN03KTa3un, and-
QY3HbIX UBMEHEHMM MapPEeHXUMbl ¢ 06edHEHNEM KPOBOTOKa
npv LBETHOM JOM/JIEPOBCKOM KapTUpOBaHMM 06eMX MOYEK,
KOHKPEMEHTOB JIEBOM NMOYKM, MHOXECTBEHHbIX MENKKX TUne-
P3AXOreHHbIX BKIIOYEHUIM B MapeHXMMe NpaBomn MOYKM.

AneKkTpoKkapanorpamma (Bo3pact 2 roga 20 cym):
PUTM CWHYCOBbIM, 4acToTa CepAeYHblX COKpalleHWn —
125-136 ya./MuH. BepTuKanbHOE MONOXKEHUE 3NeKTpuye-
CKOM ocCu cepgua. INeKTPoKapAMOoNornyeckne npuaHaKu
Harpy3ku Ha npaBoe npeacepauve. CrnaxeHHble 3y6ubl T
B V5_5, HU3KOAMMINUTYAHbIE B NEPBOM CTaHAAPTHOM OTBeAe-
HWUK 1 Vg. He nckiovaetcs runepTpopus NpaBoro xesynou-
Ka (no S-tuny).

KoHcynbrauum (3akio4yeHus) cneyuaaucTtoB

(MCTOYHUK — UCTOPUSA GONE3HMU)

leHeTnK (Bo3pacT pebeHKa 10 mMec): KapuoTun B HOpME.
BbicTaBneH aMarHos «BpoxaeHHbi nopok pa3sutusa LLHC —
areHesus MO30/IMCTOro Tefla U YepBs MO3XKeYKan.

O¢tanbmonor (Bo3pacT pebeHKa 2 roga 22 cyT):
OU-atpodus 3puTenbHOro Hepea, narodTasnbM, CyXon Kepa-
TOKOHBIOHKTUBUT (H47.2 ATpodus 3pnTeNbHOrO HEpPBA).

Kapawnosnor (Bo3pacT pebeHKa 2 roga 22 cyt). BropnyHas
apTepuanbHasa runepteH3una 1-n cT. Manble aHomManuu
passutusa cepaua (MAPC): pononHutenbHas xophaa feBo-
ro xenygodka (OXJ1XK). HepgoctaTtoyHOCTb KpoBOOGpalle-
HUA 2a (115 BTopuyHas runepteH3uns).

B paHHeM HeoHaTanbHOM NepUoAe NOCTaBNEH KIMHUYeE-
CKMI anarHo3 «BpoxkaeHHbin nopok pa3sutmsa LIHC. AreHesuns
MO30/IMCTOr0 Tena, 4YepBs MO3XKedyKa. LepebpanbHasd
nwemus 3-m CT., CyAOPOXKHbIN cuHApoM. BYW, BpoxaeH-
Hasi MHEBMOHMUS, AblXxaTenbHas HeJoCTaTOYHOCTb 1—2-1 CT.
Mepcuctupyrowme ¢etanbHble KOMMYHUKaLMWK: OTKPbITOE
OBa/lbHOE OKHO. 3ajep)XKa BHYTPUYTPOOGHOro pasBUTUS
no rMNonaacTUYecKoMy TUMy», C KOTOPbIM PEGEHOK NPOXOAWA
NMOCTOSIHHOE CTaLMOHapHOe jledeHne A0 1-ro roaa XM3HM.
[OuarHosbl LUMBW 1 Tokconna3ameHHOM MHPEKUUN pebeHKy

BbICTaB/IEHbl HE OblIW, 3TMOTPOMNHas Tepanua MHOEKUUH
He npoBoaMnacb. B Bo3pacte 1 roga nauMeHTy noctaBfieH
anarHo3 «[leTCKui LepebpanbHblii napanuy. Cnactuyeckas
TeTpannerna. AcnupauuoHHbIM cuHApOM». Heobxoanmo
OTMETUTb, YTO GONBLHOIO C POXKAEHMUS BbIXaKMBann B yCNo-
BMAX CTalMoHapa, oH 4 pas3a nepeHec HO30KOMMWasbHbIN
CEencuc, Ha BbICOTE TOHMKO-KIOHWYECKMX CyAOpPOr MnosiBAs-
JIUCb HEOAHOKpaTHble anHoa. Bo Bpems nocneaHen rocnura-
NIM3aLMK Pa3BHUICS IEFOYHBIN CEMNCUC € eTalbHbIM CXOA0M.

MaTtonoroaHaTtommu4yeckKoe uccaegoBaHme

Mpn npoBegeHUMM uccnefoBaHMA MPUMEHEHaA CTaH-
JapTHas MeToAMKAa BCKPbITUS MNOMOCTU 4epena p[eTew
paHHero BO3pacTa, NpegHa3HayeHHas AN COXpaHeHus
HEenoBpPEeXAEHHbIMWU CUHYCOB TBEPAOM MO3roBOM 060/104-
KW. Pa3pe3 MArKMx TKaHeW OcylecTBASIN N0 MeToAnKe
C.A. pomoBa [19], pacnun KoCTen yepena — Mo MeToady
M. B. bysinbckoro [19]. M3BnevyeHre rooBHOr0 Mo3ra Npom3-
BOAMM NyTEM 3aBEeEeHUS YKa3aTeNbHOro U CpeaHero nanb-
LeB NeBOW PyKU nof NoGHble A0/ GOMbLUMX MOAyLapun,
npy 3TOM NPUMNOAHUMANK AOAW MOAYLIAPUIA HaL OCHOBaHMEM
yepena, a 3aTeM nepeceKkann ¢ NOMOLLbIO CKanbnens o6o-
HATENbHbIE TPAKTbl M 3pUTENbHbIE HEPBBI. Monywapusa Mosra
npu 3TOM NMPUOEPKUBAIKOTCS MNP NOMOLLM NeBOM pyku [19].

Mpu npoBeaeHnn n3MepeHu Tpyna pebeHKa yctaHoBe-
HO cnepyloulee: dakTU4yecKasa aAnvHa tena — 84 cm, Macca
Tena — 9 Kr; BblpaxeHHbln agedbunuuTt maccbl Tena — UMT
12,7 Kr/m2 (peduumut maccbl tena 23%). Mpu BHeLWHeM
ocMoTpe Tpyna pebeHKa obpaliaeT Ha cebs BHMMaHWe
HepaBHOMEpPHOE pacnpeaeneHne NOAKOXKHO-XKUPOBOM KieT-
4aTKM MO KYLUIMHIOMAHOMY TUMY (MPEUMYLLECTBEHHO Ha NuLE,
Lee, rpyam, XmBoTe), CO CTOPOHbI KOCTHOW CUCTEMbI — NEBO-
CTOPOHHUW TPYAOMNOSACHUYHbIM S-06pa3Hblii KUPOCKOINO3,
aHoManus (OTCYTCTBME) MasblX U BOMbLUIMX KOPEHHbIX 3y60B
Ha BEPXHEN U HUKHEN YeNtOCTU, BECTUOYNSPHOE OTKIIOHEHNE
HWKHEro NpaBoro KiblKa, MHOMXECTBEHHbIE TPEMbl MeXay
3ybamu, aHoManunsa GopMbl BEPXHUX pe3LoB. Co CTOPOHbI
rnasHbIX Wwenen — gedeKT poroBuLbl 1€BOro rnasa no Tuny
CKNlaflk1, 06pa30BaHHOM C BHYTPEHHEN CTOPOHbI rNa3a.

Cturmbl gu3ambpuoreHesa: MoOHoNaTepasbHbii Opowu-
TaNbHbIA TMNEPTENOPU3M, BU3yaNbHas acMMMETpUS pac-
CTOSIHMSI MeXAy MasHbIMU LWensMu, AnMHa npaBow rnas-
HoM wenu 2,5 cm, neson — 1,9 cMm, acMMMETPUSA Yepena,
rMNepTenopmMam M MoOHrosomaHas dopmMa rmasHbiX Leneun,
KOpPOTKas Wes C LWMPOKUM OCHOBaAHWEM, BbICTyNaloLWmMn 106
cnpaBa, KOPOTKas y3AeuKa, rotudeckoe He6o, 6paxmaaKTu-
nng 3-ro nanbua pyk 1 1-ro nanbua cron.

Mpn nccnegoBaHuK Tpyna TaKKe OGHapYXKeHO: MsArkas
Mo3roBas 060/104Ka YTONLLEHA 3@ CYET OTEKA M 04aroBOro
CK1epo3a, C MyTHOM NOBEPXHOCTbIO 06beMOM 8 MA (puc. 2, A).
BoisBneH TpoM603 MPOAOSbHbLIX, MOMEPEYHbIX, BEPXHEro
carntranbHOro BEHO3HOro cuHycoB (puc. 2, b). B nx npocee-
Tax CryCTKM KPOBW TEMHO-KPACHOro LBeTa, BblagaBanBaloTcs
npv HagaBAMBaHWK B BUAE «4epBAYKOB». CpeaHue u 3agHue
yepernHble MKW HenpaBuibHOW GOpMbl, NeBas 4yepenHas
fIMKa 6onee yrnybsieHa no cpaBHEHMIO ¢ NpaBon. B npoek-
LMW cpedHen 4yepenHon AMKKM Ha 6a3anbHOM MOBEPXHOCTH
rOfIOBHOMO MO3ra onpegensietcss NosoCTHOE TOHKOCTEHHOE
o6pasoBaHKe € MOAynpo3payHbiM COAEPKMMbIM pa3mepa-
Mn 3,5X3,0X0,5 cM (BpoxKaeHHas apaxHouaanbHas KucTa)
(puc. 2, B). Mo3onnctoe Teno BU3yanbHO He onpeaenser-
cs, HabnwgaeTcs OTCYTCTBME OCHOBHOW KOMMUCCYpanibHOM
Cnanku, B pesynbrate Yero TPETUK Kenygodek mosara 6bl
OTKpbIT ¢ pa3amepamu 0,7X0,5 cm. O6HapyKeHa areHesus
4yepBsl MO3XKe4yKa, CMellaHHas OKK/I3MOoHHasa ruapoueda-
nns (pa3mepbl NpaBoro 60KOBOro enygodka 9,5x4,0X1,6,
nesoro — 9,5X5,0X0,6 cm, gMameTp cuibBMEBA BOAOMNPO-



Puc. 2. MakpocKonu4yecKkoe onvcaHue npenapara rofoBHOro Mo3ra
Fig. 2. Macroscopic description of brain specimen

A

MMpumeyaHne. A — OTEK 1 04aroBblil CKIEPO3 MATKON MO3roBOM 060/I04KM C MYTHOM MOBEPXHOCTbIO. B — TPOMG03 NMPOAOIbHbIX,
nonepeyHbIX, BEPXHEro carMTranbHOro BEHO3HOMO CMHYCOB. B — BpoX/aeHHas apaxHouaanbHas KUCTa B MPOEKLMKU CPefHen YepernHon SMKn
Ha 6a3abHOM NOBEPXHOCTH FOIOBHOMO MO3ra. I — OTKPbITLIA TPETU KENYA0YEK MO3ra U areHe3uns YepBs MO3MedKa.

McTouHuK: MmanamHosa H.E. n coasrt., 2020.

Note. A — edema and focal sclerosis of pia mater with cloudy surface. b — thrombosis of superior sagittal sinus, sinus rectus and sinus
transverses. B — congenital arachnoid cyst in the projection of middle cranial fossa on the basal surface of the brain. ' — opened third
ventricle and vermis of cerebellum agenesia. Source: Gimaldinova N.E. et al., 2020.

Boga — 2 mM) (puc. 2, I'). Co CTOpOHbI cepaeyHo-CocyaAncTon
cucTeMbl obpallatoT Ha cebs BHMMaHWe OTKPbITOe OBaslb-
Hoe OKHO (0,2 cM), KOHLIeHTpMYecKas runeptpodus npaso-
ro )enyaoyka (Macca cepaua — 62,3 T, enyao4yKoBbIN
nHaekc — 1,25 npu Hopme 0,52); nepuMeTpbl NPaBoro atpmo-
BEHTPUKYNApHOro otBepctus — 6,5 cm (Npu Hopme 5,4),
NIEBOr0 aTPMOBEHTPUKYNSAPHOrO oTBepcTMa — 5,5 cM (npu
HopMme 5,5), aopTbl — 2,5 cM (Npu HopMe 3,3), Nero4Horo
ctBona — 4,5 cm (npu HopMme 3,2). Bo BHYTPEHHMX OpraHax
MMeeTCs BEHO3HbIM 3aCTOW, ABYCTOPOHHWM TMAPOTOpPaKC
(no 30 Mn), «MycKaTHasi» NeYeHb.

Puc. 3. [cTONornyeckoe nccnenoBaHue ayToncuMnHoro matepuana

Mpu nccnefoBaHUKM OpraHoOB AbixaHWs: B NpocBeTe Tpa-
XeWn NPUCTEHOYHO pacnonaratoTcs ryctble BA3KME CU3UCTbIE
Maccbl CBET/I0-XENToro LBeTa, CrnycKalowuecs B npoceeT
rNaBHbIX U AONEBbLIX GPOHXOB, 3aKynopMBaloLme nx Npocee-
Tbl. Macca npaBoro v fieBoro ferkoro — 146 n 115 r coor-
BETCTBEHHO (Npu HopMe npaBoro 124, nesoro — 101 r),
nnaeatenbHas nNpoba — oTpuuaTtenbHas. Jlerkue naoTHOM
KOHCUCTEHLUW.

Mpn ructosorMd4ecKkom wuccaegoBaHnn ayTonCUMHOIO
mMaTepuana 6enoro BelecTsa ronoBHOro Mo3dra o6Hapy»KeH
NPOAYKTUBHbBIA BaCKy/WT, B NpoOCBeTax COCYAOB — HWUTU

MpumevaHune. A — anddy3HbIN IMMO3 MO3roBOro BELLECTBA; B MPOCBETE COCyAa (OTMEYEHO CTPENKOM) HUTKU rpuba poaa Candida.

B — nceBAoOUMCTbI B CTEHKE MMUasbHbIX KUCT, 3an0fHEHHbIE TOKCONa3maMu. B — rnannHoBble MembpaHbl 2—3-CyTOYHOM JaBHOCTH, aTeneKTasbl
1 ancteneKktasbl erkux. I — GUOPUHO3HO-THOMHBIV AKCCyAaT B anbBeonax ¢ ABNEHUAMU opraHn3auunn. [l — ructonornyeckas KaptvHa
NPOAYKTUBHOIO 3HTEPOKOMTA C AeCKBaMaLMen CIM3UCTON 060104KM. E — ructonormyeckas KapTuHa TyGyN0MHTEPCTULMANbHOMO HedpuTa.
OKpallMBaHWe reMaToKCUIMHOM-303MHOM. YB. 06. 20-40; oK. 10. UcTouHuK: MmanauHoBa H.E. u coaBT., 2020.

Note. A — diffuse gliosis of brain matter; in the lumen of vessels (arrow) fibers of Candida. B — pseudocysts filled with toxoplasms in the
cysts’ wall. B — hyaline membranes over 2—3 days, atelectasises and dystelectasises of lungs. I — fibro-purulent exudate in alveoli with
signs of organisation. [ — microscopic state of productive enterocolitis with mucous membrane desquamation. E — microscopic state of
tubulo-interstitial nephritis. Hematoxylin-eosin staining. PHF 20-40; 10. Source: Gimaldinova N.E. et al., 2020.
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Clinical Observation

N

12

KnuHunyeckKoe Ha6nogeHue

rpnba Candida, B BeuiectBe Mo3ra — AMPOY3HbIA MO3

(puc. 3, A), B NEPUBEHTPUKYNAPHBIX 30HaX MpocMaTpUBatoTCs

rMUanbHble KUCTbl, B CTEHKE KOTOPbIX BbIABASOTCH NCEBAO-

LIMCTbI, 3anofIHeHHbIEe TOKcon1asmamu (puc. 3, b).
MuKkpockonunyeckn (B OTAENbHbIX CEerMeHTax iero4Hom

napeHxnmbl) — rmananHoBble MeMbpaHbl 2—3-CyTOYHON AaB-

HOCTUW, aTefieKTasbl U AucTeneKkrasbl (puc. 3, B); 6onblas

YyacTb anbBeON COAEPKUT PUOPMHO3HO-THOMHBLIM 3Kccyaat

C aBneHusMu opraHusaumm (puc. 3, IN). Mpun GakTepuanb-

HOM WCCefoBaHMKM Nerkux GakTepuanbHas MuKpodnopa

He BbisiB/IEHa.

CoO CTOPOHbI NULLEBaPUTENILHOIO TPaKTa rMCcToorMyecKas
KapTMHa COOTBETCTBOBasa MPOAYKTMBHOMY 3SHTEPOKOAMUTY
C JecKBaMallMen CIM3UCTON 06004YKN Ha GOHE OCTPbIX AUC-
LMPKYNATOPHbIX HapyweHun (puc. 3, [). MUKPOCKOMUYECKH
B noyYykax Oblnn OGHapyXeHbl MPU3HAKKU TYOYNOUHTEPCTULIN-
anbHoro HedpwuTta (puc. 3, E).

Mo pesynbratam NaTonoroaHaTOMMYECKOro UcciefoBa-
HWS OblN BbICTAB/IEH NATO/IOr0aHaTOMUYECKUIM AMAarHo3 (Kog
no MKB-10 Q07.9) (nybnuKyeTcs C COKpaLeHUaIMN).

e (OcHoBHOe 3ab6osieBaHMe. BpoXKAeHHbIM NOPOK LEeHTpasb-
HOM HEPBHOM CUCTEMbI: areHe3us MO30/IMCTOro Tena
M 4epBS MO3KEUKa, BPOXKAEeHHasa apaxHonganbHas Kucra
Ha 6a3anbHON NOBEPXHOCTU FOIOBHOMO MO3ra B MPOEK-
LMW CpeaHen YepenHom SMKM.

e ®oHoBoe 3aboseBaHne. XpoHuyecKas ¢opmMa TOKCO-
nnasmo3sa: NceBAoLMCTbl B BELWECTBE FO/I0BHOIO MO3ra;
rMuanbHble MMKPOKWUCTbl B Cy63aneHAMManbHbIX 30Hax
60/blUMX MONYLWAapUN MO3ra; PacnpoCTPaHEHHbIN Mn-
03; CMeLllaHHas OKKMO3MOHHaa rugpouedanus, ctagus
KOMMEeHcalL M1, CTEHO3 CuNbBMEBa BOAOMNPOBOAA; cyba-
Tpodusa rmasHoro s16710Ka U 3pUTENbHOrO HepBa CNEBa;
TyOyNnouHTEPCTULMANbHbIA HEPPUT.

e OcJ/IO)KHEeHUs OCHOBHOro 3abosieBaHusi. JleroyHas
rmneprteH3us. BropuyHoe MMMyHoAedULMTHOE COCTOS-
HWe (aKuuaeHTanbHasg TpaHchopmaumsa Tumyca 5-i CT.
(macca — 16,7 r), runonnasusa QONIMKYNOB CeNe3eH-
KW W pernoHapHblX TMMbaTUYECKUX Y3108, rMnoniasms
MO3roBOro BellecTBa HaAno4yeyHuMKoB). KaHanaosHas
centTukonnemus. ABC-cuHapomM (rManvHoBble U GUBPHU-
HOBble TPOM60aM6OMbLI B cocydax MapeHXMMaTO3HbIX
opraHoB). TpomM603 NPOAONLHOIO, NOMNEPEYHOro, BEPXHE-
ro carutrajsbHOro BEHO3HbIX CMHYcOB. OTeK U HabyxaHue
rONIOBHOMO MO3ra C BK/JMHEHMEM CTBOMI@ U MWHAANMH
MO3}Ke4YKa B 3aTblI04YHOE OTBEPCTHE.

Mpn conoctaBneHWM OCHOBHOIO MOCMEPTHOIO KAUHUYE-
CKOro M NaTos0roaHaToOMMYEeCKOro AMarHo30B BbIBAEHO MUX
pacxoxaeHue 2-i KaTeropumu (HenpaBwibHOe odopMeHne
3aK/I0YUTENBHOIO KIMHUYECKOro AnarHosa).

OBCYXAEHME

CornacHo gaHHbIM n1MTepaTypbl, pa3BMBatoLWMUNCH MO3T
3MOPMOHA U BHYTPUYTPOBHOTO pebeHKa UMEET CBOU Kpu-
TUYECKME Neproabl pa3BUTUS, UKW NEPUOALI MOBbLIWEHHOM
paHumocTu [20, 21]. Ctagua BHYTPUYTPOOBHOIro pasBuUTUS,
B MNepuoj KOTOPOW MPOM30LWN0 UHOULUMPOBAHKE, orpe-
fenseT XxapaKTep W CTeneHb TAXECTU MHPEKLMOHHOro
npouecca y BHyTpMyTpo6HOro pebeHkKa [6]. 30/10TbIM CTaH-
naptom amarHoctuku BYWM, B yactHoctn LULMBWU un ToKCoO-
nnasmosa, ABASETCA TUCTONOrMYecKoe uccnegoBaHue
nocnepa [15, 20]. B Hawem uccnegoBaHWM B MnaLeHTe
OblIN BblBNEHbI CleundUyeckme mMapKepbl CyLLecTBYtO-
wnx nHdperkumn (LUMBUW n ToKkconnaamosa): uMtomeranu-
YyecKue KIeTKn, Tpomb60o3 CocyaoB, MWeMuyeckme nHobap-
KTbl, KDOBOU3NUAHUSA B MEXBOPCUHYATOM MPOCTPaHCTBE,
GUOBPUHONAHBIN HEKPO3 6a3aNbHOM NAACTUHKK, rMnonna-
31MA NNaueHTbl, NPOAYKTMBHO-NponndepaTnBHbIA BUI-

Ny3UT W o4varoBblM Ga3anbHblM Aaeunaymt. Kpome Toro,
06GHapy*KeHbl TOKCOMNa3MeHHbIe LUCTbl B CTPOME BOPCUH
XOpWoHa, napueTtanbHoOM Tpodobnacte, aMHUOHE, OeLMu-
AyanbHOW TKaHW. 3TU NPU3HaKKW ABASIOTCS AOCTOBEPHbLIM
cBuaeTenbcTtBoM Hanuuma LUMBW u ToKconna3meHHOro
MHOULMPOBAHUA MnaueHTbl. BbiparkeHHble natonorunye-
CKMEe M3MEHEHWs B NiaueHTe BO3HMKAlOT, KaK npaBwu-
N0, Nocne paspbiBa U AMCCEMMHALMM TOKCOMNA3MEHHbIX
nceBAoOLMCT, Nnocneaylowero pasBUTUS NIOKalbHbIX COCY-
OUCTO-KNETOYHbIX pPeaKuMn U BHYTPUYTPOOHOro WUHOULK-
poBaHua ¢ dopmupoBaHuem nopokoB LIHC, mocKonbKy
TOKconna3Mbl TpOnHbl K Knetkam LLHC [22]. O6pa3oBaHue
LMTOMEraiM4yecknx KIeTOK COMpPOBOXKAAETCHA WHTEePCTU-
UManbHON NUMPOrncTMoLUmMTapHoOn MHbUNbTPaUnen, pas-
BUTUEM Y3€/IKOBbIX MHOUNBbTPATOB, GUOBPO3a U aHOMaNum
pa3sutua cTpyktyp UHC [7, 16], 4yTo Mbl 4 Habnawoaanu
B HalWEeM KIWHWYECKOM ciyyae. [MOCKONbKY CTPYKTypHas
LLeNOCTHOCTb COCYAMCTOM CEeTW FONOBHOrO MoO3ra cna-
6as, aTo NPUBOAMT K NOSIBAEHUIO apaxHOMAANbHbIX KWUCT
C nocnegyllwmm 3anoiHEHNEM UX CMUHHOMO3IOBOM KUA-
KOCTbl0. [10 HEKOTOPbLIM AaHHbLIM, NMPU TOKCOMIa3MEHHOM
MHOEKLNU MPOUCXOAAT pPas3BUTUE NEPUBEHTPUKYISPHOM
NeKoMansaunn, MUrpaumMoHHble HapyweHUs (TMCCaHLe-
danunsa 1 NOANMUKPOTrNpKN) 1 runonnasmsg Mmosxedka [10].
[Mp¥ NPOHMKHOBEHWM BO3OYAUTENS B TKAHM 3MOpPMOHa
WNW BHYTPUYTPOOHOro pebeHKa TepaToreHHbln addeKT
pasBMBaETCH NpU HENOCPEACTBEHHOM BUAHWU Ha KieT-
KW (UMTONM3), 4TO HapywaeT AuddepeHUMPOBKY TKaHeN
WY Bbi3blBAeT BOCNANUTENbHYIO peakumto. Kak n3BecTHo,
MHOOPMaTMBHBLIM M AOCTOBEPHLIM METOAOM onpegene-
HUs BYU aBngetca oKpacka reMaTOKCUAMHOM U 303UHOM.
Mo peaynbrataM NPOBEAEHHOrO0 HaMMK TUCTONOTMYECKO-
ro uccnegoBaHus ayTONCUMHOIo MaTepuana creymounye-
CKUX npusHakoB LUMBW y pebeHKa o6Hapy»XeHO He 6bl10,
HECMOTPSA Ha Haln4yue XapaKTepHbIX ANa 3TOW MHPEKL MK
NaToMopdONOrMYECKUX M3MEHEHUI MNALLEHTbl M AaHHbIX
0 3a60/1eBaHNM U OTCYTCTBUMN STUOTPOMHOIO NEYEHUS KEH-
LWNHbI BO Bpemsi 6epeEMEHHOCTU. B cBA3K C 3TUM MOXK-
HO MpPeanoNoXuTb, YTO MHPUUMPOBaAHWE TOKCOMIa3Momn
6onee onacHo, Hexenu nepuHaTanbHasa UMBW, nocKonbKy
ee natoMopdonornyeckme npu3aHaku OblIN BblIBIEHbI
He TONbKO B NMAaLEeHTe, HO U B CTPYKTypax roloBHOro Mo3ra
pebeHKa paHHero Bo3pacTta. TakKMM 06pa3oM, yyYuTbiBad
6o5iee BbICOKMN PUCK MPOHUKHOBEHUS 4Yepe3 nnaLeHTy
TOKconna3Mbl No cpaBHeHuto ¢ LULMBW, moxHO npeano-
NIOXKUTb €e JOMWHUpYlolee 3HavyeHne B GOpMUMpPOBaHKUK
nopokoB passutna LUIHC. 310 npeanonoxkeHue cornacy-
€TCsl C AaHHbIMW, COMTaCHO KOTOPbIM Y BbIXKMBLUMX AeTen
C BPOXAEHHbIM TOKCOMNa3M030M GOPMUPYIOTCS TAXKENbIE
MHBanMau3upywme nocneactesuns nopaxenus LLHC v rnas
B BUIE OKK/IO3WMOHHOW ruagpouedannu, OeTCKOro uepe-
6panbHOro napanuya, NOAHOW WAM YACTMYHOW CNENOTHI,
LepebpacTeHN4YeCcKnx paccTpomcTs [2, 3, 5].

3AKJ/IIOMEHUE

Ons npeaynpexaeHns pasBUTUMA HebnaronpusaTHbIX
nepuHaTtanbHbIX UCXOA0B Yy HOBOPOMAEHHbIX M AeTel paH-
Hero Bo3pacTa, a TaKXe CHWKeHus puckoB BYW cneayet
OTMETUTb HEOBXOAMMOCTb CTPOroro cob6aAeHUs cTaHaapTa
obcnenoBaHua Beex KeHuwmH Ha TORCH-MHdeKLUKN He TONbKO
BO BpeMsi 6epeMEeHHOCTH, HO U Ha 3Tane ee NiaHMpPoOBaHUS.
B cnyyae pasButng 3aboneBaHnin JaHHOrO criekTpa y 6epe-
MEHHbIX CneayeT OPUEHTMPOBATb MX Ha 06A3aTeNbHOE MpPo-
BeleHWE 3TMOTPOIMHOrO NeYeHus.

UCTOYHUK ®PUHAHCUPOBAHUSA
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O6ocHoBaHue. CvellaHHoe 3a60/1eBaHNE COeANHNTENIbHON TKaHM (CUHAPOM Lllapna) — peaKkas XpOHMYecKas ayTOUMMMYH-
Hasi NaTos1Iorusi, NP1 KOTOPOK COYETaIOTCS OTAE/bHbIE MPU3HAaKM CUCTEMHOM KPaCHOM BOYAHKN, CUCTEMHOM CKIEepOAepMUH,
peBMaTongHOro apTpuTa, AEPMaTOMUO3UTa U BbICOKUI TUTP aHTUTENT K PacTBOPUMOMY SAEPHOMY PUOOHYKIEOMPOTENHY.
C Te4yeHnem BpeMeHU BO3MOMHa 3BOJIOLMSA CMELIaHHOro 3abo/ieBaHMs COEAMHUTEIbHOM TKaHM B APYrue CHUCTEMHbIE
601e3HU. OnncaHus cay4aeB cMellaHHOro 3ab0/1eBaHNs COEANHUTEIbHON TKaHU U ero TpaHcoopMaLUnn Y POCCUACKUX nauym-
EHTOB paHee He nyb6/mKoBainchb. OnucaHne KIMHUYEeCKOoro cay4as. [lpuBegeHbl pe3yibTaTbl HAab04eHNI 3a pebeHKoOM
C KJIMHUYECKUMMN 1 UMMYHOJI0MMYECKUMM MPU3HaKaMu cCMellaHHoro 3abo1eBaHnsi COEAMHUTEIbHOM TKaHU C oCaeayoWnm
rnporpeccrpoBaHnemMm CUMITOMOB CUCTEMHOM CKIEPOAEPMUM N Pa3BUTUEM CHUHAPOMa LLlerpeHa 3a KOPOTKuMI nepunos Bpe-
meHu. Ha ¢poHe Tepanum (6a3ncHo metoTpekcat 10 mr/Hes ¢ nocaeayowmm gobasneHnem npegHnsonoHa 0,75 mr/Kr B cyT)
OTMEeYeHa Mo0KUTENIbHas AMHaMUKa C yMEHbLUeHMeM 60/1e3HEHHOCTU W YBEIMYEHMEM 00beMa [ABMKEHUI MOoparKEHHbIX
CyCcTaBOB, CHMXXEHUEM MPOAOIKUTENIbHOCTH MPOSIBIEHMI cuHAPOMa PeriHo. 3aknoyeHne. CBoeBpeEMEHHOE pacrno3HaBa-
HMe KIIMHUYECKUX MPU3HAKOB Ae6ioTa CUCTEMHbIX 3ab601€BaHNI IBSETCS HEOOX0ANMbIM YC/T0BMEM MNPaBUJIbHON MapLLpy-
TM3aumn nayneHTa v OCTUKEHUS MOIOKUTENIbHON AMHAMMKKU 60/IE3HMN.

KnioyeBble cnoBa: geTH, cMellaHHOe 3ab0/ieBaHNe COEAMHUTEIbHON TKaHW, cuHApoMm LLlapna, nepeKkpecTHbIN CUHAPOM,
cuHApPoMm PeiiHo, apTpuT

Ana yntupoBaHusa: MakxapoBa T.11., BaxuTtoB X. M., Ca6upoBa 1.P, Caabikoa .., XycHytanHoBa J1.P, ®upcosa H.H.,
KyuyepsaBas A.A. IBonounsa CMeLlaHHOro 3abofieBaHna COeAMHUTENbHON TKaHM Yy pebeHKa 7 NeT: KIMHUYECKUM Ccryyan.
Bonpockl coBpemeHHom neguatpumn. 2020; 19 (3): 214-219. doi: 10.15690/vsp.v19i3.2117

OBOCHOBAHME aytoaHTuTen. OgHaKko ObIBalOT cliydau, Korga y nauueHTa
CuctemHble 60NE3HU COEAMHUTENbHOM TKaHW npea- He HabnaalT JOCTaToYHbIM Habop KpuUTepueB, HEobBXo-
CTaB/AOT CO60M Pa3HOPOAHYIO rpynny NaTtosiorni, KOTOPbIM OMMbIX AN1s OMpejesieHnsa AvarHosa, Wi UMetoTes Mpu-
CBOWCTBEHHO MOJIMOPraHHOE MopaXeHne B MPUCYTCTBUM 3HaKW OBYX M 60Niee CUCTEMHbIX 3a60/eBaHUN COEAUHM-
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Evolution of Mixed Connective Tissue Disease in 7 Years Old
Child: Clinical Case

Background. Mixed connective tissue disease (Sharp syndrome) is the rare chronic autoimmune pathology combining various features
of systemic lupus erythematosus, systemic scleroderma, rheumatoid arthritis, dermatomyositis and high antibody titer to nuclear
ribonucleoprotein. The mixed connective tissue disease may evolve into other systemic diseases over time. Description of any cases of
mixed connective tissue disease and its evolution in Russian patients has not been published previously. Clinical Case Description.
The results of observations of the child with clinical and immunological signs of the mixed connective tissue disease followed by the
progression of systemic scleroderma symptoms and development of Sjogren's syndrome in the short period of time are presented in
the article. Improvement (such as pain attenuation, increase in volume of movements in affected joints, decrease of Raynaud
syndrome manifestations duration) was observed on treatment (methotrexate 10 mg/week with subsequent addition of prednisolone
0.75 mg/kg/day). Conclusion. Timely diagnostics of clinical signs of the systemic diseases debut is crucial for correct patient routing
and for achieving of disease improvement.
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TeNbHOM TKaHW. B Takux cnydasx GOpmynupyroT AMarHos
«HegnddepeHumpoBaHHoe 3aboneBaHWe COEAUHUTENbHOMN
TKaHW», «CMellaHHoe 3abosieBaHne COeaUHUTENbHON TKaHW»
nnu «flepeKpecTHbIv cUHApPOM» [1].

B 1972 r. G.C. Sharp n coaBT. BrepBble onucanun cme-
lWaHHoe 3aboneBaHWe COedUMHWUTE/IbHOM TKaHW KaK camo-
CTOSITENbHYIO 60/€3Hb, MMEIOLLYIO YepTbl PeBMaTOMAHO-
ro apTpuTa, CUCTEMHOW KpaCHOW BOMYaHKK, CUCTEMHOWM
CKNepoaepmMuMn u AepmMaTtomMuosunTa B COYETAaHUM C BbICO-
KMM TUTPOM aHTUTEN K pacTBOPUMOMY SiAepHOMY pubo-
HYK/1IeonpoTenHy [2].

CmellaHHoe 3aboneBaHne COeAUHUTENbHOM TKaHW OTHO-
CAT K peiKov NaToNorMun y AeTemn: ero nonyasLMoHHas 4yacro-
Ta, N0 pasHbiM AaHHbIM, BapbupyeT B npegenax ot 0,1 go
0,5% [3]. Mpn atom natonorua B 6 pa3 4valle BCTpeyaeT-
CS Yy AeBOYEK, NpeuMylecTBeHHO B Bo3pacte 4-16 net
(cpegHui Bo3pacT Havana 3aboneBaHus coctasnser 11 ner)
[4]. CornacHo pe3ynbTaTaM pPEeTPOCMNEKTUBHOIO aHanusa
S. Cappelli n coaBrt., 3a 8 neT cMellaHHOe 3aboneBaHne coe-
OMHWUTENbHON TKaHW 3BOIOLMOHMPOBANO B CUCTEMHYIO CKIle-
poaepMuio y 17% 60MbHbIX, MPWU 3TOM OJHUM U3 NPEANKTOPOB
TpaHcdopmauumn 6bina cKiepogaktunua [5]. B otevectBeH-
HOW Hay4yHOW NuTepaType OMWUCaHUS KIMHUYECKUX Clyvyaes
noao6HbIX TpaHChHOPMaLIMIN y AeTeN OTCYTCTBYIOT.

KNUHUYECKUA NPUMEP

O nauueHTe

[eBoyKa, 7 net, NnaHoOBO MOCTynuaa B KapauopeBma-
TONOrMYecKoe OTAeNleHne AETCKOM pecnyb/MKaHCKon 60/b-
HUUbI . Ka3aHu ¢ xanobamu Ha oHemMeHue 1 nobnegHeHue
nanbLeB pyK B TedeHne 10-15 MUH B X0/104HYIO norogy, 60/b
B CyCTaBaXx BEPXHMX U HUKHWUX KOHEYHOCTEN, 60/b B KMBOTE,
He CBSI3aHHYl0 C MPMEMOM NULM. BbllenepevyncneHHble
CMMMTOMbI MOSIBMANCH 3a 2 MeC A0 rocnuranusauunu, npea-
NONOXWUTENBHO — MOCNAE WMHTEHCUMBHOM WMHCONSALUMK (OTAbIX
B Typuuu). K Bpayam no noBoay yKa3aHHbIX CUMMNTOMOB
poauTenu He obpallanmcb. U3 MeanLUMHCKON AOKYMEHTaLMK
M3BECTHO, 4TO MPY NIAHOBOM MEAULIMHCKOM OCMOTPE HEBPO-
Ior B CBA3M C OMMCAHHOM CUMMNTOMAaTUKOM peKoMeHaoBan
KOHCynbTauuio pesmaTtonora. Yepes 1 mec nocne Hava-
na 3aboneBaHunsa Obll nocTaBneH AuarHo3 «KOBEeHWNbHbIN
apTput. CuHapom PelHO» M pexkoMeHgoBaHa rocnutanu-
3aumsa ons goobcnefoBaHWsa U onpeneneHns aanbHenwen
TaKTUKKW BEAEHMS NnauneHTa.

N3 aHaMHe3a M3BECTHO, YTO AEBOYKa pocna M pas-
BMBanacb COOTBETCTBEHHO BO3pacTy, 6€3 0COOBEHHOCTEMN.
3a 3 MecC 40 BOSHUKHOBEHMS OCHOBHbIX CUMATOMOB, CO CNOB
mMaTepu, UMen MecTo 31304 OCTPOM KpanuBHULbI HEM3BECT-
HOW 3TMONOTMK. HacneacTBEHHOCTb OTArolleHa no naTtosno-
rMn renatobunnapHoOm cucTeMbl (}KeYHOKaMeHHas 60/1e3Hb
y 6abyLLUKK CO CTOPOHbI OTLA), CyCTaBOB (apTpo3 y Matepu),
annepru4yecKknx NOpParKeHUM KOXKK (aTOMUYECKUM AepmaTut
y oTua).

dusuKkanbHaa AMarHocTuka

[Mpy NOCTYNNEHUU COCTOSIHWE PaCLLEHEHO KaK cpeaHewn
CTEMEHU TAKECTU 3a CHET KOXKHOro, CycTaBHOro, 601eB80ro
cuHgpoma. lMpu ocmoTpe oTmedyeHa 6/1e4HOCTb KOHYMKOB
nanbLeB PYyK U HOITEBbIX NOXK (puc. 1). Buanmble cnuaunctble
060/104KM YyucTble. ManbnupyloTcs yBeNnYeHHble nepegHe-
WwewHble, NoAMblEYHble, naxoBble AMMbaTUYECKUE Y3ibl.
EAMHWYHbIE M3 HUX GONE3HEHHble, MOABUIKHbIE, OBa/IbHOMN
dopMmbl, AnameTpom Ao 15 mm.

Status localis. Knctm pyk — ¢ UCTOHYEHUEM HOITEBbIX
danaHr, Koxa B 06nacTv nanbLeEB PYK YNAOTHEHa (puc. 2).
O6HapyKeHa NpunyxaocTb MeXdpanaHroBblx CyCTaBOB Nasb-
LeB PYK, Jy4e3ansiCTHbIX, KOMIEHHbIX CYCTaBOB. [BMXKeHWS

Puc. 1. CuHapom PeitHo y n1eBoYKM 7 neT
Fig. 1. Raynaud syndrome in 7 years old girl

Puc. 2. cToHYeHMe KOHYUKOB NabLEeB PyK, NPUNyXI10CTb
MeXdanaHroBblX CyCTaBOB Y IEBOYKK 7 NeT
Fig. 2. Fingertips thinning, swelling of digital joints in 7 years old girl

lWEeNHOoro otaena MO3BOHOYHWKA, JIOKTEBbIX, Jy4ye3anscr-
HbIX, MeXdanaHroBblX, KONEHHbIX, FOJIEHOCTOMHbIX CYyCTaBOB
60NE3HEHHbI, C YMEPEHHbBIM OrPaHUYEHNEM.

Pe3ynbTaTtbl 1a6opaToOpHbIX UCCe0BaHUN

(npoBegeHbI B NepBylo HeAE/I0 rocnuTaau3alymm)

B KanMHM4eckom aHasn3e KpOoBM MNPW MOCTynieHun 6es
naTonorun: NemKouutel — 6,99X10%/n (Hopma — 4-9),
aputpountel — 5,23X10%2/n (Hopma — 3,9-5,2), remo-
rmno6buwH — 138 r/n (Hopma — 120-150), TpoMBOLNUTbI —
271x10%/n (Hopma — 180-400).

B 6uOXMMMYECKOM aHaiuM3e KpPpOoBM: TOBbILEHUE
aKTMBHOCTM acnapTtatamMuHoTpaHcdepasbl go 44 Ea/n
(Hopma — po 33), TuMTpa aHTucTpentonsmHa O —
no 472 Eg/mn (Hopma — go 150); ypoBEHb peBMaTOUOHOIO
daKTopa n C-peaKTUBHOro 6enKa — B npegenax pedepeHc-
HbIX 3HAYEHUN.

MeTtogom MMMYHO6/10Ta B CbiIBOPOTKE KPOBM OBGHapyxe-
Hbl MOBbIWEHHbIE TUTPblI aHTUHYKNeapHoro ¢aktopa (AH®,
1:10240) ¢ KpynHorpaHynspHbIM TUNOM CBEYEHUS, aHTUTe-
fla K pacTBOPUMOMY S1EPHOMY PUOOHYKIEOMNPOTENHY (aHTHU-
U1-PHI1, o6HapyKeHbl 4+). AHTUTENa K ABYycnnpanbHon HK
N UMKIMYECKOMY LIMTPYIIMHUPOBAHHOMY MENnTUAY B CbiBO-
POTKE KPOBM HE OBGHapYKeEHbI.

PesysibTaTbl CEpPO/I0rM4ECcKOro 06¢/1eJoBaHUs: aHTuUTe-
na K Chlamydia trachomatis, Mycoplasma hominis, aHTu-
Tena K renbmuHtam Opisthorchis, Toxocara, Trichinella,
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Echinococcus, Giardia lamblia, Ascaris Ilumbricoides
He 0BHapy»KeHbl.
lpoTenHorpamMma: noBbileHWe dpaKkunn ramma-rnody-

nnHoB — 18,8% (Hopma — 9,8-16,9).

Pe3ynbratbhl UHCTPYMEHTa/IbHbIX UCC/IEA0BaHUN

(npuBeAeHbI B NOpsiiKe UX BbIMOJIHEHHUS

B cTauuoHape)

PeHTreHosiormyeckoe uccneqoBaHme KUCTen: oGHapyKeH
0CTeonopo3s, 60/blie B KOCTAX 3ansiCTbsl, 3aMblKaTenbHble
NAACTUHbI CYCTaBHbIX MOBEPXHOCTEW C YETKMMM POBHbLIMM
KOHTYpamu ¢ CyGXoHApabHbIM YNIOTHEHWEM, KOCTHbIN BO3-
pact — 7 net 10 mec.

JlaHHble 3nEeKTpoKapanorpaduu COOTBETCTBYIOT BO3pa-
CcTy pebeHKa. OxoKapanorpapuyecKoe UcciefoBaHne naTo-
JI0TUKN HE BbISIBUIIO.

Kannnnapockonusi HOrmreBoro Jsoa: NAOTHOCTb Kamnui-
NIPOB CHWXXEHa (eAuHMYHble BbiNageHus), ¢opma M pas-
Mepbl G0MbLWMHCTBA KanuasapoB M3MEHEHbl, AunaTtauus
10% KanunnsapHbIX NeTenb, 06beM yBennyeH 4o 1,5-2 Hopwm,
Yy €MHWYHbIX NeTenb — 40 2—3 HopM. TaKKe umeeTcsi NoBbl-
WeHHas M3BMTOCTb XOAa psiAa KanuansapHblX NetTenb, remMop-
parnu OTCYTCTBYIOT, KYCTOBWAHbIE KaMnWANSpbl OTCYTCTBYIOT.
OnucaHHble Bbile U3MEHEHUS XapaKTepHbl A1 BTOPUYHOIO
cuHapoMa PenHo (maTTepHbl CUCTEMHOM CKNEpoAepPMUMU,
aKkTMBHasg dasa [6, 7]), B CBA3M C YEM PEKOMEHAOBAHO COMo-
CTaBWUTb AaHHble KanuaasapoCKONUKW ¢ pesynbTaTamun Apyrux
KIMHWKO-1abopaTopHbIX M MHCTPYMEHTaNbHbIX UCCneaoBa-
HUM AN UCKITIOYEHUS CUCTEMHOWN CKIEPOAEPMUN.

o pgaHHbIM ¢Gnbpo33oparoracTpPoayoneHoOCKoNumM —
pedntoKc-azodarut O—A cTeneHu, racTpuT He3Ha4yUTebHO
Bblpa*KEHHbIN.

YnbTpa3ByKoBoe wvccraegoBaHue (Y3U) renatonveHasib-
HOM cUCTEMBI: B NEYEHN OBHapY*KEHbl y4aCTKU NepuBacKy-
NSPHBIX YNOTHEHW NO XOA4Y NEYEHOYHbIX BEH.

o gaHHbIM PEHTreHOBCKOM KOMIbIOTEPHON TOMOrpagpum
(PKT) opraHoB rpyaHOM KAETKM — MPU3HaKKW HeBOsbLLIOro
cy6nneBpanbHOro o4yara ynaoTHEHUS IErOYHON NapeHXUMbI
0o 3,5 MM B 5-M cermMeHTte, B nepeaHux oTaenax npa.o-
ro nerkoro (GnbpPOTUYECKOro, BOCMANUTENIBHOIO XapaKTe-
pa (?)), HebGONblIOW KOHrIomepaT NMMPaTUYECKUX Y310B
0o 8X12 mm, BeposiTHee Bcero, ¢ GU6pPO3HLIM KOMMOHEH-
TOM B GPOHXOMyNbMOHaNbHOW rpynne cnpaBa, a TaKXKe Nnes-
ponynbMOHasnbHble CnankM B 6a3anbHbiX OTAenax NpaBoro
nerKkoro.

Ha PKT opraHoB 6ptoLLIHOM MOJ0CTH — TMPU3HAKKU NUM-
dageHonatum num@aTMyecKnx y3noB OPIOWHOW MONOCTH
1 3a6PIOWMHHOIO NPOCTPaHCTBA.

[N yTOYHEHUS AMarHo3a M onpeaeneHns TakTuKK Beje-
HUS NauMeHTa O6biM NPOBeAEeHbl KOHCynbTauuu odTasb-
mMofiora, OTOpWHONapuHronora, nyibMoHonora, ¢Tuauartpa.
B npouecce AMarHoCTMYEeCKOro noucKa UCKI4YeHbl MHDEK-
LIMOHHble 601e3HM, TYOEPKYNES, PEaKTUBHbIN apTpUT, Apyrne
CUCTEMHblE 3a60/IEBaHUS, HEOMNNACTUHECKMI CUHAPOM.

KnuHu4yecKuit guarHos

Ha 0CHOBaHWW KIMHUYECKOW KapTUHbI (CMHAPOM PeiHo,
CKNIEPOAAKTUANSA, NONnapTpuT, numdageHonaTns), a TakKe
pe3ynbTatoB MMMYHOMIOMMYECKMX TECTOB (Hanuyne aHTu-
U1-PHM n AH® B BbICOKOM TWUTpE) YCTAHOBNIEH AMArHO3:
«CMewaHHoe 3aboneBaHWe COEAMHUTENbHOW TKaHMW».,
[JvarHo3 noctaBfieH no Kputepuam R. Kasukawa u coaBT.
(Tabn.) [8].

AnHamMuKa u ucxopbl
B otaeneHnn naumeHTKa Haxogunacb B TeyeHue 3 Hep.
B nepuoa rocnutanusauuu nosydvana npenapaTt amMOKCH-

UMNAWMH + KnaBynaHoBasi KUcnoTa B Ao3e 60 Mr/Kr B cyT
B TeyeHue 7 cyT, Humecynua no 25 mr 3 pasa/cyT, Hude-
oMnuH — 2,5 mr. 1lo npuYnHe OTCYTCTBUS COMMacOBaHHbIX
peKoMeHAauui No nevyeHnto 60bHbIX CO CMellaHHbIM 3a60-
fleBaHWeM COeaMHUTENbHON TKaHu 6a3oBas MnaToreHeTu-
yeckas Tepanus TakuX MaUMEHTOB OnNpefensieTcs mcxoas
“3 Beayllero cuHapoma, dasbl M CKOPOCTU MPOrpPeccupo-
BaHua 3abonesaHus [5, 9]. MMeHHO NoO3aTOMy Oblna HavyaTa
6asncHas MMMYHOCYNpeccuMBHas Tepanus MeTOTpeKcaTom
no 10 mr/Hen (13 Mr/m2 B Hed) C YAOBIETBOPUTENbHON
nepeHoCMMOoCTbio. B amMbynaTtopHbIX YCIOBUSX fle4eHre npo-
[OMKEHO C NONOXKMUTENbHBIM 3GPEKTOM B BUAE YBENUYEHUS
obbema ABWMKEHUN B cycTaBax. PeKomeHgoBaHO Habntoae-
HWe peBMaToNora M KoHcynbTaums B deaepanbHOM LEHTpe.

Cnycta 1 mec nocne BbIMUCKU NauMeHTKa 6blna rocnu-
TanM3npoBaHa B PEBMAaToONOrM4yeckoe oTaeneHuve YHuBep-
CUTETCKOM JETCKOM KIWHMYECKOW 60nbHULblI (PTFAQY
BO «[lepBbin MI'MY wum. W.M. CeyeHoBa» MuH3apaBa
Poccun, MocKkBa). K aToMy BpemMeHMW y AEBOYKM COXpaHs-
IUCb MPU3HAKKW cuHApoMa PenHo, nonunapTpuTa, CKIepo-
LaKTUAMK. Bbino OTMEYeHO MOsIBAEHME WUCTOHYEHMUS HOcCa,
yBeIMYEeHUE U YNAOTHEHME MOAYENIOCTHbIX CIOHHbIX XKenes.
Ha 2-e cyt rocnutanusaumm nposeaeHo Y3 nogqyentoCTHbIX
M OKOJIOYLLIHbIX C/TIOHHBIX »E/1€3: KOHTYPbl POBHbIE, NMapeH-
XMMa CpeaHen 3XOreHHOCTU. B noayventoCTHbIX CAOHHbLIX
wenesax ob6HapyxeHa ymepeHHast HeEOAHOPOAHOCTb MO BCEW
napeHxnme 3a CYET JIMHEMHbIX TMNEP3IXOreHHbIX CUrHanoB
(aneMeHT «TaKMUCcToCcTH»). CipaBa — MHOMECTBEHHbIE NOA-
YeNoCTHble TMMPaTUYECKHUE Y3/bl, MaKCUMalbHbIA pa3mep
15,4X6,3 MM, NOHUKEHHON 3XOFE€HHOCTWU, C TUMEPIXOreH-
HbIM LLEHTPOM, YCUIEHHbIM KPOBOTOKOM. CneBa — MHOXe-
CTBEHHble NMMbaTUYEeCcKMe y3nbl 60/1ee MeNKoro pasmepa.
B oKonoylwHOM CNOHHOW Xenes3e cnpaBa BuU3yanusupyercs
Y4aCTOK MOHWMXKEHHOW 3XOreHHOCTU pa3mepoM 5,5X3,2 mm
6€e3 NPU3HaAKOB KPOBOTOKaA.

[Janee nauyueHTKa Oblna MNPOKOHCYNbTUPOBAHa CTOMa-
TO/IOrOM: OTMEYEHO Manoe KOMMYECTBO C/IOHbI, NPOBeAeHa
cuanomMeTpus (nonydyeHo 2,5 mMn BASKOW CJllOHbI, COoAepKa-
eV aNUTENUA U BOCNANUTENbHbIM OCaAoK), a TaKXKe cuano-
rpadus (BbiiBNEeHa HadvanbHas CTagusl NapeHXMMaTo3HOro
napoTuTa C 3NeMEHTaMU CKIEPO3a XKenesbl).

[eBo4yKa Haxoaunacb B OTAENEHUMM B TeyeHue 2 Hefq,
M Nno peaynbrataM o6¢cnefoBaHuMi AMarHOCTMPOBaHbI: «CUcTem-
Has cKknepoaepmums, cuHapom LerpeHan.

YuntbiBasi 6bICTpOE nporpeccupoBaHne 3abonieBaHus,
[OMONMHUTENbHO K 6a3MCHOW Tepanuu MeTOTpeKcaTom Obif
Ha3Ha4yeH NpeaHn30/0H B ao3e 0,75 Mr/Kr B cyT (C nocneay-
lOLWMM CHUXKEHMEM A03bl). B pe3ynbtate TepanuMu AOCTUMHYTO
CHWeHne TmMTpa AH® ¢ 1:10240 po 1:2560, yBenuyexHve
obbeMa ABUIKEHWW B MOParKEHHbIX cycTaBax (MoApOo6Hble
[JaHHble B BbINMUCKE He yKasaHbl). PekomeHgoBaHO npopao-
UTb le4eHMe Noj KOHTPONEM KIMHUYECKMX aHaNN30B KPOBH,
cneaylowas rocnMTanMsaums 3aniaHnpoBaHa Yyepes 6 mec.

Ha ¢oHe Tepanun yepes 3 Mec nocne nocnegHen rocnu-
TanuMsaunM oTMeYeHa MOoNOoXKUTENbHas AMHAMMKa C YMEHb-
WweHueM cteneHn 601e3HEHHOCTM U BOCCTAHOBIEHWEM NOSI-
HOro o6bema ABUMKEHUIN B MOPaXKEeHHbIX CycTaBax, a TaKxXe
CHWXXEHWEeM MPOAOIKUTENBHOCTM MPOSIBIEHUI CUHAPOMA
PeiHo 0o 1 MuH.

B nocneaywouwem B CBA3M C INUAEMUONOTUYECKON CUTY-
aumen no COVID-19 nnaHoOBble rocnuTanM3aunmn He NpoBo-
anmnucb. Poguteny nauMeHTKM Ha CBA3b HE BbIXOAWMN.

MporHo3s

Y neten npu cMellaHHOM 3ab0oieBaHUM COeANHUTENBbHON
TKaHW 6naronpuaTHbIM Mcxod oTMevaeTcs B 82% cnydaes,
HO MONHas PEMUCCUS ABASETCA OTHOCUTENTIbHO PEAKUM COObI-



Ta6nuua. JnarHocTMyecKne KpuTepun cMelaHHoro 3abonieBaHnsa COeAUHUTENbHOM TKaHK

Table. Diagnostic criteria of mixed connective tissue disease

ABTOpPbI

Kputepuun

AnarHos

Sharp G.C. u coaBT.,
1972 [2]

BonbLune Kputepumn

1. BblparKeHHbI MUO3UT

2. TopaxeHue nerkux (ACJ < 70)

3. CuHapom PeWHO M1 runoToHus nuwesoaa

4. OTeYHOCTb NanbLEB WK CKNEPOAAKTUINS

5. AHTM-PHK > 1:10 000 [(aHTU-PHI1 (+), aHT1-Sm (-)]

JHocToBepHbii guarHos

4 60NbLWNX KPUTEPUS + HaNn4me
aHTM-U1-PHI > 1:4000, oTcyTCTBUE @HTU-SM
BeposiTHbIN JnarHo3

3 60/bLUIMX KPUTEPUS U OTCYTCTBME aHTU-Sm
nUnn 2 60nbLNX Kputepms + 1 Manbin

Marsnbie Kputepum

Anoneuus

Neikonennsa < 4Xx109%/n
AHemus

MneBput

Mepukapaut

ApTput

TpuremvHanbHas HeBponaTus
CKynoBas cbifb
Tpomb6ouuToneHmsa

0. HeBblpaxeHHbIN MMO3UT

1. OTe4YHOCTb KUCTEN B aHaMHe3e

RBOONO O RWONE

Kputepum + Hanndme aHTn-UL-PHI > 1:1000

=

Alarcon-Segovia D.
n Villareal M., 2. KNMHWYECKHUe KpUTepun
1987 [12] a) OTEe4YHOCTb KUCTEWM

6) CUHOBUT

B) MUO3UT

r) cMHapom PerHo

Ceponoruyeckuin Kputepui (aHtm-PHIM > 1:1600)

[1) aKpOCKNepo3 ¢/6e3 NPOKCMManbHOM CKNepoaepMumn

JHocToBepHbii guarHos

Ceponornyecknin Kputepuin + 3 KIMHUYECKMX
Kputepus. Ecnn nmetotca Kputepuu a), r) u g),
TpebyeTcs HanMune Kputepues 6) 1 B)

Kasukawa R. 1. O6uwme cMMNTOMbI
1 coaBT., 1987 [8] a) cuHapoMm PeiHo
6) OTEYHOCTb NanbLeB
2. AHTU-PHI (+)
3. Cumntombl
CuctemMHas KpacHasi Bo/l4aHKa
a) nonnMapTpuT
6) ageHonaTuns
B) CKy/I0Bas CbliMb
CuctemHas ckiepoaepmus
a) CKNepoaaKTUIng

lMonnmmosnt
a) MblleYyHas cnabocTb
6) NOBbILWEHNE aKTUBHOCTN PEePMEHTOB

6) GUOPO3 NErKMUX UIN PECTPUKTUBHBIE UBMEHEHUS NIEMKNX
B) rMNOMOGWIBHOCTb WK AWNaTaumns nuuiesoja

B) MUOrE€HHblE UBMEHEHUS MPK ANTEKTPOMUOrpadum

JocToBepHbii guarHos

= 1 obwero cumnToma + aHtu-PHI +

= 1 npu3HakKa n3 = 2 3aboneBaHui
COeMHUTENBLHOW TKaHM (CUCTeMHas KpacHas
BOJIYA@HKa, CUCTEMHANA CKIepPOAEpPMUS,
NOJIMMMUO3UT)

1989 [13] Kpanyatomy AH®, B TTpe > 1:2000)
2. KnuHuyecKkune Kputepum

a) cMHapoMm PeiiHo

6) CUHOBUTBI

B) MMO3UT

) OTEYHOCTb NanbLeB

Kahn M.F. n coaBT.,, | 1. CeponorM4yeckui kputepui (aHTu-PHI1, cooTBETCTBYIOLMI

HocroBepHbii AnarHo3
AHTK-PHI + cuHapom PeinHo + = 2
M3 OCTanbHbIX 3 KpUTEPUEB

MpumevaHne. AH® — aHTUHYKNeapHbii dakTop, ACIT — anddy3noHHas cnocobHOCTb nerkux, PHI — puboHyKneonpoTenH; (-) — aHTuTena

He BbIABNAOTCS; (+) — aHTUTEeNa BbIABNFIOTCS.

Note. AH® — antinuclear antibody, IC/1 — diffusing lung capacity, PHIT — ribonucleoprotein; (-) — antibodies are not revealed;

(+) — antibodies are revealed.

TMeM. 1o gaHHbIM IMTepaTypbl, Hanbonee YacTble MPUYUHDI
CMepTH y NaLMeHTOB C AaHHOW NaTosorMen cBA3aHbl ¢ pas-
BUTMEM NNETOYHON TMMEPTEH3UN U MHTEPCTULMANbHbBIX 3a60-
neBaHun nerkmx. OgHaKo y AeTen, N0 CPaBHEHMUIO C B3POC-
NbIMUW, AaHHbIE COCTOSIHUS Pa3BMBAKOTCA pPexe, Npu 3TOM
Yalie BCTpevaloTcs MoparkeHue Moyvek, reMaTtofiormyeckue
HapyweHus [3, 10].

lMporHo3 nNpu CUCTEMHOM CKIepoaepMun y aeten 6onee
6naronpuaTHblA, 4em y 3aboneslumx nocne 16 net. OH
3aBUCUT OT CTEMNEHM MOPaXKEHWUsT CUCTEMbI OpraHoB. [lpu
3TOM pa3BUTME OCTPON HedponaTuK ABASETCA CaMbiM MPO-
FHOCTUYECKN HebnaronpusaTHbiM. B oTinyMe OT cMelaHHo-

ro 3abofieBaHUs COEAMHUTENbHOW TKaHW, MPU CUCTEMHOM
CKNepoaepMum noparkeHne Nerkmx NnpoTekaeT OTHOCUTENbHO
fo6poKayecTBeHHO [11]. YuntbiBasg nonnopraHHoe nopaxe-
HUWe, Yy BCEX NauneHTOB HeO6X0AMMO KOHTPONIMpPOBaThb apTe-
puanbHoe AaBneHne, COCTOSIHUME KOXMU, CTEMEHb MOPaXKeHUs
ENyAO4YHO-KMLWEYHOro TpaKTa, QYHKUMIO NErKux, Moyek,
cepaua. YuuTbiBass HebOMbLUYO MPOAOSIKUTENBHOCTb 3ab0-
neBaHus (MeHee 1 roga), roBOPUTb O NMPOrHo3e Ans Halwewn
NauMeHTKM 3aTpPyaHUTENbHO. TeM HEe MeHee, y4uTbiBas BO3-
pacT gebtota M AMHaAMUKY 3aboneBaHus, ¢ 60blOoN aonen
BEPOSATHOCTM MOXHO cienaTtb BbiBOA O 61aronpusTHOM Npor-
HO3€e TeYeHUss 60Ne3HU.
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BpeMeHHas WwkKana
Timeline

MporHo3
L1191 KU3HU
6naronpusTHbIV

¢ MepBble NposiBNeHus

° 3nu304 ocTpon cuHgpoma PeiiHo,

e [ocnutanusaums
B KapauopesmaTto-
NlorM4yecKoe otaeneHne

e [ocnutanusaums
B peBmMaToJiorM4ecKroe

KpanuBHWMLLbI CyCTaBHOro otaenexue B . MockBe
. B I. Kazanu
HEN3BECTHOW CUMHApPOMa ¢ Ds.: CucteMHas
e Ds.: CMellaHHoe
3TUONOT UK ¢ K Bpayam cKnepoaepmus,
3aboneBaHue
He obpallanvcb o cuHgpowm LerpeHa
COEAVNHWUTENBHOM TKaHK
OBCYXAEHMUE €HTKM UMeN NPOrHOCTUYECKOE 3HaYeHne B MnaHe 3BOJIOLUK

B HacTosilee BpemMs OTCYTCTBYIOT OOWENPUHATLIE KPU-
TEpPUM CMeLllaHHOro 3abofieBaHnsi COeAMHUTENIbHOM TKaHW.
B pasnuyHbiX uccnefoBaHUAX WMCMONb30BaNU KPUTEPUH,
npeanoxexHole G.C. Sharp u coaBT. [2], D. Alarcon-Segovia
n M. Villareal [12], R. Kasukawa u coaBT. [8] 1 M.F. Kahn
n coaBT. [13] (tabs.), Npu 3TOM HanbosbWas YyBCTBUTENb-
HOCTb MOKa3aHa Aana KputepueB R. Kasukawa 1 coaBT.:
75% [5] n 77,5% [14]. XapaKTepHOX OCOGEHHOCTLIO 3TOrO
3abo0neBaHUs ABNSETCA Hanuumne aHtuten — aHtn-Ul-PHII.
Heobxoanmo otmetutb, yto aHtn-ULl-PHI o6HapyxusatoT
B 95-100% cnyyaeB npu cMelaHHOM 3abosieBaHUM coeau-
HUTENbHOM TKaHKW, B 13-44% — npu CUCTEMHOW KpacCHOW
Bon4aHke, B 5-30% — npu CUCTEMHOW CKIepoaepmMuu
n B 10% — npu pesmatonaHom aptpute [1, 15]. Y onuckiBa-
€MOW HaMu NauMeHTKK 6blal AMarHoCTUPOBaAH BbICOKUMM TUTP
[aHHbIX aHTUTEeN.

[lepeKpecTHbIn CMHAPOM, KakK MpaBuo, onpegensiercs
npu KOMOWMHALMW KIMHUYECKUX W CEPOSIOTUYECKUX MNpPU-
3HAKOB pPa3/iMyHblX 3aboNeBaHW COeAWHUTENIbHON TKaHM,
KOTOpble AOCTOBEPHO COOTBETCTBYIOT ANArHOCTUYECKUM KpU-
TepuaM AByX M 6osiee CUCTEMHbIX 3aboneBaHuh. TaKum
06pa3oM, NepeKkpecTHbIM CUHAPOM OT/IMYAETCH OT CMeLaH-
HOM 60JIE3HN COEAMHWUTENIbHOM TKaHW coYeTaHWeM OTAesb-
HbIX AMArHO30B, @ He TOMbKO Pa3/IMYyHbIX NPU3HAKOB Mnopa-
YEHWS COeANHUTENbHOM TKaHM.

Mpy HanMyMM KNMHMYECKUX CUMMTOMOB M nabopaTop-
HbIX MPU3HAKOB, XapaKTEPHbIX 4711 CUCTEMHbIX 3a60/1eBaHMM
COeANHUTENbHON TKaHW, HO MPW OTCYTCTBUM AOCTATOYHOIO
Habopa Kputepues A9 onpeaeneHns KOHKPETHOM HO30/10-
rMu, ycTaHaBnuBaloT anarHosd «HeamdbdepeHumpoBaHHoe
3abosieBaHMe COeAMHUTENIbHON TKaHW». MIMetoTCcsa Knaccu-
PUKaALMOHHbIE KpUTEpUM AN NOCTaHOBKM HeanbdepeH-
LMpoOBaHHOro 3a6oneBaHnst COeANHUTENbHON TKaHW, KOTO-
pble OblM OOMNOMHEHbl KPUTEPUSMU UCKIIOYEHUS, OAHAKO
€4MHOr0 MHEHWS Ha 3TOT cYeT He AOCTUrHyTo. CornacHo
MMELLMMCH KpuTepmuam, Hanndune aHtu-Ul-PHI aBnsetca
NMPUYUHON WMCKIOYEHUA AnarHoda HeaudbdepeHumpoBaH-
HOM ©60SIE3HNU COEAUHUTENIbHOW TKaHW B OMNUCbIBAaeMOM
cnydyae [1, 16].

B Hayane 60/1€3HM y OMMUCAHHOW HamMu NaLMEHTKU Mbl
BMAENN COOTBETCTBME KIMHUKO-NabopaToOpHOM KapTu-
Hbl CMelaHHOMY 3abofieBaHUI0 COEAMHUTENIbHOW TKaHw.
OfHaKO MOCKOMbKY CO BPEMEHEM MPUCOEAMHUINCL HOBbIE
CUMMTOMbI, 6bIIM AUArHOCTUPOBAaHbI CUCTEMHAsA CKepoaep-
Mua 1M cuHgpom LerpeHa. Heo6xoaMMoO OTMETUTb, HTO Npw
CUCTEMHOW CKNEPOAEPMUN KanUNNAPOCKONMYECKas KapTuHa
MMeEeT XapaKTepHbIM BUA: NOSBAAOTCH PaCUMPEHHbIE Kanu-
NIFPbl U yMeHbLIaeTcs Ux 4ucno [17]. Bo3MOXHO, «CKnepo-
AEePMUYECKMI» NPodPUNb KanuIaPOCKONUKU Y HaLlen nauu-

B CUCTEMHYIO CKNepoaepmuio. BaxkHO 06paTUTb BHUMaHue
Ha ToT dakT, 4yTo cuHApoM LlerpeHa peako BcTpedaeTcs
B NeaMaTpuyYecKon npakTuke. BeposTHO, 3TO CBA3aAHO C Tpya-
HOCTSIMU, BOSHUKAIOWMMU NPU NPOBELEHNN MHCTPYMEHTaNb-
HblX 06CneAoBaHUI, BKNOYEHHbIX B KPUTEPUM AMarHosza.
B cBS3K ¢ aTMM psig aBTOPOB npeanaratoT paspaboTaTb
[LONONHUTENbHbIE AMArHOCTUYECKME KPUTEPUM CUHAPOMA
LLlerpeHa ucKtouMTENBHO ANg AeTen [18, 19].

Mpn nevyeHun nporpeccupytoliero anddysHoro nopa-
KEHUS KOXKM MPU CUCTEMHOWM CKNEPOAEPMUU, a TaKkKe npwu
HanM4YMn APYrux KIMHUYECKUX NPU3HAKOB BOCNANUTENbHOM
aKTUBHOCTM (CEPO3UT, MUO3UT, MHTEPCTULMANBHOE NoparKe-
HWEe Nerkux, pedpakTepHbli CUHOBUT U/UAN TEHOCUHOBMUT)
noKasaHbl [IOKOKOPTUKOCTEPOUALI M3 pacyeTa He Gonee
15 Mr/cyT, NOCKONbKY npuvem O60fblWKX [03 yBeNuyMBa-
€T PUCK Pa3BUTUSA CKIEPOAEPMUYECKOIO MOYEYHOIO KpU-
3a [11]. Y Hawen nauMeHTKM 3a KOPOTKUW nepuojs Bpe-
MeHU 3aboneBaHue NporpeccupoBasno, Ha GoHe neyeHus
METOTPEKCATOM MOSBUANCH HOBbIE CUMMTOMbI, MO3TOMY, KaK
Mbl CYUTaeM, AOMONHUTENBHOE Ha3HaYeHWe NPeaHU30/0Ha
LenecoobpasHo.

3AKJ/IIOMEHUE

PaznuyHble popMbl NaTONOrMM COEAUHUTENBHOW TKaHM,
0COGEHHO Ha paHHUX CTaausx, TPYAHO AndGepeHLMpoBaTh.
MoeT noTpe6oBaTbCs HECKOSIbKO MecsLeB WauM NeT ans
TOro, 4to6bl YCTAHOBWUTb OKOHYaTeNbHbIM AWarHos. B npwu-
BeEHHOM K/IMHWMYECKOM cflydae nepBOHaYasbHbIA ANMArHo3
cMellaHHOW 60/1e3HN COeAUHUTENIbHOM TKaHW Gbl YCTaHOB-
NleH y pebeHKa LWKOJ/IbHOro Bo3pacTa ¢ CUHAPOMOM PeliHo,
KOTopbiM W cTan gebioTom 3aboneBaHus. lMpu aToM onu-
CaHHbIM Bbille c/ly4al B AanbHenweM TpaHchopmMupoBancs
B CUCTEMHYIO CKIepoaepMuio U cuHapom LLlerpeHa. B cBasum
C 3TUM He BblI3blBA€T COMHEHUS HEOBXOAMMOCTb ASIUTENbHO-
ro KaTaMHecTM4yecKoro HabnoAaeHns 3a MauneHToM C y4a-
CTMEM PEBMATO/IONOB M APYruX Y3KUX CNeLnanncToB (Kapam-
onora, NyJibMOHo0ra, Hedposnora, HeBpPosiora) B COYETAHUK
C nabopaTopHbIMWU U MHCTPYMEHTaNbHbIMW MeToAamMmn obene-
[loBaHuS.

UWHOOPMUPOBAHHOE COI/IACUE

Cornacvie poauTenen nauueHta Ha ny6anKaLuio KInHU-
YecKoro csydas He nonyvanu. MpeacrtaBieHHble B HACTOs -
Wen craTbe CBefeHWs 06e3/MYeHbl, MAEHTUGULMPYIoLLan
nHbopMaLMs yaaneHa.
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CTaTbs COAEPHUT aHaIM3 ONTUMASIbHBIX CXEM BBEAEHMS MPUKOPMa MAaAeHLaM C no3uLimMmu KoHLenLmum «nepsbix 1000 gHei»
1 BO3MOXHOCTH MPOGUIAKTUKN OTCPOYEHHBIX HapYLIEHUI XUPOBOro o6MeHa. OTMeYeHa CBA3b PaHHEro BBEAEHUS MPUKOp-
Ma (B Bo3pacTe /10 4 Mec) C PUCKOM Pa3BUTUS OXMUPEHUS MPEUMYLLIECTBEHHO B COLIMAIbHO HEGAAaronosyyHbiX CeMbsX Mpu
MpexaeBpeMeHHOM MPeKpalLeHn rpyaHoro BCkapmanaaHus. [pu BBeeHu npukopma B Boapacte 5—6 Mec 1 coxpaHeHum
rpyAHOro BCKapPM/IMBaHMS PUCK PA3BUTUS METABOIMYECKMX PACCTPONCTB MUHUMaNEH. O6CYAaloTcs TeMIbl M MOPSA0K BBE-
J€HUs MPUKOPMa o popMyse «uTaH1e roj yrpasaeHnem pebeHKar. 0co060e BHUMaH1e yaeneHo U36bITOYHOMY COAEKAaHMIO
caxapa B [JONONHUTEIbHOM MUTaHWU MA3AEHLIa KaK paKTopy, CBA3aHHOMY C Pa3BUTUEM OXUPEHUS y AETeH U MOAPOCTKOB.
KniouyeBble cnoBa: MiafieHLbl, [OMOIHUTENIbHOE MUTaHWe, MPUKOPM, PYAHOE BCKapMaMBaHWe, MporpamMmMmupoBaHue,
caxap, OXXupeHue

Ana yntupoBaHus: bensesa V. A., Hama3oBa-bapaHoBa J1.C., Typtv T. B. BBeaeHne npukopmMa Kak Mepa npodunakTuku

M36bITOYHON MacChl Tefla U OXXUPEHUS y AeTeN € NO3NLMIM KoHuenumu «nepsbix 1000 aHen». Bonpockl coBpeMeHHOM neau-
atpun. 2020; 19 (3): 220-227. doi: 10.15690/vsp.v19i3.2118

O)KMPEHMEYAETEﬁ U NOAPOCTKOB — CTBEHHOIro 3pPaBOOXPaHEHUs, Mpexae BCEro, B 3KOHO-
rNMOBAJIbHASA MPOBJIEMA COBPEMEHHOCTHU MWYECKM pPa3BUTbIX CTpaHax. BcemupHas opraHusauyums
BbicoKas 4YacTtoTa BCTPEYaeMOCTM M3ObITOYHOWM Macchl 3apaBooxpaHeHnsa (BO3) ob6baBMAa OXKUpeHUe «3anuaemu-
Tena U OXMPEHUs B YENOBEYECKOM MOonynsummM co BTOPOM et XXI B.», MOCKOJIbKY OHO COMPSKEHO C BbICOKUM PUCKOM
nonoBuHbl XX B. ABAseTcs rnobdanbHon npobremon oblue- Pa3BUTUS XPOHUYECKUX HEUHMEKLMOHHbLIX 3aboneBaHWn
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Supplemental Feeding as Preventive Measure for Overweight
and Obesity in Children with Regard to the Concept of First
1000 Days

The article contains the analysis of optimal patterns of supplemental feeding in infants from the point of view of the concept of the First
1000 days and the possibility of fat metabolism disorders prevention. The correlation between the early supplemental feeding (before
4 months of age) with the risk of obesity is noted mainly in socially deprived families with premature termination of breastfeeding. If
supplemental feeding was sustained until 5-6 months of age as well as breastfeeding, the risk of metabolic disorder development was
minimal. The time and procedure for implementation of supplemental feeding according to the formula «nutrition under the control of
the child» is discussed. Specific attention was paid to the excess sugar content in nutritional support for infants as the factor associated
with the development of obesity in children and adolescents.
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(apTepuanbHaa ruMnepTeH3us, aTepoCKIepo3, CaxapHbIn

aunaberT), CoKpalleHUeM MPOAOMIKUTENBHOCTU XKU3HK [1, 2],

a TaKKe 3Ha4yuTeNbHbIM yBennyeHmem GUHaHCOBbLIX 3aTpaT

Ha nedvyeHne Takux nauuneHTos [3]. B nocnegHue roabl 66110

YCTaHOBJ/IEHO, YTO MEeTabo/IMYECKME CABUIMU, 3anycKatowme

GOpMHUpOBaHUE OXKMPEHUS B AETCKOM BO3pacTe, HavuHa-

I0TCS Ha PaHHWX 3Tanax OHTOreHe3a — BHYTPUYTPOOHO

W B NepBble Mecslbl X13HU [4]. Kak npaBuno, oxupeHue,

pa3BuUBLLEECS B NEPBbIE MOfbl YXW3HWU, CONMPOBOXAAET Yeso-

BEKa 1 B nocneayoulem [5].

MaToreHe3 06MEHHbIX HapyLleHW 0OYCIOBMEH BAUSHU-
€M KaK reHeTnyecKkmx ¢aKTopoB, Tak M aKTopoB cpefdbl,
BO3AEWCTBYIOWMX HA MHAMBMAYYMa B nepuopabl Hanmbosb-
e OHTOMEHETUMYECKOW MNACTUYHOCTU (T.H. «KPUTUYECKHUE
OKHa» OHTOreHesza M BO3MOMHOCTM «MEeTabONMYECKOro
UMMPUHTUHIa» — «3anevyaTneHns» B reHax HanpaBieHHOCTH
MeTabo/IMYeCcKnx caBmroB). MMeHHO ¢ y4eToMm 3Toro 6biia
chopmynmpoBaHa KoHuenums «nepsbix 1000 gHenr»: nepuog
OT 3a4aTusl 4O AOCTUKEHUS ABYXNETHEro Bo3pacTta — 3aTana
OHTOreHe3a, BMeLlaTeNbCTBa B KOTOPbIM 3a CHET KOPPEKLIMM
3MNUreHETUYECKUX BUSHUI CNOCOBHbI CYLLLECTBEHHO CHU3UTL
PUCK MMMPUHTUHIA TEHETUYECKMX W CpefoBbiXx (GaKTopoB
[6, 7]. YcnoBHO nepuoa nepBbix 1000 AHEN KMU3HU MOMKHO
pa3genuntb Ha 3 aTana:

1) npeHatanbHbi (0—270 cyT);

2) rpyaHoe/UCKycCcTBEHHOe BCKapmiamBaHue (270 cyT —
9 mec);

3) BBeAeHWe [OOMNOMHUTENIbHOrO MUTaHMA U OCOBEHHOCTU
nuTaHKsa B paHHeM getcTtee (9 mec — 2 roga).
OCO6EHHOCTM NOCTYMNEHUS MULWEBbLIX WHIPEAMEHTOB

Ha 3TUX 3Tanax (HaynHas C BHYTPUYTPOOHOro nepuoaa)

MOryT chopMMpPOBaTb HanpaBNEHHOCTb MAACTUYECKMX MPO-

LLECCOB — KaK CMOCOOBCTBYIOLULYIO HAKOMIEHMIO KUMPOBOWM

TKaHW B OpraHname, Tak 1 npenaTtcTBytoLLyto atomy [8—-10].

MN3BECTHO, 4YTO NPOAOMKMUTENbHOE TpPyAHOE BCKapMaMBa-

HMe obecnevymBaeT onTUManbHOe pa3BuTMe pebeHKa, npe-

NATCTBYS Pa3BUTUIO HapPYWEHWM XUMpoBOro obmeHa [11].

HanpoTuB, WCKYCCTBEHHOE BCKapmauBaHWe, Jaxe npwu

MCMONb30BaHUN COBPEMEHHbBIX M MPUBSIUKEHHbBIX MO COCTaBy

K FPyAHOMY MOJIOKY MOJIOYHbIX CMecen, — 3To paKTop pucKa

pa3BUTMA pa3HOOBpPa3HOM OTCPOYEHHOW NaToNorMu (BKIKO-

yas oxunpeHue) [12]. Oco6eHHO BENNKN pUCKK HOpMUPOBa-

HUS M3ObITOYHOW Macchl Tena (NpeobnagaHns XKMPOBON TKaHK

Haj 6e3)XMPOBOWN) Y HEAOHOLWEHHbIX U MNadeHUEB C BHY-

TPUYTPOBHON rMnoTpoduen, T.K. AN obecrnevyeHns OOroHs-

oWero pocta MM Heo6XOAUMbI AOMOMHUTENbHbIE AOTaLMK

6enka. Cxembl 6e30MacHON (B OTHOLIEHWW MPODOUNAKTUKM

OXMPEHUS) MHANBUAYANUIUPOBAHHON KOPPEKLIMM HYTPUTUB-

HOro cTaTyca 3TUX MAadeHLEB elle TONbKO paspabaTbiBa-

totea [13, 14]. KoHuenuus paHHero nporpamMmmMupoBaHus

(C KOppeKunen nuTaHnsa GepemeHHbIX, 0COBGEHHO CcTpadato-

LMX HapyLIEeHMUSMU XMPOBOro obmeHa) BK/IOYEHA B PEKO-

MeHAauMn no npodunakTMuke AeTCKOro oxupeHus [15, 16].

B 3TMX OOKyMeHTax 3aTpOHYT LMPOKWK CMEKTP BOMPOCOB,

B T.4. O coAepKaHunn 6e/lKa B MOSIOYHbIX CMECSX, MPOCBETH-

TeNbCKOM paboTe cpean 6epeMeHHbIXx U Matepen, Gpopmu-

poOBaHWM NPaBUIbHOIO OTHOLUEHWUS K MULWEBLIM Ao6aBKam

N pexunmam BCKapMauBaHus. OAHUM M3 AWCKYTUPYEMbIX

BOMPOCOB OCTaeTCcs MOPSAOK BBEAEHUS AOMOMHWUTENbHOIO

nuTaHus (MpUKopma) y MnageHLueB.

PAHHEE NULIEBOE NPOrPAMMUPOBAHUE

U OCOBEHHOCTU BBEAEHUSA BI04 MPUKOPMA

Bntoga npukopma, KoTopble pebeHoK nonyvaeT Ha nep-
BOM TOAY YXW3HW, SBASIOTCH WMCTOYHMKOM HEO6XOAMMBbIX
NS MOTHOLEHHOr0 Pa3BUTUS MaKpOo- U MUKPOHYTPUEHTOB,
a TaKXe KeT4yaTKu. [PUKOPM CAYXKUT BaKHbIM YCI0BU-
€M MOArOTOBKM XeNyAOYHO-KMLLEeYHOro TpaKkTa miajeHua
K pa3Ho06pasHOMY MUTaHWIO B MOCEAYIOLWNE FOLbl XU3HMU.
OpHaKo HeaZeKBaTHOE MO COCTaBy WU CPOKaM BBEAEHMS
[IONONIHUTENIbHOE NMUTAaHUE MOXET CcTaTb OAHUM U3 daKTo-
pPOB HapylweHUs X1poBoro obmMeHa, GopMUPOBaHUS aTo-
NMU4YEeCKOro cratyca v GyHKLMOHAaNbHbIX PAaCcCTPONCTB MnuLLe-
BapeHus [17].

Poccuickne u 3apybexkHble AMETONOrM W neguatpbl
YKa3blBalOT Ha TO, YTO BBELEHUE MPUKOPMa — BaMHbIV
3Tan B XW3HU pebeHKa, ob6ecneymBatlolMin NOCTENEHHbIN
nepexon OT NAKTOTPODHOM AMETbl K CEMEWHOMY NuTa-
Huto [17, 18]. B cBAA3K C pacnpocTpaHeHUeM OxKupe-
HUSA MPUHLMNUENLHOE 3HaA4YeHME NPUOBPETaeT NpuyveHue
MfafleHua K AOMNOMHUTENbHOMY OBOLLHOMY NuTaHuio [19].
MpoBeaeHbl paHLOMU3WPOBAHHbLIE KOHTpPOAUPyeMble
UCCnefoBaHUsA, B KOTOPbIX CpaBHMBaOT dopMupoBaHue
NMULLEBON TONEPAHTHOCTU Y MNafeHLEeB Mpu BBELEHWUU
TONbKO OBOWEN unn oBolen n bpykToB. B nocnegHem
cllydyae He yaaBanocb o6ecrneynTb AOCTaTOYHbIA MPUEM
OBOLHOro npukopma [20, 21]. MIHTepecHo, 4YTO AeTU OXOT-
Hee enu OBOLWHOW MPUKOPM, COCTOSALWMIA U3 PasinYHbIX
oBollen [22], npu4yem Ha BTOPOM FOAY XU3HW MIadeHLbl,
noJsly4aBlUME OBOLLM B KAYECTBE NEPBOro NPUKOpMa, fierye
nepexoansin Ha HOBble AN HWUX 6/toAa ¢ 06LLENO CEMENHO-
ro cTona, T.e. nerye npeofonesanu «nulLeByto HeodoobUio»
(60513Hb HOBbIX MPOAYKTOB), YeM [ETH, NoJsly4aBLUME OBOLL-
HOV MPUKOPM B 6onee no3aHue cpoku [23].

B Apyrux uccnefoBaHusx OblIO MOKa3aHO, YTO paH-
Hee NpuyyYeHWe MnafeHLeB K oBolwaM u pyKTam npen-
ynpexaaeTt pa3BuUTUE OTCPOYEHHOM CepAevHO-COCYAUCTOM
natonorun [24]. lNpegnonaraeTcs, 4To npodunakTnye-
CKME CBOWCTBa 3TUX NPOAYKTOB CBA3aHbl C 60/iee HU3KOM
No CPaBHEHWUIO C 3EPHOBbLIMU MPUKOPMaMKU [IMKEMUYE-
CKOW Harpy3Kow, aHTMOKCUAAHTHbIMWU CBOMCTBaAMM U Halu-
ynem Kretyatku. Bmecte ¢ Tem [pyrue wccrneposatenu
CYMTaIOT, 4TO 3HAYMMOCTb Pas3fiiui B CPOKax BBeAEeHWS
rYCTOM MULLM U ee KayecTBe (cneunduKa NpoayKTa) npey-
BE/IMYEHa: CBA3b XapaKTEPUCTUK NPUKOPMaA U OTAANIEHHbIX
NnocneacTBMW 4S9 300POBbS MIALEHLEB He NoATBepXAe-
Ha [25]. B cBA3M C 3TMUM peKOMeHAOBaHO nNpeafiaratb maa-
AeHUaM MPOAYKTbl C pas3/iMiyHbIMXU BKYCamMu W TEKCTYpPOMH,
BKJIlOYasA ropbKoOBaTble 3efieHble 0BOWM [17], MOCKONbKY
pa3Hoo6pasHble pacTUTE/bHble MPOAYKTbl MOMOryT obe-
cne4ymtb pebeHKa HeoOXOAMMbIMU MUKPO3NEMEHTaMuU
W BUTaMUHaMW, NMPeXae BCEro ¥Xene3oMm, UMHKoM, donaTta-
MU, BUTaMuHom B, [26].

B HacTosillee BpemsA M3yyaloT OTCPOYEHHbIE PUCKM
ynotpebneHua npu nNpuKopMe MAajeHUEeB MPOLYKTOB,
He npefHa3HayYeHHbIX ANs HWUX, B T.Y. CAaAKMX HaMUTKOB
M CHeKoB [27]. PedynbraTbl cUCTEMaTUYECKUX 0630pOB
noKasblBaloT, 4TO ynotpeb/seHne MOACNALEHHbIX HamnuT-
KOB MpV BBEAEHUU MPUKOPMa MOBbLIWAET PUCK Pa3BUTUSA
OXUpeHUd. B To e BpeMs CTaTUCTUHECKU 3HAYUMON CBSH-
3K cocTaBa Tena c npeobnajaHUeM B NPUKOPME 3/1aK0B
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He ycTaHoBsieHo [28]. Mcnonb3oBaHWe noacnalleHHbIX AeT-
CKMX KOHCEPBOB A1 MageHLUEeB Bbl3blBaeT 6€CNOKONCTBO
eBponencKkux negmnatpos [29].

B nocnegHue gecatnneTus u B Hallen CTpaHe, n 3a pybe-
XOM NpW BBEAEHUM MPUKOPMa W 340POBbIM, U 6OMbHLIM
MAageHuam npeanoyTeHne oTaaoT NPOoAYKTam NPOMBbILLIEH-
HOro NPOM3BOACTBA (FOTOBbIE KallK, OBOLWHbIE 1 GPYKTOBbIE
KOHCEePBbI), MOCKOJbKY 3TK cneuunanbHble AETCKUE NPOAYKTbI
M3roTaB/MBatOT U3 CTaHAAPTU3UMPOBAHHOIO M AKONOTMYECKHM
YUCTOrO Cbipbsi M 060raLLalT MUKPO3EMEHTAMMU U BUTAMU-
Hamu [18]. OgHaKo B HacTosiLLee BpeMS pesynbraTbl OTAESb-
HbIX MCCNEeAOBaHMI yKa3blBalOT Ha HEKOTOPbLIE HEraTUBHbIE
KayecTBa rOTOBbIX MPUKOPMOB — MU3/ULLIHIOW 06paboTKy
NPOAYKTOB (yNbTPanpoLEeCCHHT), 406aBKy MoaANbULMPOBaH-
HbIX KpaxmasoB, MMApPOreHNn3MpPoBaHHbIX WUPOB, a TaKXkKe,
B HEKOTOPbLIX C/lyyasX, Ha HEAOCTATOMHO HaAEXHbIM KOHT-
ponb mx coctasa [30].

CPOKU BBEAAEHUA NPUKOPMA U UX CBAA3b

C PUCKOM OTCPOYEHHOM NATO/IOTUU —

OXUPEHUA, AJUIEPTUM,

FACTPOMHTECTUHANIbHBIX HAPYLUEHUMA

OOWH M3 BaXKHEWLIMX NapaMeTPOB MpPKU OLIEHKE PUCKOB,
CBSI3aHHbIX C AOMOJHUTENbHbIM MWTAHWEM MAajeHLeB, —
3TO0 BpPeEMS (CPOKKW) BBeAeHMs NMpuKopmoB. KaK M3BecTHO,
NPUOPUTETHON peKomeHaauunen BO3 n oTeyecTBEHHbIX cne-
LMannMCcToB Npu 4OCTaTOMHOM KONMYECTBE FPYAHOr0 MOSIOKa
415 340POBOro AOHOLWEHHOI0 pebeHKa SBASETCS UCKTIOYH-
TeNbHO rpyaHOe BCKapMaMBaHWe A0 AOCTUXKEHUS BO3pacTa
6 Mec [31]. OgHaKo poCCUWCKME chneumnanucTbl OTMeda-
0T, 4TO fAake cpeau AeTer, POAMBLUMXCS AOHOWEHHbIMMU,
neten | rpynnbl 300pOBbSi — MEHbLUMHCTBO. B nepBble mecs-
Ubl XM3HW 1 Ha dOHEe aAeKBaTHOro rpyagHOro BCKapmavBa-
HWUS Yy MNafeHLEeB HepeaKo pa3BMBalOTCA Takne COCTOSHMUS,
KaK aHeMMS M paxuT, MO3TOMY BOMPOC O CPOKax BBEAEHMUS
NPUKOPMa MOXKET pelaTbes MHanBuayanbHo [18]. NMpukopm
npegHasHayeH Ana JotauuMu He3aMeHWMbIX MUKpoane-
MEHTOB, MWUHEPANOB M BUTAMWHOB, NPU 3TOM XKeNyao4HO-
KULLIEYHbIM TpaKT MaajeHua LOMKEH AOCTUMYb COOTBETCTBY-
lolwen CTeneHn 3penocTu Ans afeKBaTHOro YCBOEHUS 3TUX
BewecTs [17, 18].

BO3 pekomeHayeT BBeAEHME MNPUKOPMa HayMHas
¢ 6-meca4yHOro BO3pacTta Mpu MNPOAOIKEHUU [PYAHO-
ro BcKapmamBaHusa [31], EBponeickoe o6uecTBO [OeT-
CKMX TaCTpPO3HTEPOSOroB, renaTosioroB M HYTPULMOMOroB
(ESPGHAN) — B cpoKku oT 4 10 6 Mec, Ho He no3aHee [17, 32].

MHorMmMK nccnepoBaTensiMM yCTaHOB/IEHO, YTO BBede-
HMEe NpUKOpMa paHee 4-MeCsYHOro BO3pacTa COMnpsiKe-
HO C MOBBILWEHHbIM PUCKOM OTCPOYEHHbLIX METaboINYECKMX
HapylleHun, B T.4. oxxupeHus [33, 34]. Uccnegosartenu noa-
4YEepKMBaIOT CBSA3b BBEAEHUS MPUKOPMa B Bo3pacTe 4o 4 mec
C nocneaylwmm pasBUTMEM OXKUPEHWUS Yy AETel, Haxoas-
WMXCS Ha MCKYCCTBEHHOM BCKapMJIMB@HWM, HO MpU 3TOM
OTMeYaloT HeobxoaMMOoCTb AMddEPEHLMPOBAHHON OLEHKMK
npoayKkToB npukopma [34]. B yacTHOCTH, yKa3biBaloT Ha BO3-
MOXHYIO HEraTUBHYIO PO/ib COAEPIKALLMXCA B NMPOMbILLIEH-
HbIX MPUKOPMax HacCbIWEHHbIX XWPOB, M36bITKA CaxapoB
1 Hatpusa [35]; npuyem gons mMnageHueB, nofaydalowmx atm
NPOAYKTbl B BO3pacTe 40 4 MeC B HEKOTOPbLIX pernoHax, npe-
BbllWaeT 20% [27]. MeTaaHann3 peaynbratoB 81 uccnegosa-

HUS NOKa3asn, YTo Y 340POBbIX JOHOLWEHHbIX AETEN PUCK dOp-
MWPOBaHUA M36bLITOYHOM Macchbl Tena uan npeobnagaHus
XMPOBOW Macchl B cOCTaBe Tesla He pasfiMyasncs B KoropTtax,
nony4yMBLLMX MPUKOPM B Bo3pacTe 4—5 nan B 6 MeC KU3HMH,
XOTS B OTAENbHbIX paboTax CBA3b BBeAEHUS MpUKopMa
B Bo3pacTe A0 4 mec ¢ 6051ee BbICOKOM YaCTOTON OXKUPEHUSA
6blna noaTBepxKaeHa [28].

MpeactaBnsger 60nblWIONW WHTEPEC PETPOCMEKTUBHOE
uccnegoBaHue, B KOTOPOM aHaNM3UpoOBan 4acToTy pas3Bu-
TUS OXKMPEHUS Yy AeTen 1 NoapocTKoB (B Bo3pacTe 7—13 neT;
y4ynTbiBanca 06bEM KUPOBOW MacChbl M pacnpegeneHve
NMOAKOXHOTIO }KMpa) B 3aBUCMMOCTH OT XapaKTepa BCKapMm-
IMBaHNS Ha MEPBOM rofy KM3HU U CPOKOB BBEAEHMS NpPU-
Kopma [36]. HacToTa HapyleHU X1MpoBOro o6MeHa oKa-
3anacb Bblle y AgeTei, HaXOAMBLUMXCH Ha MCKYCCTBEHHOM
BCKapMAMBaHWW, MPUYEM U B TEX CAyYasnX, Korga npuKopMm
BBOAM/IN OTHOCUTENbHO NO34HO — Mocne 6 Mec XMU3HU. ITU
[JaHHble CornacytTcs ¢ MHEHMEM 6O0MbLWOro YMucna uccne-
noBaTesien, CYMTaIOLMX, YTO raBHbIM GaKTop, CNOCOBCTBY-
IOWMA HapylWweHUIM }UPOoBOro obMeHa npu HecBoeBpe-
MEHHOM BBEAEHUWU MPUKOPMa, — 3TO NpexaeBpeMeHHoe
npeKkpalweHune rpyaqHoro sckapmnmeanusa [37, 38]. PaHHee
(0o 4-mecsiyHOro BO3pacTa) BBeaeHWe 6104 NpuKopMma,
Nno MHEHWK 3TUX aBTopoB [38], oKazanocCb MNPUYMUHOM
YMEHbLEHNS MHTEHCUMBHOCTU flaKTauun n 6bICTPOro npe-
KpalleHUs rpyaHOro BCKapMAMBaHUS, NPenMyLEeCTBEHHO
B CEMbSIX C HU3KMM coLManbHbIM CTaTycoMm. Y MaafdeHLEB,
noNly4YMBLLMX MPUKOPM B BO3pacTe 6 Mec 1 MPOA0IKaBLUMX
nonyyaTb rpyaHoe MOJIOKO, PUCK M3O6bITOYHOW Macchl Tena
6bl/1 3aMeTHO HMxKe [38].

MHOroOMepHbIN aHann3 CBA3EN MeXay BBeAeHUEM MNpu-
KopMa B Bo3pacte Ao 4 MeC U M36bITOYHOM Maccou Tena
B Bo3pacTe 1—-17 neT y AOHOLWEHHbIX AETEN NPOAEMOHCTPU-
poBasn CBSA3b U3ObITOYHOW Macchbl Tefla C PaHHUM BBEAEHMU-
eM MNpUKopMa, ecnu pebGeHOK HaxoAWCs Ha WMCKYCCTBEH-
HOM BCKapM/IWBaHWW WK €CNU TpyaHOEe BCKapmavBaHue
nocne BBeAeHUS MpUKopMa npekpauwanocb [37]. B cBAswn
C 3TUM BaXHO OTMETUTb, 4YTO AETHU, HAXOAMBLUMECS HA UCKYC-
CTBEHHOM BCKapM/AMBaHMKU, Noaydvann NPUKOPM B cpeaHeM
Ha 2 Hep paHblue AeTen Ha rpyaHOM BCKapmauBaHuu [34].
Mpeanonaranocb, YTo He6NaronpuATHOE BJIUSTHUE PaHHEro
BBEEHUS MPUKOpPMa Ha MeTabonn3M peannsyetcs yepes
HapylweHns GopMMPOBaHUA MUKPOOUOTbI Ha GOHe Helpe-
NIOCTU KeNyAO4HO-KMUWeYHOoro TpaKkta. OgHaKo B HEKOTo-
pbiX MccneaoBaHUsaX Obl0 MOKa3aHo, Y4TO B3aWMOCBSA3b
cocTaBa KMUILIEYHOW MUKPOOBMOTbI M MHAEKCa Macchbl Tena
y AETEN onpeaensieTcs npexae Bcero NpoAoIKUTENbHOCTbIO
rpyaAHOro BCKapmamBaHus [39]. YcTaHOBMIEHHbIE OCOGEH-
HOCTM COCTaBa MWMKPOOGWOTbI MPW pPaHHEM BBEAEHWM Mpu-
KopMma coyeTanuchb ¢ 60siee BbICOKOM KOHLEHTpaLUunen B Kane
KOPOTKOLLENOYEYHbIX XUPHbIX Kncnot [40]. B uenom ToHKne
MeXaHM3Mbl MPOrpaMMUpPYIOLLErO BIIUSHUS CPOKOB BBeje-
HWS MPUKOPMa He BMOJSIHE ACHbI: BAMSHWSA Ha OTAaNEHHbIN
MeTabonnM3aM MOryT 6biTb 06YCNOBMEHbI pa3HOO6pa3nem
3KCMNpeccun reHoB Ha ¢GoHe AEeWCTBUS MHOMOYMCIEHHbIX
dakTopoB. cpenbl [41].

CpoKKX BBeAeHUs MPUKOpMa, Kak npaBuio, paccmaTpu-
BalOT B CBA3M C OTAaNEHHbIMKU MeTaboNMYeCKUMU HapyLle-
HUSIMW Y AOHOLLEHHbIX MaageHueB. OaHaKo, Kak M3BECTHO,
GaKTOpOM pUCKa pasBUTUS IHAOKPWUHHbIX 3abofeBaHUn



ABNAETCH HEAOHOLEHHOCTb, MO3TOMY ANa AETEN, POAUBLLMX-
Csl NpeXaeBpeMeHHO, 0CO6EHHO BaXKeH BbIGOP ONTUMasbHO-
ro BpeMeHW BBeAEHUS JONOMHUTENbHOMO NMUTAHUS C Y4ETOM
MHAMBUAYaNbHOM 3penocTu. B uccnegoBaHmm, NnpoBefeHHOM
B WHAMK, cpaBHMBaNM [Ba CpoKa BBeAEHMS NpuKopma
y OeTen, poXKaAeHHbIX paHee 34-i Hep 6epeMeHHOCTH (paH-
[IOMW3UPOBaHHbIE KOropThl), — COOTBETCTBEHHO B 4 1 6 mecC
KOoppurMpoBaHHOro Bo3pacta [42]. ABTOpbl He YCTaHOBWUIN
pas3nnynin B z-OLLEHKax MaccChbl Tena AeTer No AOCTUIKEHWHM
MMKW KOPPUIMPOBaHHOro Bo3pacTta 12 Mec, ogHaKo B rpynne
6onee paHHero BBeAeHWS NPUKOPMa MAaAeHLUbl HyXKaanucb
B 60/iee 4acTblX rocnuTanMsaumsax, 4To CBMAETeNbCTByeT
0 cpbiBax aganTtauuu rnpuv 4YpesmMepHo paHHen HOBOM NuLLe-
BOW Harpyske n o Heo6XoAMMOCTU OCOBEHHO OCTOPOXKHOro
noaxofa K NPUKOPMY Y HE3pPENbIX MIaeHLEB.

B cBs3K ¢ HepedKkum «repecevyeHnemM» GakTopoB pUcKa
MeTabo/IMYECKNX HapPYLIEHUN WM annepruyeckux 6onesHen
CPOKM BBELEHUS N KayeCcTBO NPUKOPMOB M3y4atoT U B pam-
Kax cTpaTterun npopunaktnkn GopmupoBaHums atonuu [43].
TaKne cTpaternn yuutbiBaloT 3agadn GOpMUPOBaHUS MuLLe-
BOW TONEPAHTHOCTM Yy AETEW rpynnbl PUCKa MO annepruu
[44-46]. Ecnn paHblle npeaycMaTpuBanoCb WMCKAOYEHUE
M3 61104 NpuMKOpMa npeanonaraeMblX annepreHoB, ceun-
yac npegnaraetcs KOHTpPonupyemoe (Kak 6bl «TpeHupyto-
uee») Bosgencteue. [llpepnaratoT ONTUMalbHble «OKHa»
TaKoro BBeAEHWS MPUKOPMA, HO, Kak MNpaBWO, BCE e
nocne 4-mecsi4HOro Bo3pacTta [17], MOCKONMbKY A0 3TOro
BO3pacTa MPOHULAEMOCTb CTEHKM KHWLIEYHMKa MOBbIWEHA.
CoobuaeTcs, YTo 3HaYMTeNbHas 3aeprKKa BBEAEHUS HEKO-
TOPbIX MPOAYKTOB B paLMoH pebeHKa (Hanpumep, auL nocne
12 Mec) accoummpoBaHa C BbICOKMM PUCKOM pas3BUTUSA
anneprun Ha Hux [47, 48]. Takas e 3aKOHOMEpPHOCTb —
NOBbILIEHNE PUCKA Pa3BUTUS aIEPrUYECKUX peakuun —
OTMeYeHa npu 3ano3ganom (No3xKe 7-Mecs4yHOro Bo3pacTta)
BBEAEHMM MPUKOPMOB, COAEPKALLMX MIOTEH. ITU NMPUKOPMBI
Lenecoobpa3Ho BBOAWTb, MOKa pPeBEHOK elle nonyvyaeT rpya-
HOE MOJIOKO (TaKoM anroputm BBeAEHUS NO3BONAET CHU3UTb
PUCK pa3BUTUS LIENMaKKMK, caxapHoro auvabeta 1-ro tvna
W annepruyeckmx peaxkuunn) [49].

POJ1b COLIUAJIbHbIX ®AKTOPOB

B OPFTAHU3ALIUK NPUKOPMA

HeonpaBgaHHO paHHee BBeAeHME MPUKOPMa C OAHO-
BPEMEHHbIM COKpalLleHWMeM WAW MpeKpalleHUeM rpyaHOro
BCKapM/IMBaHWA MOXET BblTb CBA3AHO C COLMOKYLTYPHbIM
CTaTyCOM M COCTaBOM CEMbM, a TaKKe 06pas3oBaTe/bHbIM
YPOBHEM poauTenen, npexane Bcero matepu. B 6onbliom
KOropTHOM wuccnegoBaHun (6onee 10 Thic. MAageHUEB),
nposefeHHoM BO ®PpaHuuW, Ha OCHOBE aHKETMPOBaHMUS
poauTenen 6ol U3y4eHbl 0COBEHHOCTU BBEAEHUSA NMPUKOP-
Ma B 3aBMCMMOCTM OT COLMANbHbIX M KyNbTypHbIX GaKTopoB,
OT cTeneHn MHGOPMUPOBAHHOCTU poauTenen, BO B3aMMOC-
BSI3U C OCHOBHbIMW MHAMBUAYANbHBIMU XapaKTePUCTUKaMMU
feten — nosioM, rectaluMoHHbIM BO3pacToM, Maccoun Tena
npu poxaeHuun, Hanndmem anneprun [50]. ABTopamu ycTa-
HOBJIEHO, 4TO OK0M0 30% AeTen, He3aBUCUMO OT COLIMOKYSb-
TYPHOIO YPOBHS CEMbM, NOJIy4ann JONOAHUTENBHO K 61t04aMm
NPUKOPMa caxap 1 COJib, @ TaKXKe XKMUPbl, 4TO HE PEKOMEHA0-
Banocb Bpavyamu. HapylleHns peKoMeHOOBaHHbIX CPOKOB
BBeAEeHMS NPUKOPMa Yale HabnaanM B OTHOWEHMU BTO-

pbIX UM NOCNeAyWnX AeTeN B ceMbe. B cembax pasnnyHo-
ro couManbHOro YPOBHSA He 6blfI0 OTMEYEHO NpeanoYTeHuUs
NPOMbILWAEHHbIX MG0 MNPUrOTOB/EHHbLIX AOMa MNPOAYKTOB
npukopma. Matepu ¢ 6051ee BbICOKMM YpOBHEM 06pa3o-
BaHWS Yalle MpUMEHANU NpuKopm 6e3 AOMONHUTENbHOMo
pobaBneHns caxapa (oTaaneHHble HabnaeHus 3a OeTb-
MW HE NPOBOAWM, CBSAI3b C PUCKOM Pa3BUTUS OXMPEHMUS
He paccmatpuanu) [50].

B HOPBEXCKOM PaHAOMU3NPOBAHHOM KOHTPOIMPYEMOM
ncenenoBaHum [51] yctaHOBNEHO, YTO CPOKK NMpPUKOpMa Yalle
HapylwatoT (BBOAST €r0 MAM CAWLLKOM PaHo, WK CAWLLIKOM
NO34HO) IOHble MaTepU (KaK NpaBwusio, He cocToslmMe B Gpake
1 UMeloLLMe BpedHble NMPUBBIYKK), a TaKKe B CEMbSX, HEAO-
CTaTO4HO 06ecneyYeHHbIX MaTepranbHo.

MNMopaBnstouee 60NbWKMHCTBO (2/3 neanatpoB), No AaH-
HbIM UTaNbSHCKOro uccnegoBaHus [52], peKOMeHAyOT poau-
Tenam HaynHaTb BBeAEHME NpUKopMa B Bo3pacTe pebeHka
oT 5 00 6 Mec; Npu 3TOM Bpayn pyKOBOACTBYIOTCS KpUTEPUSI-
MW MHAMBUAYaNbHOM FOTOBHOCTN pe6GeHKa K BBEAEHUIO NpuU-
KOpMa M y4nTbIBalOT 0CO6EHHOCTU CEMbMU.

CcNnocobbl U TEMNbI BBEAEHUA NPUKOPMA:

COBPEMEHHASAl UCKYCCHUSA

B nocnegHue rogbl 6blna paspaboTaHa AMETONOrMYe-
CKasi KOHUEeNUMS, NnpegycmaTpuBatowas MHaAMBUAYanM3aLmo
BCKapM/IMBaHUS MaafeHua nocne 6 Mec M3HW Ha OCHOBe
ero npeanoyvyTeHun — OTAy4YeHMe OT rpyaud nog «ynpas-
neHnem» pebeHKka (aHrn. «baby-led weaning») [53, 54].
YCTaHOBMEHO, 4TO MPWU BHEAPEHUM 3ITOr0 Noaxoda Mpoaon-
UTENbHOCTb WMCKYUTENbHO TPYAHOrO BCKapMIMBaHUSA
yBennymBanacb [55-57]. 310 cTano AEWCTBEHHOM Mepou
NPOPUNAKTUKN OTCPOYEHHbIX METAaB0TMYECKUX PACCTPONCTB.
BmecTe ¢ TeM geten n3 cemen, NpakTMKOBaBLUMX TaKOM CMno-
Cc06 BCKapMIMBaHUs, paHblue NpruobLianui K obLiemy ceMen-
HOMY CTOJY, 4HTO MMEET HECOMHEHHOE MCUXO0N0ro-neaaroru-
yeckoe 3Ha4eHue [58]. OgHaKo Hapsay ¢ AONYCTUMbIMU AN
MfafeHua npoaykramu (PpyKTbl, OBOLWM, NO3AHEE — MSCO)
B TaKMX cnydasx pebeHOK MOXET nosyvyaTb CAMLIKOM BbICO-
KOe KOJIMYEeCTBO YIMEeBOOB, XWPOB M AarKe BbIMEYKy, YTO
MOXET OKa3aTbCsl NMPUYUHON M3BLITOYHOM Macchl Tena [59].
Tem He MeHee, HEKOTOPbIE MCceaoBaTeNn, HAaNpPOTUB, CYU-
TaloT TaKOW Noaxoa CBOero poga npodunakTMKom U30bIToY-
HOrO NOTPEBAEHNS MULLM U AaXKe UTHOPUPYIOT ONaCHOCTb AN1s
pebeHKa HegoCTaToO4HO namenbyeHHon nun [58]. C Hawen
TOYKM 3PEHMS, TAKON NOAXOL AarKe ANs NPaKTUYECKM 340PO-
BbIX AETEN HE MOMKET O6biTb NMPU3HaAH AOMNYCTUMbIM. TOSIbKO
Bpay cnoco6eH onpeaenunTb U MHANBKUAYaNbHbIE CPOKKU BBE-
JEHMS MpUKOpMa, M TeMnbl BBEAEHUS HOBOro MpPOAYKTa,
W ero pa3HOBMAHOCTU — C Y4ETOM BCEX OCOBEHHOCTEN MNa-
JEeHUa U ero ceMbM, rpaduKa BaKLMHALMK, HACNeACTBEHHO-
ro aHaMHesa.

COAEPXAHME NMPOCTLIX YINIEBO4OB (CAXAPA)

B BJ/IIOAAX MPUKOPMA U ErFo CBAA3b C PUCKOM

OXUPEHUA

M36biTO4HOE NoTpebneHne caxapa, 0COBEHHO caxapo-
coAeprKalmx HanuTKoB, AETbMW M MOAPOCTKAMK Bbi3biBaeT
cepbe3Hoe 6eCnoKONCTBO NeanMaTpoB, AMETONOMOB, racTpo-
3HTEPOSIOroB m annepronoroB [60], NOCKONbKY 3TOT daKTop
CBSI3aH C PUCKOM Pa3BUTUS OXKUPEHMS, Kapueca, caxapHoro
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anabeTta U Apyron XpoHMYECcKon naTtosiornum. BmecTte ¢ Tem
Heo6XxoAMMO pasnunyaTb caxapa MPMPOAHOro MPOUCXOXKAE-
HUA W, Hanmbonee onacHble NpU K30bITKE, TaK Ha3blBae-
Mble cBO6OAHblE caxapa [61]. KnaccudurKaunsg NCTOYHMKOB
caxapoB npeacTtaBneHa B Tabn. 1 [60]. MHorne petckue
NPOAYKTbl COAEPKAT B CBOEM COCTaBe KaK NMpUpOAHble, Tak
1 cBob6oaHbIe caxapa (Tabn. 2) [60].

OnpeaeneHne caxapoB B pasHblX CTpaHax HeoAauHa-
KoBo. Hanpumep, avetonorn B CLUA “crnonb3yoT TEPMUH
«AoBaBfieHHble caxapa» AN 0603Ha4YeHUs MpPOCTbIX yrne-
BOJOB, KOTOpble BBOAAT B [AETCKME MpoayKTbl [62]; BCE
[JaHHble 0 KonunyectTBe A06aBNEHHOro caxapa yKasblBaloT
Ha 3TUKETKe npoaykTa [63]. B eBpoNencKux ctpaHax Ha aTu-
KeTKax yYKa3aHOo TO/IbKO obllee cofgeprkaHue caxapoB [64].
3aKoHoAaTeNlbCTBOM MHOMMX CTpaH paspellaercs ob6aBnsaTb
cB0O6OAHbIE caxapa B 3epPHOBbIE MPOAYKTbl U AETCKME KOH-
cepBbl An8 MAafeHUEB B KOMMYECTBE, HE MpeBblWwatowem
7,5 r Ha 100 KKan [65], XoTa Ha 3TUKeTKax MOXKET OblTb HaMu-
caHo 06 OTCYTCTBMM A0BaBNEHUS caxapa.

[eTn OXOTHO BOCMPUHMMAIOT MNOACAALLEHHYIO MULLY,
NMOCKOJIbKY BPOXAEHHOE MpucTpacTMe K ClagKoMy YCu-

NIMBaeTCcs B Mpouecce MNocTHaTalbHOMO BCKapMMBaHUSA
M GOPMUPOBAHUSA YCNOBHO-PEPNEKTOPHbIX CBA3EN MEX-
[y CnagKoBaTbiM BKYCOM MaTEpPUHCKOrO MOJIOKa, TerniioMm
M Nnackon matepu [66]. B HeoHaTonorMmM UCrnonb3yoT 06e3-
6onmBaoWmn adPeKT npuema pebeHKOM pacTBopa caxa-
po3bl [67]. PaHHee ncnonb3oBaHWe NOACNALLEHHOrO MUTbA
CMOCOBHO BbI3BaTb MPMBbLIKAHME K HEMY M OTKa3 pebeHKa
OT HENOACNALLEHHON BOAbI M MULLM, 4YTO B BydylLLEM MOXKET
3aTpyaHUTb BBEAEHWE HECaaKoro npukopma [68]. UMeHHO
NMo3TOMy B MpoLIecce MULLEBOro MPOrpaMMMpPOBaHNS O4YEHb
Ba)HO BOCMWTaHWE 340POBbIX MULLEBBIX MPUBbLIYEK U MOTH-
BaLUMK, npenaTcTBylOWMX GOPMUPOBAHUIO MOTPEOBHOCTH
B cnagkom [69]. B nocnegHee gecatunetve CylleCTBEHHO
COKpaTW/IOCb MCNoNb30BaHMe (PYKTOBOrO COKa B Kaye-
CTBE MepPBOro NPMKopMa, NOCKOJIbKY 3TO MOXET 3aTPYAHUTb
BBeJEHWE Nosie3HbIX Hecnaakux npukopmos [70]. B cBaA3un
C 3TUM €AMHCTBEHHbIM JOMYCTUMbIM HANMMTKOM 415 MaafeH-
LeB nocne BBeAEHUS NpUKOpMa ABASETCS HemnoAcnalleHHas
KunayeHas Boga [71].

0630pHble UccnefoBaHUa AMeEpPUKaHCKOM aKagemMuu
neavaTtpuun nokasanu, 4to no4ytn 60% mnageHueB Npu Bee-

Ta6nuua 1. Xumunyeckas KnaccuduKkaumsa u nuieBble UCTOYHUKK caxapos [60]

Table 1. Chemical classification and nutritional sources of sugars [60]

Caxap KomMnoHeHTbl MuweBon UCTOYHUK
[Ntoko3a DpPyYKTbI, PacTUTENbHbIE COKW, Mefl, PUCOBbIN HAaNUTOK
FanaKTo3a MOoNOKO M MOOYHbIE MPOAYKTHI (BCTPEYAETCA B MOJIOKE, CBA3bIBAETCS C MMIOKO30M1
MoHocaxapuabl c 06pa3oBaHUEM AKTO3bl)
PpyKTo3a 3penble nnoabl (Aroabl), Mes (8 cBO6OAHOM COCTOSIHUM Hapsay C IOKO30M);
4aCTo CBA3bIBAETCH C MIOKO30M ¢ 06pa3oBaHMeM caxapo3dbl
CT0M0BbIN/TPOCTHUKOBbIN/CBEKIOBUYHbIN caxap, Mel, KYKYpy3Hbl cupon,
Caxapo3a (rnoKo3a + GpyKTo3a) /TP / P A, RYKYDY P
COeBO€e MOJIOKO
JlakTo3a (rnoKosa + ranakrosa) | MONOKO U MOIOYHbIE NPOAYKTbI, FPYAHOE MOIOKO Y MOJIOYHbIE CMECH
[Ouncaxapugbl N
ManbTo6103a, v CoNoAO0BLIN caxap, NoAyYeHHas B pesynbraTe rmaponunsa
Kpaxmana (KyKypys3bl, NWeHWULbl, TannoKu, Kaptodens, KyKypy3HOro/rnioKo3Horo
ManbTo3a (rtoKo3a + MKo3a) P (KyKypy ! pTod YKYDY /
cvMpona) Uam ¢ NOMOLLBIO Kapamenn3alum rMoKOo3bl; COAEPHKUTCS B MpopacTaloLmnx
ceMeHax (A4MeHb), conoae U PUCOBOM HanuTKe

Ta6nuua 2. CoBpeMeHHble onpeaeneHunst caxapoB B AMETUYECKMX pekomeHdaumsax [60]

Table 2. Up-to-date definitions of sugar in dietary advices [60]

Nuetnyeckas O6Guwue caxapa
PEKoMeHAaLua CB0GOAHbIE MU 06GaB/IEHHbIE MpupoaHbie
CBob6oaHble (BHeLHWE) caxapa (He cofepallumnecs B KNeTOYHOM CTPYKType): | MpupoaHbie (BHYTPEHHWE) caxapa
BO3, Komutet a) caxapa (MoHocaxapuabl u aucaxapuabl), fo6aBnsemble (ecTeCTBEHHO BKJIIOYEHHbIE B MHTAKTHbIE
Benvko6putaHum B MULLEBbIE NPOAYKTbI U HAMWTKM U3rOTOBUTENEM, MOBAPOM KNETOYHbIE CTEHKM pacTEHU), Hanpumep,
no Bonpocam Unu notpebutenewm; B KJIETOYHYIO CTPYKTYPY MULLEBbIX MPOAYKTOB;
nUTaHns 6) caxapa, eCTECTBEHHO MPUCYTCTBYIOLLME B MeAE, chponax, caxapa B MHTaKTHbIX GpyKTax uiu oBoLlax;
PYKTOBbLIX COKaXx U KOHLIEHTpPaTax GpPYKTOBbIX COKOB /TaKTO3a M rasiakto3a B MOJIOKe
EBponeickoe [o6aBneHHble caxapa: caxaposa, GpyKTo3a, rMioKo3a, rmapoan3aThbl .
. MHanreHHble caxapa: caxapa,
ynpaBneHue Kpaxmana (roKO3HbI CUPOM, CUPON C BbICOKUM CofeprKaHnem
eCTeCTBEHHbIM 06pa30M NPUCYTCTBYIOLWME
no 6e3onacHoCcTM | GPYKTO3bl, M30MIOKO3a) U Apyr1e U301npoBaHHbIe caxapHble
B TAKUX NPOAYKTaX, Kak GPYKTbl, OBOLLM,
NnULLEBbIX npenapaTbl, UICNONb3yEMblE KaK TaKOBbIE UK J06aBNEHHblE
3N1aKu, NaKTo3a B MOJSTIOYHbIX MPOAYKTaX
npoayktoB (EFSA) | BO Bpemsi NpUroToBieHns U MPOU3BOACTBA NULLK
CLUA [lo6aBneHHble caxapa: caxap U CMPOnNbl, KOTOpble A06aBNSOTCA MpupoaHble caxapa: NakTo3a B MOJIOKe,
B NULLEBbIE MPOAYKTbl BO BpeEMS 06pabOTKU U NPUTrOTOBIEHNS $pyKTO3a BO PpyKTax

lNpumevarne. BO3 — BcemupHas opranunsaums 3gpaBooxpaHenus, CLUA — CoeanHeHHble LLUTaThl AMEpUKH.
Note. BO3 — World Health Organization, CLLUA — United States of America.




AEHUW MPUKOPMa MOAYYaloT NPOAYKTbI M HAMWUTKK, COAEPIKa-
lwne gobaBfeHHble caxapa [66]. B amepuKaHCKOM Uccneao-
BaHuMM NHANES ypoBeHb noTpebaeHns cBo60AHOM0 caxapa
npesbllan pekomeHayembin Ha 10% oT obuwero noTped-
NIeHNA Jaxke B TeyeHue NepBoro roga XusHu. lpuyem
notpebseHne 6bICTPO HapacTano ¢ MaageH4yecTsa Ao 2 net
¥U3HU [72]. Bo ppaHLYy3CKOM KOropTHOM MccrenoBaHuu
ELFE Bpemsa BBedeHus nMpuKkopma paHee 4 mMec COOTBET-
CTBOBasIo0 60/iee BbICOKOMY YPOBHIO 106aBNEHHOrO caxapa
n conun. C Havyana BBeaeHns npmkopma 1 o 10 Mec XKuU3HH
35% peten nonyvyanu fob6aBku caxapa M 30% pgeten —
no6aBku conun [50].

BO3 pekomeHayeT 3anpetutb AobaBieHWe caxapoB
W ApYrvx nopacnactutener Bo BCE MNPOAYKTbl MPOMbIWAEH-
HOro npom3BoAcTBa ANs AEeTCKoro nutaHusa [73]. C atum
cornacHo EBponerncKkoe 06LECTBO AETCKUX racTPO3IHTEPO-
NI0roB, renartofioroB M HyTPULIMOIOIOB, KOTOPOE Npu3biBa-
eT He Ao6aBnsATb caxap MAWM COMb B MPOAYKTbI NMpUKOpMa
N GPYKTOBbIE COKM, n3beratb MCNONb30BaHUA NoAacnalleH-
HbIX caxapoM HanuTkoB [60]. AHanorMyHas no3vuus npea-
cTaBneHa B HauuoHanbHOM nNporpamMme BCKapMMBaHUS
neten B Poccuiickon deaepauun [18]. Mpu 3TOM OCHOBHbIE
TpeboBaHUA K NPOAYKTamM MNpuKopma 415 NPOoPUNaKTUKK
GopMUpOBaHMA XPOHMUYECKMX 6OSIE3HEN NpedyCcMaTpMBaloT:
® COOTBETCTBME KOHCUCTEHLIMW, FOMOTrEHHOCTM BO3pPacT-

HbIM GU3MONOrMYECKUM OCOBEHHOCTSAM peBEHKa;
® MPOU3BOACTBO M3 HATypaNbHOrO, 3KONOMMYECKHU YUCTOrO

CbIpbs;
e oTtcytcTBue MO, KpacuTenen, apomMaTn3aTtopoB, KOHCEpP-

BaHTOB, 3arycTutenen u caxapa.

lNepeyncneHHblM TpeboBaHMSM COOTBETCTBYIOT MPO-
OYKTbl nepBoro npukopma «[epBblt BbI6GOP» NUHENKU
«®PpyToHAHS» (AO «[MPOFPECC», Poccus). [daHHble runoan-
NnepreHHble NPOAYKTbI BKAOYAKOT B c€65 04HOKOMMOHEHTHbIE
OBOLlHbIE MOpe (6POKKONM, LBETHas Kanycta, Kabayku),
GpyKTOBOE MIope (96/104HOE M TpyLIEBOE), MACHOE Miope
(MHOENKa M KPOMKUK), Cyxne 6e3MOJIoYHble Kallu (pucoBas
W rpeyHeBast), CoK (A6/104HbIN U FPYLIEBbLIN) U OETCKYIO BOAY.
M3rotoBneHHOE MO HOBOW peuenType ppyKToBoe nope ang
[eTen 6onee crTapliero Bo3pacta He COAEpPXKUT AobGaBfeH-
HbIX caxapoB. Kpome Toro, KomnaHus BbinyCKaeT GpyKToBOE
niope ORGANIC, ons M3rotoBneHUs KOTOPOro MPUMEHSIOT
Cblpbe, BbipallleHHOe Ha no4yse, He o6pabaTbiBaeMOn XUMH-
KaTaMW HU [0, HW BO BPEMS NMOCafKu, NPU UCMONb30BaHUK
TONbKO HaTypaNbHbIX YAOOGPEHWUIA U OTKPLITOro rpyHTa, pyd-
HOro cbopa M COPTUPOBKKU cnesblix nnogos. CepTuduKathbl
Ha OPraHWYecKylo NPOAYKLMIO AenatoT BO3MOXKHbIM ee npu-
MEHEeHMe B AETCKOW nonynsauuu. Bce npoayKkTbl TOProBow
MapKu OTBEYaloT €4MHbIM CaHUTapPHO-3MUAEMMUONOTMYECKUM
N TUTUEHNYECKMM TPEBOBAHMAM K MPOAYKLIMK, NOANEKaLLEN
CaHUTapHO-3MUAEMMUONOTMYECKOMY HAA30pY, @ TaKKe TEXHU-
YecKoMy pernameHTy TaMOxeHHOro cot3a. bezonacHocTb
W MEePEHOCUMOCTb NPOAYKTOB NPUKOPMa yKa3aHHOW TMHENKH
OLEeHMBanNu B page uccneaoBaHum ¢ ydyacTmem geTen nepso-
ro rofia XW3Hu [74—76], B T.4. AETEN C NETKMMM HaYaIbHbIMHU
KOXHbIMU NMPOSIBNEHUAMMN anfiepruu, y KOTOpbIX OTCYTCTBOBA-
/M MPOTMBOMOKA3aHUsA K BBEAEHUIO U3y4YaeMbIX MPOAYKTOB
[75, 76]. YcTaHOBNEHO, YTO NPOAYKTbI MPUKOpMa obecneyu-
BaloT ageKBaTHoe dmnanyecKoe pa3BuTre (HopmMasbHasa npu-

6aBKa Macchbl W O/IMHbI Tefla) NpKu XopoLLen NepeHocMMocTm
MU YCBOSIEMOCTW, @ TaKXe HMU3KOM MMMYHOre€HHOCTU (OTCYyT-
cTBMe cneumduyeckux IgE B CbIBOPOTKE KPOBH) [75, 76].

3AK/IIOMEHME

C noauuunmn KoHuenuuun «nepsbix 1000 gHen» ogHUM U3
BarKHbIX PAKTOPOB CTpaTerMm ynpasneHus MeTtabosiM3mMoMm
(MMwWweBoro nporpaMmmupoBaHus) 1 NpoduUNakTMKOM OTCpO-
YeHHbIX HapyleHMn o6MeHa ABNSETCS CBOEBPEMEHHOE BBe-
AeHWe afeKBaTHOro npukopma. Kak canwkom paHHee, Tak
W 3ano3janoe BBeAeHWE JOMONHUTENBHOIO NUTaHWUS MOXKET
OKa3zaTbCs GaKToOpOM, CMOCOBCTBYIOWMM peannsaumm reHe-
TUYECKOW MPEeAPaCcnONOKEHHOCTU K HAPYLLEHUSM XUPOBOIo
obmeHa. AHanorMYyHbIM HeGNaronpPUATHbBIM GaKTOPOM MOXKeET
CTaTb TaKXXe MPUKOPM C U3ObITOYHBLIM KOMYECTBOM caxapa.
Kak Bpems 1 Temnbl BBEAEHMS, TaK U CTapTOBblE NMPOAYKTbI
ANS NpUKOpMa AO0MXHbl 6blTb MOA0GPaHbl MHAWBMAYANbLHO,
C y4ETOM CTEMNeHM 3PENOCTU U COCTOSAHUS 340POBbS pebeHKa,
HacneacTBEHHbIX GaKTOPOB pUCKa (B T.4. NO ansepronornye-
CKOMY aHaMHe3y M COCTOSIHUIO KEeNyAOYHO-KULWEYHOro TpakK-
Ta), XapaKTepa OCHOBHOIO BCKapM/IMBaHUS, YCIIOBUIM KUSHHK
N KOMMIAEHTHOCTU CEMbMU.
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tOBeHuIbHas NoKann3oBaHHas cKaepoaepmus (KOJIC) ato rpynna 3abosieBaHmit JETCKOro Bo3pacTta, 0CHOBHOE NposiB/eHUe
KOTOPbIX — MOParKeHNe KOXU 1 NOAKOKHbIX CTPYKTYP, KaK npaBuio, 6e3 opraHHoro BosaedyeHus. B pa3sutum HOJIC Bbigens-
10T @aKTUBHYIO (BOCNanTebHYI0) U prubpoTmnyeckyto ¢asbl. Tepanus FOJIC B akTMBHYO ¢asy, Korga nposiBJIeHUs CO CTOPOHbI
KOXM HOCSIT 06patUMbIi XapaKTep, HAMHOro 3(pGeKTMBHEE. TaKTMKa 1evyeHuns onpeaensieTcs naowaabto M rnybuHou o4aroB
KOMHOIro rMopaeHusi, nosiBJIEHUEM W PAacrpoCTPaHEHMEM HOBbIX 04aroB, Ha/MYUEM BHEKOMHbIX MPU3HAKOB 6GOJIE3HMU.
OcHoBori tepanun KOJIC cnyxaTt TONMMYECKUE U CUCTEMHbIE MMMYHOCYNPECCaHTbl. AHTMBMOTUKOTEpanus He rnokasaHa. s
OLIEHKM 3(PEKTNBHOCTHU TEPANUU PEKOMEHAOBAHO UCIMOb30BaTh KnHn4YecKkme Wwkasbl (LoSCAT), yibTpa3ByKOBOE UCCAEAO0-
BaHWe, MHpPaKpacHyo TepMorpapuio 1 MarHUTHO-PE30HAaHCHYI0 TOMorpaguio.

KnioyeBble cnoBa: 10BeHW/IbHAs I0KaIn30BaHHasi CKAepoaepMusi, MoOp@es, IMHENHas CKIePOoaepMUS], TOMMYECKME [TTIOKO-
KOPTMKOCTEPOUAbl, TAKPOJIUMYC, METOTPEKCAT, MUKO(EHOoIaTa MOpETUII, FEHHO-UHXEHEPHbIE GUOJIOrMYECcKne npenapaTbl
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BBEAEHUE

3a601eBaeMOCTb JIOKanM30BaHHOW CKIepoaepMUeEn
B Poccuiickon denepalimun, no nocneHUM AaHHbIM, COCTaB-
naet 3,3-3,7 Ha 100 TbiC. HaceneHus, y geten B Bo3pac-
Te 15-17 net — 4,3-5,9 Ha 100 Tbic. Hacenenus [1].
[eTCKMMKU peBMaTonoramm NPUHATO MCMOAb30BaTh KNaccu-
OUKaALMIO IOBEHUIBHOW NOKaNINM30BaHHOW CKIepoaepmum
(KONC) ot 2006 r. [2, 3], B COOTBETCTBMM C KOTOPOM Bbiae-
NS0T 04aroBYylo, JIMHENHYIO, reHepann30BaHHYt0, NaHCcKe-
POTUYECKYIO U CMELIaHHY0 cKiepoaepmMuto. OTIMYUTEIbHON
ocobeHHocTbio KOJIC ABNsieTCcst BbICOKas 4acToTa BHEKOXK-
HbIX NMPOSIBEHUI (M3BMEHEHUS CO CTOPOHbLI OMOPHO-ABUra-
TeNbHOro annaparTa, a3, HepBHOM cucteMbl) — Yy 15-20%
60/1bHbIX [4], 4TO TpebyeT MEXAUCLMMIMHAPHOIO Noaxoaa
K UX BegeHuto [5].

Rinat K. Raupov, Mikhail M. Kostik

MaTtoreHe3 3a6oneBaHns CBA3aH C UMMYHHbIMW Hapy-
LWEeHNAMM, NPUBOAALLMMM K aKTMBaL MU NPODUOPOTUYECKUX
MeAnaTopoB M Ype3MepHON BblipaboTKe KonnareHa [6, 7].
YynuTtbiBasi 3HA4YMMyt0 pPolb UMMYHHOW CUCTEMbI B pa3BU-
TMM 3aboneBaHus, GONbWKWHCTBO MpenapaTtoB Halene-
HO Ha nojaBieHWe MMMYHHOW aKTMBHOCTM [3]. MNpu 3TOM
OCHOBHOW LIeNbIO JIeYeHUs BNAeTca AOCTUXEHME cTaTyca
HeaKTMBHOM 6onesHu (Tabi.), a B Nocneaylouem — KIUHK-
4YeCKoM pemuccum (12 mec HeaKTMBHOM 60ne3Hu) [8].

BbI6Op TaKTUKK neyveHus 3aBUCUT OT GOPMbI IOKann3o-
BaHHOW CKNEPOAEPMUU U CTENEHWU aKTMBHOCTU 3aboneBa-
HUs. O6LWenpU3HAHHO, YTO WKMPOKOpacnpoCcTpaHsoLmecs,
nporpeccupytowme, rnybokne oyaru, ovaru, nepecexato-
lMe cycTaBbl, HaxoAdWMecHd Ha KOCMETUYECKU YYBCTBU-
TeNbHbIX 30HaX, AOMKHbl 1€4UTLCA CUCTEMHBIMU UMMYHOCY-
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Juvenile Localized Scleroderma. Questions of Treatment

Juvenile localized scleroderma (JLS) is a group of childhood diseases with the main symptom — skin and subcutaneous structures lesions,
without any organ involvement. There is active (inflammatory) and fibrotic phase in development of JLS. The JLS treatment during active
phase (when skin lesions are reversible) is the most effective. The management is determined by the area and depth of skin lesions,
appearance and spread of new lesions, presence of extracutaneous signs of the disease. Topical and systemic immunosuppressants
are the basic therapy for JLS. The use of antibiotics is not suggested. Clinical scores (LoSCAT), ultrasound, thermography and magnetic
resonance imaging are recommended to estimate the treatment efficacy.

Key words: juvenile localized scleroderma, morphea, linear morphea, topical glucocorticosteroids, tacrolimus, methotrexat,
mycophenolate mofetil, genetically engineered biologic drugs
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npeccuMBHbIMM Npenapatamu [8, 9]. Ana neyeHns o4aroBown
cKnepoaepmum (bngwedyHas, kannesnaHas mopdes) Ha paH-
HUX 3Tanax 60/1e3HM MOXKHO MPUMEHATb (MOHOTepanus,
KOMOGKWHaLKMK) TONUYECKNE npenapaThl [6], B YMCNE KOTOPbIX
HaX0AAaTCS KaNbLMMNOTPUOI, MECTHbIE MTIOKOKOPTUKOCTEPOU-
[bl, UMUKBUMOA U UHTMBUTOPbLI KallbLIMHEBPKHA [B].

PaHee cunTtanocb, 4To aTnonormyeckum daxkropom HJ1C
MOXET BbICTynaTb Borrelia burgdorferi, 4To NpUBESO K LWMPO-
KOMY NPUMEHEHUIO B TEPANUM NOKaNN30BaHHOM CKnepoaep-
MWK Yy B3POC/bIX M [eTen npenapaToB NEHWLWITMHOBOIO
psaga [10]. B POCCHMMCKMX KIMHUYECKUX PEKOMEHAALMAX
no noKannsoBaHHOW cKaepoaepmun ot 2016 . B KayecTBe
NleyeHns npegioxeHol npenapatbl MNEHUUWANMHOBOMO
paga [11]. OgHaKo B uccneaoBaHMsX B3aUMOCBS3U MEXKAY
B. burgdorferi n nokannM3oBaHHOW CKNepoaepMuen He obHa-
pyxeHo [12, 13]. B cBs131 ¢ 3TUM B €BPONENCKUX MPOTOKONAX
Nno NIeYEHUIO SIOKAIM30BaHHOM CKIEpPOAepMUM KaK B3pOC-
NbIX, TaK W AeTen NpuMeHeHne aHTMOUOTUKOB NEHULMANNHO-
BOro psija He noKasaHo [3, 8, 14].

TOMUYECKASA TEPANUA

TonnyecKui KanbLMNOTPUON

KanbumMnotpuon €BASETCHS CUHTETMYECKMM aHano-
rom BuTamuHa Ds. lpenapaTt Topmo3uT nponudepauuio
KepaTMHOUMUTOB, MHIMOUPYET aKTUBHOCTb T-TMMOLMTOB,
CTUMYNIMPOBAHHbIX MHTepnenknHom (IL) 1 [15]. B HEKOH-
TPONMPYEMOM UCCNEAOBaHUM MECTHOIO KanbuunoTpuona
(0,005% 2 paza/cyT MECTHO C OKKJ/IIO3MOHHbLIMWU MOBSA3KaMM)
y Bcex 12 nauMeHToOB C 04aroBOW cKiepoaepmuen (BO3-
pact ot 12 go 38 neT) 6bI10 3apPErucTpMpoBaHO ynydlle-
HME KOXHOro cTatyca B BMAE CHUKEHWS WMHTEHCMBHOCTU
3pUTEMBI M AWCIUIMEHTAUMKU Yepe3 1 MeC M CMsryeHue
o4yaroB MHAypauumu 4epe3d 3 mec OT Hadvana nevyeHus [16].
B ApyroM HEKOHTPO/IMPYEMOM WCCNefOoBaHUM Ma3sb Kasb-
uMnoTpuona NpUMeHsann 6e3 OKKI3NU, HO B KOMOWHaLMK
¢ UVA-1 (ynbTpadunonetoBoe mMany4yeHune tmna A — aneKTpo-
MarHuTHOE u3nydyeHue ¢ gvanasoHoM BoJiHbl 340—-400 Hwm,
ONMHHOBONMHOBas doToTepanus) y 19 ageten C¢ o4yarosou
cknepogepmuen. HYepes 10 Hep Tepanuu OTMEYEHbl CMSAr-
YeHue U penurmeHTaumns o4aroB y Bcex uccnegyemolx [17].
OcTaeTcs, 0HaKO, HEACHbIM, BblIO I CBSA3AHO YAyYlleHne
Cc Kanbuunotpuonom, UVA, ux KoMbGUHaUMEN WK Ke 3TO
6bln pe3ynbTaT CroOHTaHHOW peMuccun [18]. B HEKOHTpoNn-
pyeMomM uccnegoBaHuMm € ydactmem 6 nauueHToB (Bo3pacT
15-59 neT) ¢ o4yaroBoMn cKiepoaepmuen Oblna noKasaHa
3O DEKTUBHOCTb KOMBMHALMM KanbUuMnoTprona n 6etamera-
30Ha Ha OCHOBAHUMU KIIMHUYECKMUX CUMNTOMOB (YMEHbLUEHNE
pa3MepoB o4ara) 1 AaHHbIX yIbTPa3ByKOBOro UCCef0BaHuMs
(Y3W, cHWKeHWe nnoTHOCTM oYara) [19].

TonnyecKue rMiOKOKOPTUKOCTEPOUAbI

HecmoTps Ha WKPOKOoe NpUMEHEHNE TOMUYECKUX TMIOKO-
KOPTUKOCTEPOUAOB B KIMHMYECKOM MpaKTUKe, AOoKa3aTenb-
cTBa 3QDEKTUBHOCTM MpenapaTtoB 3TOM rpynnbl Npu IOKa-
NIN30BaHHOW CKnepoaepmuu oTcyTcTBYIOT [8, 19]. MecTHble
rMIOKOKOPTUKOCTEPOUALI NOAABASAIOT BOCMANEHWE U WHIU-
6upyloT nponundepaumto GubpobnacToB, OKa3biBas aHTU-
dubpoTtnyeckoe Bosgencteue [20]. lMpenapaTbl BbICOKOK
(MomeTa3oHa dypoart, METUNNPEAHMU30/I0Ha auenoHart, 6eTa-
MeTa30Ha AUNPONMOHAaT) UK OYEeHb BbICOKOW (KnobeTasona

Ta6auua. Kputepmu HeaKTMBHOM 6GONE3HU U KIIMHUYECKOM
pemuccun HOJC [8]

Table. Criteria for inactive disease and clinical remission of juvenile
localized scleroderma [8]

o OTCyTCTBME 3pUTEMBI

o OTCYTCTBME HOBbIX KOXKHbIX O4aroB B Te4YeHWe nocnegHux 3 Mec

o OTCyTCTBME YBENUYEHWS B Pa3Mepax KOXHbIX 04aros B
nocnegHue 3 mec

o OTCYTCTBME NPOrPECCUPOBAHMS YTONLLEHUS KOXKM

e OTCyTCTBME NPOrPecCHpPoOBaHUS KOHTPAKTYPbl CYyCTaBOB

e OueHKa aKTUBHOCTU 60/1€3HU BPA4OM Mo BU3yasibHOW
aHanoroso# WkKane = 0 (rge O — OTCyTCTBUE aKTUBHOCTH,
100 — MaKcuMManbHas akTUBHOCTb)

o OTCYTCTBME @KTUBHOIO BHEKOXHOIO MOPaXKeHUs
(YBEWT, apTPUT, HEBPONOTMHECKWUE HapYLLEHUS)

lMpumeyvarme. OJIC — toBeHUNbHas NoKanM3oBaHHas
CKINepoaepmus.
Note. HOJIC — juvenile localized scleroderma.

NMPOMNUOHAT) CTEMEHU aKTUBHOCTU MOTYT MPUMEHATLCSA MpU
04aroBOW CKIEPOAEPMUU Ha TyNOBULLE, YMEPEHHON CTENEHM
AKTUBHOCTU (aNKNOMETa30H, TPMaMLMHOMOHA aueToHua) —
npu nopaxeHuu nnua. AGPeKTMBHOCTb MECTHbIX MIIOKOKOP-
TUKOCTEPOUAO0B NpK GOopMax CKIepoaepmMuKn, rae nokasaHa
CUCTEMHasi Tepanus, BK/OYas JIMHENHYIO CKIepoAepMMIo,
He uccrnegoBaHa. BBuay noTeHUManbHbIX PUCKOB Pa3BUTUSA
aTPOPUM KOXM NPU ANUTENIbHOM NMPUMEHEHUU TNIIOKOKOPTHU-
KOCTEPOMAOB UX €XXeAHEBHOE UCMOIb30BaHME AO/IKHO ObiTb
orpaHuyeHo [21, 22].

TonuyecKue MHrMGUTOPLI KaNlbLlUHEBPUHA

NHrmMbuTopbl KanbUMHEBPUHA (NTMMEKponnmyc kpem 1%,
Takponumyc masb 0,03 u 0,1%) obnagaioT UMMyHOCYMNpec-
CMBHbIM M NPOTUBOBOCMNANUTENbHLIM 3PPEKTOM. MexaHn3M
aencteus obycnoeneH 610KaJon KanbLUWMHEBPWUHA M noja-
BAeHNEM T-xennepHom aKTMBHOCTU, YTO MPUBOAMT K CHHU-
EHUIO MHTEHCMBHOCTU BbIPAGOTKM MNPOBOCHANUTENbHbIX
LIMTOKMHOB [23].

B aBonHOM cnenom nnauebOoKOHTPOIMPYEMOM UCChe-
[0BaHMM Tonu4yeckoro Ttakponammyca 0,1% y 10 nauuneHtoB
C 04aroBoW cKknepoaepmuen (cpeaHuin Bo3pacTt 44 roga, anu-
TeNbHOCTb 3aboneBaHnsa 1-9 neT) 6bina AoKalaHa apdek-
TUBHOCTb npenapaTta. locne 12 Hepn nevyeHMs B OCHOBHOWM
rpynne OTMEYEHO paspelleHne pPaHHUX CKNepOTUYECKMUX
04aroB W CMSAr4eHWe [IUTENIbHO CYLEeCTBYIOWMX 04aros,
Torga Kak B rpynne nnauebo o4aru CKIepoaepMun He npe-
TeprneBanu U3MeHeHun [24]. B aByx apyrux nnaLeboKOoHTPO-
NIMPYEMbIX OTKPbITbIX UCCEeAOBaHMNAX TakkKe Oblla oTMeYeHa
3bdEKTUBHOCTb TONMYECcKoro Takponumyca 0,1% npu ovaro-
BOW CKiiepofepmun [25, 26]. B nepsom mccnefosaHuu [25]
OLleHUBaM rMCTONOMMYECKYIO KapTUHY, OGHaPYKEHO CHUXKe-
HUe nuMoounTapHOM MHPUIBTPALIMM OYara CKIepoLepmMun
yepe3 4 mec nocne Havana Tepanuu. Bo BTOpOM ucchne-
[0BaHuK [26] AONONHWUTENbHO MPUMEHSIN OKKITIO3UOHHbIE
NMOBA3KWU, OTMEYEHO UCHE3HOBEHWE PaHHUX BOCMANUTENbHbIX
KOMHbIX UBMEHEHUN U CMSAr4YeHne, CHUKEHNE UHTEHCUBHO-
CTW NO3JHUX CKIIEPOTUHECKUX UBMEHEHUN.

TonnyecKkuii UMMKBUMOJ
MmnkBumoa — aronuct toll-like peuentopa 7 (TLR7).
MmukBmMmoa cBa3biBaetca ¢ TLR7 Ha noBEepXHOCTM aHTU-
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reHNPe3eHTUPYIOWNX KIETOK M aKTUBMPYET ero, 3anyckas
KacKaZ, MMMYHHbIX peaKLMi, BAUSIOWNX Ha BPOXKAEHHbIN
N NPUOBPETEHHBLIN UMMYHUTET [27].

MccnegoBaHne 5% Kpema MMWMKBUMOQ, KOTOPbIM Mpu-
MeHsnM 3—7 pa3/Heq y 12 nauneHToB (Bo3pacT 6-77 ner)
C pasnyHbIMKM dopMaMKn JIOKaAM30BaHHOM CcKiepoaep-
MUK B TedeHue 6 Mec, NoKasano KIAMHMYECKOE ynyylleHue
B BMAE CHUXKEHWUS MHTEHCUBHOCTM 3pPUTEMbI U OUCMUTMEH-
TauuKn, YMEHbLIEHUS MJOTHOCTU O4YaroB C MMCTONOMMYECKUM
NOATBEPKAEHUEM — YMEHbLUEHMEM TOJLMHbBI AepMbl [28].
Mcnonb3oBaHMe MMWKBMMOOA y [AETEM C OrpaHWYEHHOWM
CKJIEpoAeEpPMUEN B TeHeHNE 9 MeC COMPOBOXKAAN0Chb YMEHb-
WEHWEM CTEMEHU BbIPAXKEHHOCTU 3PUTEMbI, AUCMUTMEHTa-
LMW M yMEHbLLUEHWEM YTOJILLEHMSA KOXM [29].

®doToTepanusa

JleyeHne cBeTOM ynbTpadMONETOBOro CrnekTpa npea-
CcTaBnsieT cob60in anbTepHaTUBY CUCTEMHOW TEpanuu nNpu rny-
6OKOM MU IMHENHOWM CKAepoaePMUM ANs NaLMEHTOB cTaplue
12 net [8, 9]. AenctBre dpoToTEpannmn onocpesoBaHo CHUMKE-
HMEM MPOAYKUMKU KonnareHa, BbipaboTKM NpoBoCnanuTenb-
HbIX UMTOKKMHOB (IL 6, IL 8, TNF o) M nogaBneHnemM anonTtosa
aHaoTennanbHblX Knetok [30]. PesynstaT npumeHeHusa ¢oTo-
Tepanuu y B3pOC/bIX NauMeHTOB MO3BOASET npegnonaratb,
YTO 3TOT CNOCO6 NEeYEHUS MOXKET BbITb MPUMEHEH U Y AETEN,
0AHaKo 6e30MacHOCTb MeToAa, ONTUMasbHbIE JO3bl U CXEMbI
fle4yeHuns ocTaloTcs HeM3BeCTHbIMK [8, 31].

CornacHo pekomeHgauusam T. Constantin v coaBT., getam
cTtapuwe 12 net ¢ MaleHbKMMK NOBEPXHOCTHLIMW HEMNPOrpec-
CUPYIOWMMU 04aramMmn CKIepoaepmMun, He nepeceKatowmmm
o6nacTb cycTaBa W pacnonaratowmMmncs B KOCMETUYECKHU
HEeYyBCTBMUTENbHbIX 30HaxX, BO3MOXHO npoBeaeHne ¢OoTo-
Tepanuu, npegnoytutenoHo UVA-1 wnu UVB (ynbTpaduo-
NeToBOE U3y4yeHne Tvna B — anekTpomarHuMTHoe uanyye-
HWe ¢ OnanasoHoM BOSHbl 280-315 HMm). PUVA-Tepanus
(meToamMKa ¢poToTeEpanmnun, OCHOBaAHHAA Ha COYETAaHHOM Mpwu-
MeHeHMNn GOTOaKTMBHOIro BellecTBa ncopaneH (P), npwu-
HUMaeMOoro BHYTPb, W Mocneaylowero 067y4eHUs ASUH-
HOBOJIHOBbIMW ynbTpaduonetoBbiMu fiydamun, UVA) petam
npoTUBOMNOKa3aHa [8].

CUCTEMHAAA UMMYHOCYNPECCUBHASA TEPANUA

Tepanus Tonuvyeckumu npenapatamu u doToTepanus
6€e3 CUCTEMHbIX UMMYHOCYMpPECCaHTOB LienecoobpasHa ToMb-
KO MPW MOBEPXHOCTHbIX HEBOMbLUMX OYarax CKIEepPOAEPMUM,
KOTOPbIE HE MPOrPECCHPYIOT B YMCNIE U pa3mepax U He nepe-
ceKaloT obnacTb CycTaBa, a TaKXe HaXxoAsaTCcs B KOCMETU-
YEeCKM He4vyBCTBMUTENbHbIX 30HaX. B Mo6bIx ApyruMx crnydasx
noKkasaHa CUCTEMHas MMMYyHHOCynpeccuBHas Tepanus [3, 8].

MeToTpeKkcar

CornacHo peaynbtatam HabnwogaTeNbHbIX U KIWMHUYe-
CKMUX MccneaoBaHuM, a TakKe KoHceHcycy [3], meToTpekcaTt
ABNSETCA MNEepBOW JIMHWEN Tepanuu NMHENHOW, reHepasnu-
30BaHHOM W MaHCKIEPOTUYECKON cKiepoaepmun [22, 32].
CornacHo KOHCeHcycy AeTckux peBmatonoros 2019 r. [3],
BCEM MaLMeHTam C BblpaxeHHbIMU KOCMETUYECKUMU U/WUNn
GYHKUMOHANbHBIMU HapYLIEHUAMU MOXKET BblTb PEKOMEHLO-
BaHa Tepanua MeToTpeKcaToMm M3 pacyeta 15 Mr/m?2 nog-
KOXHO MK NepopasnbHo.

B 2/3 cnyyaeB Tepanus MeTOTpPeKcaTtoM MO3BONSET
[OCTUYb HeaKTUBHOMN ¢a3bl 60ne3Hn [33]. PesynbraTbl Anu-
TenbHoro (B cpegHeM 30 neT) HabnoAeHUA 3a NauMeHTamu
C NIOKanM30BaHHOW CKIEpoAepPMUEN AEMOHCTPUPYIOT, YTO Mpu
loBEHUIbHOM AebtoTe 601e3HM NPU3HAKM aKTUBHOro 3abone-
BaHWsA BO B3POC/AOM BO3pacTe nmetloT oKoso 90% naumeHTos,
HeobpaTUMble OCNOXHEeHUS — 6onee MNofoBUHbI [18, 34].
B cBS3M C 3TUM OXMAaAeTcs, YTO Hauaydlune pesynbraTbl
NeYeHns MeTOTpeKcaToM MOryT 6biTb AOCTUIHYTbI MPU CBOE-
BPEMEHHOM Hayane feyeHuss — [0 MOsIBNEHUS NPU3HAKOB
KOXXHOr0 MoBpeXAeHns (HeobpaTtUMbIX M3MEHEeHUI). BarkHo
TaKXe MOoAYEPKHYTb, YTO ANWUTENbHAs peMmnccus nocne npw-
emMa MeToTpeKcaTa valle OoTMevaeTcsl y nauueHToB, Mmony-
YyaBLUMX NevyeHne B TeveHue 6onee 4yem 12 mec nocne AoCTU-
YEHUS KIIMHMYECKON pemnccun. Takum o6pas3om, KaK TOSIbKO
[LOCTUraeTcsl NpMemaemMoe KIMHUYECKoe ynydlleHne, Ha3Ha-
YyeHne MeToTpeKcaTa AOMKHO GbiTb NMPOAOIKEHO B TeYeHue
KaK MUHMMYM 12 Mec, XOTS 4acTO MCnonb3ylTcs U 6onee
OnuTeNbHbIE CXeMbl ledeHuns [35, 36].

B paHAoMM3MpoBaHHOM ABOMHOM cnenom nnauebo-
KOHTPONMPYEMOM WUccnegoBaHuu, nposeaeHHom F. Zulian
W coaBT., 6bINN UCCNef0BaHbl NaUMeHTbl B BO3pacTe 40 16 net
C IMHENHbIM, FeHepaIn30BaHHbIM U CMELaHHbIM BapnaHToM
aKTUBHOW CKNepoaepmMum 1 6e3 rnpeawecTByolen MMMYHO-
cynpeccuBHoOM Tepanuu B nocnegHue 6 mec [37]. B nepBble
3 Mec y BCex naumeHToB 6bi1 3aPUKCUPOBAH MONOXKUTENb-
HbIM OTBET Ha Tepanui. Peunagns otmedeH y 33% 60/b-
HbIX B rpynne metoTpekcata Uy 71% B rpynne nnaue6o.
HoBble o4aru ckiepogepMun NosiBuAnCb y 6,5% naumeHToB
B rpynne mMetoTpeKkcata ny 16,7% — B rpynne nnaue6o.
[onoxuTenbHblIM OTBET Ha Tepanuilo MeTOTPeKcaToM O6bl
NOATBEPKAEH pesynbTaTaMu Tepmorpadum M KoMMbloTep-
HOM OLIEHKM 04aroB KOXKHOro nopaxKeHus [37].

B TeyeHue nepBbiX 3 Mec JieYeHUss B KayecTBe [Jomnon-
HEHMS K Tepanuu MeTOTpeKcaToM creayeT MCrnonb30BaTb
KypcC rtoKoKopTuKocTeponaos [3]. APPeKTUBHOCTL U 6e30-
MacHOCTb CUCTEMHbIX TMIOKOKOPTUKOCTEPOUAOB B @KTMBHOWM
dasze HOJIC noaTBepkKaeHbl B psae uccnegoBaHumn [3, 38].
CyLLecTBYIOT AB€e CXeMbl Mpuema: nepopasibHblil NPegHU30-
JIOH B Ao3e 1-2 Mr/Kr B CyT B Te4eHne 2—3 Mec ¢ nocne-
OYIOWMM MOCTEMEHHbIM CHUMKEHMEM WK MynbCc-Tepanus
METUNNPEAHN30/10HOM (30 Mr/Kr) ¢ pasiMyHbIMU peEXMMaMu
BBEEHUS — C MPOAOMKEHMEM U 6e3 NPOoJOIKEHNS Nepo-
panbHOM [NIOKOKOPTUKOCTEPOUAHOM Tepanuun, ONUCaHHOM
Bbllwe [3, 39]. YTo KacaeTcsa npeanoYTuTeNbHOro cnocoba
BBEAEHUS U AO3MPOBKMU, TO KOMMUTET IKCMEPTOB HEe AOCTUT
cornacvMa no 3TOoMy BOMPOCY, MO3TOMy npuemaembl o6a
BapwuaHTa [3].

Tepanusa npu He3aPPEKTUBHOCTU MeTOTpeKcaTa

CornacHo pe3synbratam 6pUTAHCKOro HaLWOHalbHOro
ayauTa Nno OUEHKe U Ie4YEeHUIo TOKannM30BaHHOM cKiepoaep-
Mun, 95,5% n3 149 nauneHToB nosydann METOoTpeKcaT KaK
nepByl nuMHWIO Tepanuu. Kaxabii Tpetnin naumeHTt (34%)
noaydyan gsa 601€3HbMOANPULMPYIOWMX NIEKAPCTBEHHbIX
npenaparta unu 6onee, T.€. He AOCTUI PeEMUCCUM Ha dOHe
nleyeHnss MeToTpeKcaToM, 4TO noTpeboBano yCcuneHus
Tepanuu [33].

Mpn HeaddEKTUBHOCTM MeETOTpeKcaTa, Npu peunanBu-
poBaHMKM 60NE3HW MNOCNE KIMHWUYECKOW pPEMUCCUM (Mpo-



rpeccrMpoBaHme KOXKHbIX 04aroB, TAXKeble BHEKOXKHbIE NpPo-
AB/IEHUS) UKW B C/ly4ae HENepeHOCMMOCTM MeToTpeKcaTa
MOMET ObITb MCMNOSIb30BaH MUKodeHonata modpetun (MMO)
B f03e 500—-1000 Mr/m? [3] KaK B peXknume MoHOTepanuu,
TaK M B KOMBUHaUnK ¢ metoTpekcaToMm [40]. MM® aBnsaetcs
Hambosiee 4acTo UCNob3yeMbIM NpenapaTom BTOPOW IMHKUK
Tepanuu (y 89,5% 605bHbIX) U 06/1adaeT TaKon xe adpdek-
TMBHOCTbIO B OTHOLWEHMM KOXKHOFO CTaTyca, KaK U MOHOTe-
panusa MeTOTpeKcaToM, HO OKa3blBaeT MeHbllee BAUSHUE
Ha apTpUT NO CpaBHEHUIO C MeTOTpeKcaTom [33, 41].

Toumnmnaymad — MOHOKJ/IOHANbHOE aHTUTENO K peLenTo-
pam IL 6. MNpenapaT noKa3aH 4ng NevYeHns noanapTuKynap-
HOMO U CUCTEMHOIO OBEHUIbHOMO MAMONATUYECKOrO apTpu-
Ta [42]. UHrnbupoBaHune IL 6 MOXKET OblTb 3PPEKTUBHOM
MWLLEHbIO Tepanun B60/bHbIX TOKaNM30BaHHOW CKepoaep-
MWEN, 4TO 06YCNOB/IEHO MOBbIWEHHON KOHLEHTPALMEN 3TO-
ro LIMTOKMHA B CbIBOPOTKE KPOBU M KOpPPEensLumMen ¢ YUCnIom
NIMHENHbIX NopaxkeHun [43, 44]. B daze || KIIMHUYEeCKUX UCnbl-
TaHMW TouMnM3ymab nokasan xopouwyl 3OOEKTUBHOCTb
B OTHOLWIEHMM KOXKHOMO M IEFOYHOMO MOPaXeHMs y B3POC/blIX
NauMeHTOB C CUCTEMHOM cKknepoaepmuen. K 48-11 Heq nede-
HUS TOLMNIM3YyMaboM ynydlweHue no MoauduLMpoBaHHOM
WwKane PogHaHa (modified Rodnan skin score; ncnonb3yetcs
Ana GUKCaLMK YTONLLEHNSA KOXM NPU CUCTEMHOM CKepoaep-
MuK) coctaBuno > 20% y 42% 6onbHbiX, > 40% — y 23%,
> 60% — y 12% [45]. B Tpex HabnogaTenbHbIX MccnegoBa-
HUSX (cepun cnydaeB) Ha GOHE NMPUMEHEHUsS Toumnansymaba
y 18 naumueHtoB ¢ HOJIC, pe3uCTEHTHbIX K METOoTpeKcaTy
n MM®, oTMeyeHo yny4lleHWe Mo noKasaTeNsaM KOMHbIX
WwKan (mLoSSl) u oueHke Bpayen aKTMBHOCTU 6GONE3HM
no BW3yalbHOW aHanoroBou LWkKane [46], ymMeHblleHne
TOMWMHBI KOXW W yBEUYEeHUEe ABWUraTe/lbHOM aKTMBHOCTU
CyCTaBOB MpKW MaHCKIEPOTUYECKON cKiepoaepmun [47].
B cepun 13 5 HabnwoaeHnn apdOeKTUBHOCTM ToUMNM3yMaba
y nauueHToB c Taxenon pedpaktepHon HOJIC oTmeyeHo
CYLLECTBEHHOE yNy4lleHMe MoKasaTtenen BpavyebHOW BU3Y-
a/lbHO-aHanoroBou WKanbl aktTuBHocTn KOJ1C, ogHaKo cTaTu-
CTUYECKM 3HAYMMBbIX YNy4dlleHnn No wKane LoSSI otMevyeHo
He 6bi10 [48]. CnegyeT TakXe OTMETUTb Masyk BblGOPKY
nayMeHToB (cymmapHo 12 nauMeHToB B 3 UccnefoBaHUsX).
Heob6xoauMbl ganbHenwune uccnegoBaHus apOeKTUBHOCTH
ToumMnuaymaba gns onpepeneHus noKasaHurW K Hal3Haye-
HWIO, O3 U PEXMMa BBEAEHUS MPW IOKaNIM30BaHHOM CKie-
poaepmMun y aeten.

AbaTtauenT — pacTBOPUMbIM PEKOMOBUHAHTHbIM GENOK,
KOTOpbIV cneunduryeckn casbiBaeTcsa ¢ Mosiekynamm CD80
M CD86 Ha noBepxXHOCTU aHTUTEHMPE3EHTUPYIOLLMX KINETOK
1 6NOKUpPYET TaKMM 06pa30oM UX B3anUMOAENCTBUE C peLern-
Topamu CD28 T-numdouutos [49, 50]. AbatauenT pa3peLleH
ANS NevyeHus AeTer ¢ MNOoAMapTUKYISPHbIM OBEHWUIbHbLIM
manmonatmyeckum aptputom [51]. BmecTte ¢ Tem abaTauent
ABNAETCH NEPCNEKTUBHLIM NpenapaToM ANs jedyeHus nopa-
KEHUS KOXM MPU CUCTEMHOM CKIEPOAEPMUM; NPOBOAAT-
CS KJIMHUYECKUE WCMbITaHUSA Yy B3POC/bIX NauueHTtosB [52].
B cBS3M € TEM, YTO NaTOreHeTUMYeCKMe MexaHNM3Mbl KOXHOIO
NOpPa*KeHUs Npu CUCTEMHOW U NOKaNNM30BaHHOM CKnepoaep-
MWW CXOXK [7], abaTaLenT MOXET OblTb UCMO/Ib30BaH Mpwu
NIOKann3oBaHHOW cKiepogepMun. Ony6anMKoBaHbl AaHHble
YyCMELWHOro nevyeHns abatauenTtoM B3POC/bIX MauUMEHTOB
C IOKanM30BaHHOM cknepoaepmuen [53].

OnucaHbl eaMHUYHbIE Clydan NPUMEHEHUS APYrux GMo-
JIOTUYECKUX areHToB — puTykcumaba [54], nMHPAnKcuma-
6a [55], umaTnHKMOBa [56] KaK y B3pocChblX, Tak U y geten
C TsKenbiMM GopmMammn CKIepoaepmMuu, He OTBevaloWwnMu
Ha CTaHJapTHble CXEMbl Tepanuu.

KnioueBble acneKTbl CUCTEMHOM Tepanuu

CucteMHas Tepanusa rnokasaHa npu Bcex akTMBHbIX Gop-
Max JIOKaNM30BaHHOM CKIEpOAepMUU, 3a WCKIIYEHWEM
HenporpeccupyoLen NOBEPXHOCTHOM OrpaHUYEHHOW CKie-
poaepmuKn, KoTopas He nepeceKkaeT 06aacTb cycTaBa M Koc-
METUYECKM He 3Havnma [3, 8, 14]. NepBoW NMHKEN Tepanun
ABAAETCA MEeTOTpeKcar no 15 Mr/m2/Hes, MakcumasnbHo —
25 Mr/Heq BHYTpb MAM MOAKOXHO. PeKomeHayeTcs Kak
MUHUMYM 3 MeC Tepanuu MOKOKOPTUKOCTEPOUAAMK BO Bpe-
M$ MHAOYKUMK MeToTpeKcaTa [3]. CucTeMHas Tepanus Jo/mKHa
6bITb NEPECMOTPEHA, ECIN HE AOCTUMHYT CTaTyC HEAKTUBHOM
6onesHn B TevyeHMe 6 MeC WIM HEeT OTBeTa Ha JieveHue
B TeyeHue 3 mec [3, 8, 14]. JoKkasaTenbHasa 6a3a no Beae-
HUIO METOTPEKCATPE3UCTEHTHbLIX MaLMEHTOB OrpaHu4yeHa.
Bo3MoHbIMM onuuamMu Tepanuun asnatotcs MM®, Tounnu-
3ymab, abatauent. Anroputm fedyeHus naumeHtoB c HOJIC
COrNaCHO KOHCEHCYCy [AEeTCKMX peBmaTonoros EBponbl
(2019) npeacraBneH Ha puc. [3].

®U3UOTEPANMUA

OpToneanMyeckne OCNOXKHEHUS, TakMe KaK YKOpo4yeHue,
aTpodUa KOHEYHOCTW, KOHTPaKTypbl CyCTaBOB, BO3HMKAlOT
npumepHo y 30-50% nauMeHToB C JIMHEMHOM CKlepoaep-
MWen KoHeyHocTn [57]. dwuanotepanusa, nedyebHasa dus-
Ky/bTypa B COYETaHWU C CUCTEMHOM UMMYHOCYNPECCUBHOM
Tepanuen pekoMeHaoBaHbl AN AeTen C JIMHEWHOM, rny6o-
KOWM CKNepoaepMmen U BCEM MauueHTam Co CKNepoaepMnen
NMPU CHUXKEHUN 0ObEMA ABUKEHUIM B CyCTaBax U CHUXKEHWH
MbILWEYHON CUfibl, YTOObI U36€EKaTb U/UIN MUHUMU3UPOBATb
BO3HWKHOBEHMWE KOHTPaKTyp cyctaBoB [3]. [pn noparkeHuu
KUCTEN M nanbueB 3OPEKTUBHLIM METOAOM MPODUIAKTUKK
ABNAIOTCS €XXeAHEBHble AOMalUHWE YNPaXKHEeHUs C naccuBs-
HbIM pasrbaHneM n pacTskoun [58, 59].

XUPYPIrM4ECKME METOAbI NIEYEHUA

OnepaTuMBHble BMellaTenbCcTBa Npu N6bIX dopmax
CKIepoaepMUU He PEKOMEHAYETCS BbIMOHATbL B @aKTUBHYIO
dazy 60ne3Hu [32]. XupypruyecKkas KoppeKLns BO3MOXKHa
NpPU KOHTPaKTypax CcycTaBoB W aedopmMaumax, NpUBOAS-
WMX K HapyLWeHUIo ABUraTenbHOM aKTMBHOCTM M KavecTBa
XU3HU [60]. 3PDEKTUBHOCTb METOAA B HacToslllee BpeMs
n3yyeHa HepoctatoyHo. OCHOBHOM Npob6aemMon SABNSET-
Ccsl BO3MOXHOEe BO306GHOB/IEHME AKTMBHOCTM M Mporpec-
CUpOBaHWe CKNepoaepMun Mnocsie onepaTtMBHOro Bmella-
TenbcTBa [60, 61].

KocmeTnyeckme npobnembl, CBsi3aHHblE CO CKIepoaep-
MUen B 061aCTU nnLa, OKasbiBalOT 3HAYUTENbHOE BAUSHUE
Ha MCUXONOrMYeCcKoe COCTOSIHWE NaLMEHTOB M KA4yecTBO WX
U3HU. MeToaoM pelleHua 3TUX npobnem ABAfTCA nna-
CTUYEeCKMe onepaunmun. Ha cerogHsilHMM OeHb Yallie BCEro
NPUMEHSIOT afIOreHHY0 TPaHCMNAAHTaLMI0 XMPOBOM TKaHM
[62, 63]. B peTtpocnektuBHOM wuccnegoBaHun 10 nauyueH-
TOB C lOBEHWBbHOW CKAepoaepMuen obnactn nuua 6bina
BbIMOMIHEHA NNacTUYeCKas KOpPPeKLMs, nocne KOTOpon Bce
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Puc. Anroputm neveHus naLMeHToB C I0BEHWUIbHOW JTIOKaNM30BaHHOM CKIEepoAEpPMUEn COrNacHO KOHCEHCYCY IeTCKUX PEBMAaTo0ros

EBponbl (2019) [3]. NMy6nnKyeTcs ¢ AONONHEHUAMMU

Fig. Treatment algorithm for patients with juvenile localized scleroderma according to the consensus of European pediatric

rheumatologists (2019) [3]. Published with additions
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lMpumeyvarme. LOSCAT — Localized Scleroderma Cutaneous Assessment Tool (lKana oLeHKK KOXKW Npu TOKaNn30BaHHOW CKIEpoaepPMMm),
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Note. LoOSCAT — Localized Scleroderma Cutaneous Assessment Tool, Y3 — ultrasound, MPT — magnetic resonance imaging,

MTT — methotrexate, TKC — glucocorticosteroids, MM® — mycophenolate mofetil, TUBM — genetically engineered biologics.

OHW OTMETHU/IN, YTO peKomeHaoBann Obl APYrMM naumeHTam
OaHHbIN MeToA NneyveHuns [64].

TEPANMUA BHEKOXHbIX CUMNTOMOB

BHEKOXHble MposiBNeHUs 3aboneBaHnsa cneayet nevyntb
COrNacHO KIMHMYECKMM PEKOMEHAALMAM U MPOTOKONaM Ans
[aHHOM HO3010rMK (apTpuT, yBEUT). B 60NbLIMHCTBE Cly4aeB
TpebyeTcs Ha3HaYyeHue cUcTeMHOM Tepanuu. NMpu BO3HUKHO-
BEHWU HEBPOIOTMYECKMUX HapYLIEHWUI Nled4eHne COornacoBbl-
BaloT C JETCKUM HeBponorom [8, 32].

NMPOrHO3

bonbwKrHcTBO nauneHtoB c¢ HOJIC, nonydatowmx ceoe-
BPEMEHHOE U ajeKBaTHOE NevYeHne, UMelT 6naronpUaTHbIN
NPOrHO3 Te4yeHns 60ne3Hu. JleTanbHble UCXOAbl KpalHe pea-
KW M CBA3aHbl C OCMIOXXHEHUSAMWU A3BEHHOW GONE3HU KOXM
(cencuc, NNOCKOKIETOYHbIM paK) NpU MNaHCKIEpPOTUYECKOM
dopme 60ne3Hu [65]. MNpu XPOHUYECKOM TeYEHUN 3aboneBa-
HWS, BbICOKOM 4acToTe pa3BUTUA PELIMAMBOB M BHEKOMHbIX
NPOsiIBIEHUA OTMEYaeTCsl BbICOKUMM PUCK WHBaNMANIUPY-
OLLEr0 TeYyeHuss 60ne3Hu. Mo MmerwumMes AaHHbIM, Mpu
04aroBOM CKIEPOLEPMUM PEMUCCUSA JOCTUIaeTcs, KaK npa-
BMNO, Yyepe3d 2-3 roga, Toraga Kak npu NuHenHon dopme
aKTMBHOCTb MOXET COXPaHATbCA B TeYEHUEe AECATUNETUN.
DyHKUMOHaNbHbIE HapyweHUs ObiM OTMEYEHbl NMPUMEPHO
y 30% naumeHToB [66]. Hannine BHEKOXKHbIX NPOSBAEHUM

oTpMLaTENbHO BAMSET HA KayeCTBO KM3HM GOMbHbIX U CBS-
3aHo ¢ 6onee AnuMTeNbHOMW Tepanuen [67].

3AK/TIOYEHUE

Letam ¢ KOJIC TpebyeTca cBoeBpeMEHHOEe U ajeKBaT-
HOe neyeHune Ans npegynpexaeHus HeobpaTUMbIX U3Me-
HEHWWM M nydwero ucxoda 6onesHu. Tepanus 3aBUCUT
oT GOpMbl M aKTUBHOCTU cKiepoaepMuun. MNpu ovaroBoun
CKIepoaepMUM WMPOKO M YCMELWHO MNPUMEHSIOT Tomnuye-
CKne npenapaTtbl. CucTeMHas MMMyHOCYNpeccuBHas
Tepanus MOXEeT noTpeboBaTbCA MNpPU O6LIMPHBLIX o4arax,
rny6oOKOM MOpaxKeHUU, NopaxKeHUM KOCMETUYECKMU YyB-
CTBUTENbHbIX 30H, GbICTPOM MPOrpPecCUpPOBaHUMN CTapPbIX
04aroB M MNOSIBIEHUM HOBbIX, BHEKOMXHbIX, MPOSBAEHWW.
MeToTpeKkcar — npenapaT NepBOW JMHWUKU Tepanuu npwu
JIMHEWHOW, reHepannM30BaHHOW, MaHCKIEPOTUYECKON, CMe-
lWaHHOM dopMe. YuuTbiBasi, YTO TepaneBTUHECKUI IdPEKT
npenapata MOXeT O6biTb AOCTUIHYT B TeyeHne 2—-3 Mec,
ans 6bICTPOro nogasfieHUs BOCMNANUTENbHOW aKTUBHOCTH
B COYEeTaHMM C METOTPEKCATOM KOPOTKMMW Kypcamu MOryT
ObITb MPUMEHEHbI MIOKOKOPTUKOCTEpOUabl. Mpn AoCTUKe-
HUU pemuccHun 3ab0oneBaHNs PEKOMEHAYETCS NPOAOIKMUTb
Tepanuio MeToTpeKcaToM B TeyeHwe He meHee 12 wmec.
TpeTb NaLMEHTOB He OTBEYAIOT Ha TEpanuUIo METOTPEKCATOM
U TPeBYIOT Ha3dHaYeHUsa Apyrux 601e3HbMOoAUGULMPYIOLLUX
nnuM 6MONOrMYECKMX NpenapaTos.
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lpeactaBieHbl oblMe cBefgeHns 06 atonudyeckom gepmatute (AT), ero uctopun U anuaeMuo0rM4eCKon 3Ha4uMoCTH.
0603Ha4YeHbl MHOXXECTBEHHbIE ATUONATOreHETMYECKME (aKTopbl, BaMAOLWME Ha MaHUpecTalmno 3a6oneBaHusi. OTMeYeHOo
OTCYTCTBUE CreLMPUIECKX TECTOB, 1abopPaToOPHbIX U MMCTOIOMMYECKMX UCCefoBaHUi, Ha OCHOBAHUM KOTOPbLIX MOXHO
661710 661 6€301WN604YHO pacrno3dHaTb ATA. B 60/bLIMHCTBE ANarHOCTUYECKUX CXeM AT/ BbiAe/ISIlOT OCHOBHbIE («60JIbLUMEY)
M 1I0MOJIHUTE/IbHbIE («MaJsible») MPu3HaKu 3abosieBaHus. OnucaHbl KIMHUYECKME MPOSIBAEHUS «MaslbiX» MPU3HaKoB AT/, Heo6-
XOANMBbIX AN AEHTUOUKALMM NMOAOCTPOr0 U XPOHUYECKOI0 TEYEHMS], @ TaKXKe HaCTYM/IeHUs] HEMOJIHON peMuccum 3aboeBa-
Huns. [peacTaBaeHbl akTyanabHble cxembl Tepanun AT/l. [puBeaeHo natoreHeTn4ecKkoe 060CHOBaHME Ha3HavYeHUs SMOJIEHTOB
W pereHepupyoLLmMX cCpeacTB.

KnioyeBble cnoBa: aTonuyeckuit gepmaTtuT, anuaepmMasibHbii 6apbep, AMarHoCTUKa, «Masble» KPUTEPUH, TPELLMHbI, IKC-
Kopuavrmm
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BBEJAEHUE

Kak 3a6oneBaHMe KOXU, aTonmyecknn aepmatut (AT/)
M3BECTEH C [JaBHUX BPEMEH W YNOMMUHAETCH BO MHOMMX
WUCTOPUYECKUX XPOHMKAX PasfiMiHbIX LMBUIU3ALMA MUpa.
AT/l xapaKTepu3yeTcs XPOHUYECKUM pPeLUAUBUPYIOLWUM
TeYeHWeM, BO3PacCTHOM 3BOJIIOTUBHOM AMHAMWUKOM U Npo-
ABNIFAETCA WWPOKUM pasHOOBpasneM KIMHUYECKUX CUMII-
TOMOB M npu3HakoB [1]. Okono 15-20% pfeten B Mupe
ctpagatot AT/, [2, 3]. 3TO 0AMH M3 caMbIX YacCTbIX AepMaTo-
NIOTMYECKUX OMarHo30B B AEeTCKoW nonynsuuu [4]. BmecTte
C TEM, UMEIOTCH CBUAETENbCTBA MMNEepanarHOCTUKU 3TOro

nepmatosa [5]. UMeHHOo 3ToT daKT 3acTaBun uccnegosarte-
new paspabartbiBaTb 60/1€€ TOYHbIE MOAXOAbI K AUMArHOCTUKE
3aboneBaHusa. Kak peaynbrar, 3a nocnegHue aecatuneTns
NPeANOXKEeHbl MHOTOYMCNIEHHbIE ANArHOCTUYECKUE anropuT-
Mbl, LIeN1bl0 KOTOPbIX 6bI10 CTaHAAPTU3UPOBATL MOCTAHOBKY
onarHosa At/l.

Ha AaHHbIM MOMEHT 6O0JIbLUMHCTBO aHaMHECTUYECKUX
M KIMHWYECKMX [aHHbIX CTPYKTYpMpOBaHO B BMAE AMar-
HOCTMYECKMX CXEeM, BK/IOYaOWMX «BOMblUMe» WU Masble»
KIIMHUYECKME KPUTEPUW, HA OCHOBE KOTOPbIX MPUHUMALOT
pelieHne o NocTtaHoBKe auarHo3a At/[. bnarogaps Takum
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Exchange of Experience

OGMeH onbITOM

[AMarHoCTMYECKMM anropuTtMam AMarHocTMka TMnuyHoro At/
Y}KE He KarKeTcs cnoxHon. OnpeneneHHbl UHTEpPEeC Bbl3bl-
BaeT uaeHTMdUKaumsa 3aboneBaHns B Nepuoa HEernosaHom
pPEMUCCUN KU PEMUCCHU, KOrga 0coboe 3HavyeHune npuobpe-
TalT UMEHHO «Manble» NPU3HaKu AT/, gononHsaowmne obLLyo
KIMHUYECKYIO KapTUHY.

MCTOPUYECKUH OYEPK

Camble nepBble YNoMUHaHKA 06 AT npuHagnexaT pum-
CKOMY MCTOpMKY CBeToHMIO (69-140 BeK H.3.). B cBoem
Tpyae «<*KusHb ABeHajuaTu ue3apen» OH OnucbiBaeT npo-
SIBNEeHNs 601e3HU Yy uMnepaTopa ABrycta, akLUEeHTUPYS BHU-
MaHWe Ha CyXOCTU KOXM, MHTEHCUBHOCTM 3ya M CE30HHOCTH
nposiBAeHMI. BONbWWMHCTBO AEPMaToNOroB MPOWbIX €T,
CTanKMBasiCb ¢ pa3Hoobpas3HbiMKU NposiBeHnsaMun AT/, KoTo-
pble nogBeprannucb 3Ha4yMTENbHbIM M3MEHEHUAM Y O4HOMO
M TOro e 60NbHOro B pasnnyHble BO3PacTHble nepuoabl,
paccMatpuBanuM 3TU NPOSIBIEHUSA KaK CcaMOCTOsiTeNbHble
3aboneBaHns. TonbKo B 1892 r. 3. beHbe 06beanHUn pas-
PO3HEHHbIE KOXHble 60/1€3HN B 04HO 3ab6oneBaHne, KoTopoe
«MEHSIeT» CBOIO KJIMHMYECKYIO KapTUHY ¢ Bo3pacTtom. OH aan
HOBOW 60NE3HM Ha3BaHME «3K3emaTo-IMxeHongHas dopma
avaTte3unyecKkoro npypuro» [6, 7]. B 1923 r. Aptyp &. Koka
n Po6epT A. Kyk BnepBble UCNONb30Baan NOHATUE «aTOMUs»
4151 ONUCAHUS anNepruyeckoro puHMUTa, KpanuBHMULbI U acT-
Mbl. CniycTts gecsatunetue, B 1933 1., MapuoH b. 3ynbubeprep
W ero HactaBHWK Ppep Yan3 cTanu nepBbIMU, KTO MPUMEHUN
TEPMUH «@TOMUYECKUIM aepMaTuT» B Hay4HOW cTaTbe Ana Year
Book of Dermatology and Syphilology [8, 9].

SNMUAEMHUOJIOrUSA

AT a9BnsgeTcsd OAHMM W3 caMblX pPacnpPOCTPaHEHHbIX
(C TEHOAEHUMEN K POCTY) B MPOMbILIIEHHO Pa3BUTbIX CTpaHax
MWUpa 3aboneBaHUn KOXKU, AMarHoctupyemblx y 20% aeten,
B OCHOBHOM B Bo3pacTe A0 5 net, uy 1-3% B3pocnbix [10].
MMEHHO BOCManeHue KOXM Yalle BCEro CAYXKWT MepBbiM
NPM3HaKOM «aToOMMYECKOro Maplua» — mnocfie4oBaTebHOro
pasBUTUS aTONMMYECKUX 3aboieBaHnin, B TOM YUCe NULLEBOM
anneprun, 6poHXManNbHON acTMbl U anepPruyecKkoro PUHM-
Ta [11, 12]. C BO3pacToM MPOUCXOOAT U3MEHEHUSA KIIMHMU-
YeCKOM KapTWHbl aTornMyYeckoro 3aboneBaHus, a fABJieHUA
aepmartuTa MoryT npuobpeTatb cTepTblie GOPMbl.

MATOrFEHE3

ATl — MHorodaKTopHOoe 3aboneBaHue. MexaHM3MbI
pPa3BMTUS MOXHO YCMIOBHO pa3fenuTb Ha [Be OCHOBHble
rpynnbl: TEHETUYECKNE W TpUrrepHble (PaKTopbl OKpYyKa-
lolen cpeabl). [eHeTUYECKNnE MeXaHU3Mbl nexaT B OCHO-
BE HapyLEeHWUN CUHTE3a CTPYKTYPHbIX 6ENKOoB (punarrpuHa,
WHBOJIIOKPUHA, JIOPUKPUHA), UHTMOUTOPOB CEPUHOBLIX MPO-
Tea3 (SPINK5), annaepmManbHbIX AUMUAOB (MUPHbIX KUCNOT
M LepamMuaoB), ANCOYHKUMM MMMYHHOM CUCTEMbI C NPeoo6-
nagaHvem Th2-oteeTta [10, 11]. TpurrepHole dakTopbl AenaT
Ha cneuuMduyeckme (NULLEBbIE NPOAYKTbI, aspoaniepreHxsol)
[12, 13] n Hecneundunyeckne (MMUKpPOOHaa KONOHM3aALMSA
KOXM, HEGNAronpuaTHbIE MOrOAHbIE YCNOBUS, pasfapaxkeHue
KOXXW OfEeXaon (Hanpumep, U3 LWepCTH), MOtoLLIME CpeacTaa,
Bo3aencTeue nota) [14, 15].

Han6onblumMn MHTEepec B natoreHe3e AT/ Bbi3biBaloT
HapylweHUs GYHKLUKN KOXKHOIo 6apbepa, KOTopble BO MHOMOM

M ONPEeAENsoT KIMHUYECKUE NPOSBIEHNS U CTENEHDb TAXKECTU
3aboneBaHnsa. 3a nogaepKaHume 6apbepHOr QYHKLMU KOXKMU
oTBeYaeT rpynna 6enKoB, BXOAALWAsA B COCTaB anuaepMasb-
Horo anddepeHumanbHOro Komnnekca [16]. Bcneactsue
NaToNOrMYECKUX HYKNEOTUAHbIX 3aMeH B reHe FLG, Koaupyto-
uem 6enoK npodbunarrpmH, NPOUCXOAUT HapyLEHWe LenocT-
HOCTM anuaepmanbHoro 6apbepa W, Kak cnefcreve, yBenu-
YeHue TpaHcanuaepmanbHoW notepu oAbl [17]. 310 Aenaet
KOXy 60/nee 4YyBCTBUTE/IbHOM K annepreHam, meteodakro-
paM, XMMUYECKUM areHTam, NPoAyKTam KU3HeLesTebHOCTH
MUKPOOPraHM3MOB, KOTOPbIe KOMIOHU3UPYIOT KOXY, CNocob-
CTBYSl YCUNEHUIO €€ CYXOCTU M Pa3BUTUIO BbIPaXKEHHOIO Kce-
posa [17-19]. Np1 NPOHMKHOBEHMW anNNepreHoB U MUKPO-
OpraHM3MoB Yepes AedEeKTHbIN KOXHbIN 6Gapbep HapyllaeTcs
Bblpab0OTKa aHTUMMKPOOHbLIX NEenTMaoB M NMME@PONO3TUHOB
anuTennanbHbIMKU Knetkamm Koxu [20]. BosHuKaeT aucbanaHc
MeXay aKTMBHoCTbio Thl, Th2, Thl7 n Th22-KNeToYHbIX
cyébrnonynsaunmn, 4to BedeT K AOMUHMPOBaHUIO 3dbdeKTOB
NPOTMBOBOCNANNUTENbHBIX LIUTOKMHOB M HOPMMPOBAHUIO
annepruyeckoro BocnanexHuns [20]. MNocneactBusmMu mname-
HEeHUN B reHe FLG ABNSIOTCA He TONbKO HapylleHWe CUHTe3a
dwunarrpmHa, He3aMeEHMMOro KOMMOHEHTa anuaepManbHOro
6apbepa, HO U ero AanbHEWWNN XMMHUYecKu pacnag [21].
Bcnencteue aToro BO3HUKaeT AedbULUNUT TpaHC-yPOKaHUHOBOWM
(TpaHc-UCA) v nupponuaoH-5-kap6oHoBon Kucnot (PCA),
dopmupyloWwmMX Tpynny MPUPOAHBLIX YBAAXKHSAIOWMX (aKTo-
poB, noaaepxuBalowmx Guanonornyecknin pH kKoxu [22].
Pe3ynbTaTomM TakuMx W3MEHEHWW OKa3blBaeTCs HapylleHue
cocTaBa MMKpPOGMOMA KOXM C KOJIOHU3aLMen ee NaToreHHbl-
MW MUKpoopraHnamamu (Staphylococcus aureus v gp.).

B psige nccnegoBaHuii otMedeHa cBsi3b GYHKLMOHUPOBA-
HUS KOXXHOro 6apbepa U UMMYHHOM cUCTeMbl. B yacTHoCTH,
noKasaHo, YTO CUHTE3 dunarrpmHa, a Takxke nponudepa-
umMs 1M gnddepeHUMpPoBKa KepaTUHOLMTOB perynmpytoTcs
MeavMaTopamu BocnaneHus (TMCTaMUHOM, MHTEPAENKUHaMM
(IL) 4, 13, 31, 33). [pK BbICOKOM MX aKTUBHOCTU CHUMKAETCS
BblpaboTKa CTPYKTYPHbIX GENKOB 3anuaepmuca U HapactaeT
Kcepos [23, 24].

K/IMHUYECKASA KAPTUHA

KnuHunyeckne npusHaku At BO MHOTOM 3aBMCSAT OT BO3-
pacTa nauueHTa. Tak, B MiageH4ecKoM nepuoje (3abonesa-
HMWe 06blYHO HauyMHaeTcs B 2—3-MecA4HOM BO3pacTe) aep-
MaTO3, KaK MpaBufio, OTAMYaEeTCs OCTPbIM MAW MOAOCTPLIM
TeyeHuneM. [1aTonornyecKnin KOXKHbIM npouecc npeacraBnieH
3PUTEMATO3HbIMKU, IPUTEMATO3HO-CKBAMO3HbLIMU O4aramu,
pee — C 3KCCyAaTUBHbLIMU MPOSIBAEHUSAMU, MOKHYTUEM
n GopmMMpoBaHMEM OBUNIbHbLIX CEPO3HbIX KOPOYEK («MOJIOY-
HblX KOPOK»). BbICbiNaHWs CMMMETPUYHbI M NIOKanu3yloTcs
Ha LlWeKax, pa3rnbarte/ibHbiX MOBEPXHOCTAX KOHEYHOCTEW,
a npu1 pacnpocTpaHEeHHOM MpoLLecce — Ha KOXKe rpyau 1 Cnu-
Hbl. KaKk npaBwuno, o6ocTpeHmne AT/l B 3TOM BO3pacTe NpoBo-
LUMPYIOT anMMeEHTapHble 1 HebnaronpusaTHble MeTeodaKTopbl
(xonogd, Betep, NOHUMKEHHAs BNaXKHOCTb Bo3ayxa). B 6onee
cTapwemM Bo3pacTe B TedyeHun AT/l oTmevaeTcss TpaHchop-
MaLMs KOXHOro npouecca. OcTpble 3KCCyAaTMBHbIE MPO-
SIBNEHNS CMEHSOTCS 3PUTEMATO3HO-CKBAMO3HbLIMKW O4aramu
C nuxeHnduKauuen. [1na aToro BoO3pacTHOro nepmoga 6onee
CBOWCTBEHHbI MNanynesHble 37eMeHTbl ¢ GOpMUMPOBaHMEM
NeprUOONUKYNSPHBIX U TMXEHOMAHBIX Nanys, NOKanu30BaH-



HbIX Ha KOXe BEPXHUX W HUXKHUX KOHEYHOCTEeW, B obnacTu
npeanneYynin, 3ansactui, a TakKkKe JIOKTEBbIX W MOAKOMEH-
HblX CrM6GOB, rONEHOCTOMHbLIX CYCTAaBOB M CTOMN. BbiCcbiNaHus
XapaKTepu3ylTCd MeHee 3KCCYAaTMBHbIM XapaKTepom.
B 06nacTu BbICbINaHWi NOABASETCH HE3HAYUTENbHAA IpuUTe-
Ma 1 MHOUNbTPaLMS, conpoBoXKaatouancs GopMnupoBaHnuemM
3p0O3MM M IKCKOpMaUMK BCNeacTBME MHTEHCMBHOMO 3yaa.
B noApoCTKOBOM M B3POC/IOM NepUoae KOXKHble BbICbiNaHus
npu AT/l noKanuayTcs Ha nuLe, B 061acTu LWen, noparkatoT-
CSl KUCTU M CcToNbl. Bbicbinanma B 6onblien cTeneHu npeg-
CTaBfieHbl 3PUTEMATO3HbIMU W JIMXEHOUAHBLIMU OYaramu,
COMpPOBOXAaloTCA MHPUNbTPaALUMEN, LIENYLEHNEM, MHOXKe-
CTBEHHbIMW 3KCKOpMaLMSMU U TpelHamu [25].

AUATHOCTUKA

B HacTosillee Bpemsi He cyuiectByeT cneumbuyeckunx
TeCcToB, 1abopaToOpPHbIX M TUCTONOrMYECKUX UCCNeaoBaHWM,
Ha OCHOBaHMM KOTOPbIX MOXKHO 6b1/10 6bl 6€30LMB04YHO pac-
nosHatb AT[l. lnarHos yctaHaBIMBaAOT HA OCHOBAHMU MHO-
eCTBa HeMaTOrHOMOHMYHbBIX M HecneunMdUYecKux aHam-
HECTUYECKMX, KIIMHUYECKMX U NabopaTopHbIX MPU3HAKOB,
KOTopble B OrnpefeneHHbiX KOMOMHaLMSaX MOryT ¢ 60/bLLOM
[ONen BEPOSATHOCTM yKasbiBaTb Ha AaHHoe 3abosieBaHue.
B 60nblWKXHCTBE NPEANOMKEHHBIX CXEM AMArHoOCTUKKM AT
BbIAENSIOT «BoNblne» U «Malble» NPU3HaKu 3aboneBaHus
(tabn. 1) [26].

B nocnegHee Bpems Bce 60Mblle BHUMAHUS aKLEHTUPYIOT
Ha onpeaeneHnn «manbix» Npu3HakoB AT/, KOTopble NOMO-
ratoT AMarHocTMpoBaTb AepMarto3 npu NOAOCTPOM M XPOHMU-
4YECKOM TEYEHWM, a TaKKe B COCTOSIHUM HEMOHOM PEMMUCCUM
3aboneBaHus. «<Manble» Npu3HaKku Hanbonee aeTasabHO ONu-
caHbl B pabote J. M. Hanifin u G. Rajka (ta6n. 2) [27].

Ta6nuua 1. [lnarHoctnyeckne Kputepuu AT/l (agantupoBaHo 13 [26])

Table 1. Atopic dermatitis diagnostic criteria (adapted from [26])

Puc. 1. BynbrapHblt UXTMO3.
MHoro4ncneHHble cepebpuctble
YelyMKN Ha KOXKe roneHen

y NOAPOCTKa

Fig. 1. Ichthyosis vulgaris.
Multiple silver scales on

the lower leg’s skin of the
adolescent

Cpeau «mManbix» Npu3s-
HaKoB 3ab0neBaHUs BaX-
HYIO PO/Sib OTBOAAT pPaHHEN
MaHudecTauum agepmato-
3a, KOTOpbIKM HabngaeTcs
y MNnajeHueB B Bo3pacTe
2-3 mec. HaunHas ¢ rpya-
HOro BO3pacTa, PoAUTENw
nauneHtoB ¢ AT/l oTmeva-
0T MULLEBYIO annepruio
(annepruyeckne peakumm
Ha onpeaeneHHble Mnpo-
OYKTbl), KOTOpas conpo-
BOXAaeTca 060CTpeHnem
aepmatuta. 3T0T KpUTEpUn
0COBGEHHO aKTyaNeH y ae-
Ten Mnagwero Bo3pacTa.
Kpome Toro, yxe B rpya-
HOM BO3pacTe oTMevaeTcs
obocTpeHne AT[ noa Bau-
AHWEM He6NnaronpUATHbIX
MeTeodaKTOpOB, YTO Hau-
6onee AAPKO NposBASeTCH
B 3UMHee Bpems. TaKown
«Manbl» KPUTEPWUKU, KaK
obocTpeHne gepmaTtosa,
CMpOBOLMPOBAHHOE 3MOLIMOHANbHBIMKU (BaKTopamu, OTHET-
IMBO HabMoAaloT y NauMeHToB, HavyMHas ¢ NOAPOCTKOBOrO
Bo3pacTta. CBs3b ATl M NCUXO3MOLMOHANbHbIX GaKTopoB
AepMaToniorn oTMeYyanu ele ¢ AaBHUX NOp, MUMEHHO NO3TO-
My B MPOLWIOM BEKEe TaKOW AepmaTo3 Ha3blBalu «HEWpO-
LEPMUTOMD.

UcTouHuk: Tampasosa O.b.

1 coaBrT., 2020.

Source: Tamrazova O.B. et al.,
2020.

ABTOpBI (roa Ny6nMKaLum)

Yucno npusHakos

Kputepuu AT

OcMoTp B cTauuoHape
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Kang & Tian (1987) 2 60NblUKX, 6 Manblx 1 6a30BbI + 3 ManbIx

Diepgen (1989) 4 60nbWKX U 19 Manbix = 10 6annos

JDA (1994) 3 Kputepums 3 Kputepus

Millenium (1998) 1 o653aTenbHbI + 3 60MbLIMX AnnepreHcneundunyeckunt IgE + 2 6onbLlumx
DARC (2005) 3 Kputepusa 3 KpuTepus

KDA (2006) 3 60nblmnx, 14 manbix 2 60NbLWKX + 4 ManbIX

AMOGYynaTopHbIA Npuem

Schulz Larsen (1992) BannbHas cuctema: oueHKa pesynbratoB onpoca, max 140 6annos = 50 6annos

UK (1994) 1 6onblUoK, 5 Manbix 1 60NbLKX + 3 ManbIX
ISAAC (1995) 3 Kputepus 3 Kputepwms
REACH (2016) 2 60NbLIKX, 9 Manblx 2 60nbLUKX UK 1 6oNbLIOK + 4 ManbIx

lMpumeyvanume. AT[l, — atonudeckun gepmatut, JDA — Japanese Dermatological Association (AnoHckas [lepmaTtonormyeckas Accouunauus).
DARC — Danish Allergy Research Centre (JaTckui uccnegoBaTenbCKuin LeHTp anneprum). KDA — Korean atopic dermatitis (koperickue
KpuTepuu atonuyeckoro gepmatuta). UK — Benukob6putanus. ISAAC — International study of asthma and allergies in childhood
(MexayHapofHoe n3dy4eHne acTmbl U anneprin B aetckom Boapacte). REACH — Reliable Estimation of Atopic Dermatitis of Childhood
(mocToBepHas oLeHKa aToNMMYeCcKoro jepmaTtuTa B IETCKOM BO3pacTe).

Note. ATl — atopic dermatitis, JDA — Japanese Dermatological Association. DARC — Danish Allergy Research Centre. KDA — Korean
atopic dermatitis. UK — United Kingdom. ISAAC — International study of asthma and allergies in childhood. REACH — Reliable Estimation
of Atopic Dermatitis of Childhood.



Ta6auuya 2. Kputepuun AMarHoCTMKK aToNMYecKoro gepmaTtuTa (aaanTupoBaHo ua [27])
Table 2. Atopic dermatitis diagnostic criteria (adapted from [27])

Kcepos Koxu

3ya o " .
BynbrapHblii UXTUO3 / TMMNEePAMHEAPHOCTb NafoHen / GONNMKYNSPHBIM KepaTo3

Exchange of Experience

OGMeH onbITOM

TunuyHaa Mopdoaorma 1 NoKanmMsauus BbiCbinaHUM

HemeaneHHble MMMyHHbIe peakuuu (I Tun)

MNoBbllWeHHas KoHLeHTpauums IgE B CbiIBOPOTKE KPOBM

PaHHs9 MmaHndecTauma gepmatosa

CKJIOHHOCTb K KOXHbIM MHdeKUMam (ocobeHHo S. aureus v Herpes simplex) /
HapyLleHne KNETOYHOro UMMyHUTETa

XPOHUYECKOE ¥ peLManBUpYIOLLEE TEHEHWE,

z Xennut
TOPMNWUAHOCTL K MPOBOAMMON Tepanuu

CHK/IOHHOCTb K HECTIeLMDUYECKUM AepMaTiTaM KUCTe 1 CTon
HuKenesbIn fepMaTut

PeunanBmpyoLmMit KOHBIOHKTUBUT
MHdpaopbuTanbHasa cknagka JeHHn—MopraHa

ATtonu4yecKkue 3aboneBaHus B IMHHOM U CEMERHOM
aHamHe3e (acTma, aniepruiyecKnin pUuHUT,
aTONUYECKUI AepmaTuT)

KepaToKoHyc

MepeaHue cybKancynsipHble KaTapaKThbl
Mepunop6uTtanbHaa NMrmeHTauus

BnegHocTb nnua / aputema nuua

OK3eMa cocka

Mepunop6uTtanbHaa NMrmeHTauus

Pityriasis alba

CKnaayaTocTb NepeaHemn NOBEPXHOCTU KOXMK LIEN

3yA Npu noTooTaeNeHnn

HenepeHocHMOCTb LWepPCTU U pacTBOPUTENEN NTUMUAOB
AKLEHT GONNUKYNSIPHOro PUCYHKa

MuweBas HenepeHoCMMOCTb

0O60cTpeHre Noj BAUSHUEM 3KONOrMYECKUX/IMOLMOHANbHBIX GaKTopoB
CToMKu 6enbin agepmorpaduam

Mpu obuwem ocmoTpe naumeHToB ¢ AT/, onpeaenstoTcs
NMPU3HaKK CYXOCTU KOXM — KCepo3a UNu Jaxe 6onee Tawe-
JIOr0 ero nposiBieHUs — BYyNbrapHoro uxtuosa (puc. 1).
Mono6Hble COCTOSIHUSA OMUCLIBAIOT KIWHWYECKOW Tpua-
[ON MpPU3HaAKOB: ONUKYNAPHBIM KepaTo30M, NajoHHOM
rMNEepPIUHEaPHOCTbIO M MENKOMAacTUHYaTbIM  LLENYLIEHH-
eM [27, 28]. PoNNUKyNAPHbLIAN KepaTo3 xapaKTepusyeTcs
NnosiBNEHUEM Ha Tene, rMaBHbIM 06pa30M Ha NaTepasnbHbIX
NoBEPXHOCTSAX nned, 6eaep U Aroaul, MHOMKECTBEHHbIX
MENKUX KOoHMYeckmx nanyn [29]. Bonee nerkas ¢dopma
[JAHHOIO KJ/IMHMYECKOrO MpM3HaKa MOXEeT BblparkaTbes
B BWAE aKLEeHTa QONMKYNSAPHOro pucyHka (puc. 2). Koxa
NTaJOHHOM CTOPOHbI UMEET CNOXHbIN penbed: ero 06pasyioT
rpe6eLikn, KOTOPble COCTaBASIOT OnpefeNieHHble Yy30pbl-

Puc. 2. AKUEHT GONNUKYNSIPHOrO PUCYHKa
Fig. 2. The follicular map

UcTtoyHuK: Tampasosa 0O.b. 1 coaBsT., 2020.
Source: Tamrazova 0.B. et al., 2020.

JIMHWUU, YHUKaNbHble ANA Kaxaoro yenoseka. [pu Kcepose
M UXTMO3€E JIMHUWM Ha NAJOHSAX CTAHOBSATCH MHOMOYMCIIEH-
HbIMU U GoNee BbIPaXKEHHbIMU, TEM CaMbIM XapaKTepuays
ABMIEHNE TUNEPIMHEapPHOCTU KOXK (puc. 3). ITOT NpU3HaK
COXPaHSAETCH B TEYEHWE BCEN XKU3HU U ABASETCS OAHWUM
13 0693aTeNbHbIX MPOSABAEHUN BPOXKAEHHOM CyXOCTU KOXM.
[JaHHasa xapaKTepHas Tpuaja NPU3HaKOB HacNeLCTBEH-
HO O6YCIOBNEHHOI0 KCEPO3a KOXMW HaynMHaeT NoABAATLCA
He paHblue 1—2-neTHero Bo3pacTa.

Opyrum npusHakom AT aBnseTca 6enbld nutMpuas
(pityriasis alba). 3TOT KNnaCcCMYeCKUM «Manbl» MPU3HaK
AT/l npeactaBnsieT cob6on o4yaroBble 3PUTEMATO3HO-CKBa-
MO3Hble BbiCbiNaHus. Ero paccmatpuBaloT Kak NOAOCTPbIN
HecneundbUyecKun gepmaTuT ¢ OCTaTo4HOM NOCTBOCNasu-
TeNbHOM rMnonurmeHTaunen. [aHHbli gepMaTto3 xapak-
Tepu3dyeTcs KPYrbiIMU WAM OBalbHbIMW MNATHAMU (MK
CNabouHOUNBLTPUPOBAHHLIMU GiSLLIKaMK1), NOKanU3yoLWwm-
MUCH Ha nuue (0COBEHHO Ha LeKax), pykax M BepXHew
4acTv TYNOBULLA, C IETKUM WWeNyLEeHNEM U MEPUOSUYECKUM
3ynoM. BHavane o4aru moryT 6biTb C1abo3puTEMATO3HbLIMK,
O[JHAKO CO BPEMEHEM OHW CTAHOBATCH TMMNOMUIMEHTUPO-
BaHHbIMK (puc. 4) [30-32]. Kak manbli guarHocTu4ecKkun
Kputepwuw, pityriasis alba oTpaxaeT NoaocTpoe TeyeHue
At/ [33, 34].

OyeHb BaXHOM [MarHOCTUYECKOW XapaKTepUCTUKOM
naumeHToB ¢ AT/] ABnseTtcs facies atopica. 9Ta YepTa xapak-
TEPU3YETCH He TOSIbKO GNEeAHOCTbIO WK 3pUTEMON nuUua,
HO M XapaKTePHbIM U3MEHEHUEM MepuopbuTanbHom o6nacTu,
B YaCTHOCTU MOSIBNIEHWEM CTOMKOW NMUIMEHTaLMKU U NPOLOSb-
HbIX CKIAAOK HMXHEero Beka (cknagku [leHHn—Moprana).
BO3MOXHbI BNEHUS aTONMUYECKOrO XeWnTa, KOTopbli npo-
ABNSETCA BOBJIEYEHWMEM B NATONIONMYECKMIM MpoLecc Kpac-




Puc. 3. Atonnyeckas ak3ema KucTel. MnepnMHeapHoCTb NajoHeN.
KpynHonnactuHyaToe LWenylweHne 1 TpelMHbl Ha NafoHaX

y noapocTka ¢ At/

Fig. 3. Atopic eczema on hands. Hyperlinear hands. Macrolaminar
desquamation and disruptions on hands of adolescent with atopic
dermatitis

e

lMpumevaHue (3aecb U Ha puc. 4, 7). AT, — aTonNU4YecKuin AepmaTur.
UcTtouHuk: Tampasosa 0.6. 1 coaBT., 2020.

Note (here and on Fig. 4, 7). At[, — atopic dermatitis.

Source: Tamrazova 0.B. et al., 2020.

HOWM KalMbl ry6 K aHrynsapHon obnactu. lMaumeHToB 6ecno-
KOSAT CU/IbHBIN 3y[, 3pUTEMA U LUENYLIEHWNE KPACHOW KanMbl
ry6. [lng aTonnM4eckoro xewnurta, Kak npu 060CTPEHUN aep-
MaTo3a, TaK U B Nepuoj PEMUCCUN, XapaKTePHO MHOUNBTPa-
TUBHOE MNopakeHue yrnos pra (puc. 5). CHUXKeHUe anacTuy-
HOCTU ¥ CYXOCTb KOXM B yrnax pra NpuMBOAAT K 06pa3oBaHuio
TpewuH [35].

Ewe oaHnm npusHakoM facies atopica sBnsieTca cKnag-
4aToCTb NepeaHen NOBEPXHOCTU KOXM Wewn. [laHHasa aHaTto-
MUYyecKkas 061acTb HacTo BOBJIEKAETCH B BOCMNaIUTESNbHbIN
npouecc y nauneHToB ¢ AT/l B NogpoCcTKOBO-B3pocion dase
3aboneBaHus. SABNEHUS NUXEHUOUKALMKU Ha Liee MOXKHO
Habo4aTh BNIOTb O B3POC/Oro Bo3pacTa.

BaHbIM «ManbiM» Npu3HaKkoM AT/l TaKxKe cnyxaT Hecne-
uMdbUYeCKMe NoparKeHUs KUCTen u cton. lNopaxeHns Kucrten,
KaK npaBwno, npeactaBfieHbl UPPUTAHTHLIM (MPOCTLIM KOH-
TaKTHbIM) lepMaTUTOM U aTONMUYECKOM 3K3eMOW. Y NinL, cTpa-
AaBwwnx AT/] B 1eTCKOM BO3pacTe, 3a60/1eBaEMOCTb 9K3EMOM
Kncten B 3 pasa Bbllle, YEM B cpeaHeM B nonynsauuun [36].
BbigeneHnve 3ToM rpynnbl aTOMUYECKUX MOPAXKEHUN KOXM
PYK 0CO6EHHO BaxHO npu Bbibope npodeccun ansg 60sbHbIX
C [JlaHHOWM naTonornen U nepBuHHOn NPoduNaKTUKK B GbITy
[36, 37]. AepmaTuTbl cTON y nauueHToB ¢ AT/l oTanyatotcs
ANWUTENBHLIM TOPNUAHLIM TEYEHUEM, COMPOBOXAAOWUMCH
npucoeanHeHUEM BTOPUYHOM HMHbDEKUUU (Npexkae BcCero
nyiiecHeBOoW rpUGKOBON GOpPbI), U 3a4acTyio NPOSABASIOTCS
BblIpaXEHHON CyXOCTbIO CTOM U MHOMOYUCTIEHHBIMU TPEeLLUHa-
MU (puc. 3, 6).

Haunb6onee 4acTblM MHOEKLMOHHBIM MOPaXKEHUEM KOXM
npu At asndetca cradbunofepmug, xapaxkrepuaylolascs
NosiB/IEHUEM 3PUTEMATO3HO-CKBAMO3HbIX O4aroB C YETKW-
MU TpaHuLamMKu, MOKPbITbIX CEPO3HO-THOMHBLIMU KOpPKamM,
1 COMPOBOXAAIOLWAACH PE3KO BblParKEHHbIM KOXHbIM 3YA0OM.
[ocKonbKy Hanbonbliass KOMOHW3auus S. aureus oTMmeva-
€TCA Ha MOBPEXJEHHbIX y4acTKax KOXMW, ee fanbHenwwas
TpaBMaTM3aLMa NyTEM pacyecoB NULb YCYrybnaeT TeyeHme
3aboneBaHud [38, 39].

Puc. 4. MHoroyncneHHble o4aru 6enoro nutnpuasa (pityriasis alba)
Ha npeanneybsix 6-neTHero Manbynka c At/

Fig. 4. Multiple focuses of pityriasis alba on forearms of 6 years old
boy with atopic dermatitis

UcTtoyHuK: TampasoBa 0.B. 1 coaBT., 2020.
Source: Tamrazova 0.B. et al., 2020.

Henb3s uckawo4aTtb PUCK BO3HUKHOBEHUS repre-
TUYECKON 3K3EeMbl, @ TaKXe KOHTarmo3HOro MOJUIOCKa
y nauueHtoB c AT[, B OCOGEHHOCTM B MJaLeHYECKOM
BO3pacTe CO CPpeaHeTIKEeNon unun Taxenon Gopmon 3abo-
leBaHUs B OCEHHE-3UMHUIN nepuod. fepnetTnyeckan aKk3se-
Ma SBNSeTca NOTEHLMaNbHO ONacHOM ANA XMU3HWU BUPYCHOM
nHobekumen [40], 4yTo onpenenseT HeO6XOAMMOCTb BKIIO-
YEeHUS TaKWX NauMeHTOB B AUCMAHCEPHYIO rpynny Habno-
fAeHuq [40, 41].

CnegylolWwMm npu3HakoMm AT[ CNyXWT 3K3ema COCKOB,
onpefendemas Kak y AeTen, Tak W y B3pocnbix [27]. Bbicbl-
naHua NPeacTaBnsioT COO0M YETKO OYEpPYEHHbIE 3puUTeEMa-
TO3HO-CKBAMO3HbIE O4aru, orpaHU4yeHHble OKONOCOCKOBOM
061acTblo C CUMMETPUYHBIM WX OLAHOCTOPOHHUM XapaKTe-
poM rnopaxeHus. MNaTorHOMOHWYHBIM MPOSBEHUEM 3a60-
JIEBaHUS MOXHO CYUTaTb MOsIBIIEHWE CTOMKOro 6enoro gep-

Puc. 5. ATONM4YecKnUin Xennurt.
Cragusi o6octpenuns. OTek

1 runepeMus KpacHomn Kanmel
ry6. BropuyHoe nHduLmMpoBaHue.
TpelmHbl B yrnax pTa

Fig. 5. Atopic cheilitis

in the exacerbation phase.
Swelling and hyperemia

of vermilion border. Secondary
inflammation. Disruptions

in the corners of the mouth

Puc. 6. Hecneuundunyeckumn
nepMaTtut cTon. Mmy6oKas
TpewuHa Ha 6oNbLOM NanbLe
y 9-neTHen AeBOYKMU

Fig. 6. Nonspecific dermatitis
on feet. Deep disruption on big
toe of 9 years old girl

h— < - i — .

UcToyHuK: Tampasosa O.b.

1 coaBT., 2020.

Source: Tamrazova 0.B. et al.,
2020.

UcTouHuK: Tampasosa 0.b.

1 coaBsT., 2020.

Source: Tamrazova O.B. et al.,
2020.
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Exchange of Experience

OGMeH onbITOM

Puc. 7. Cnefibl OT MHOTOYUCIEHHbBIX PAaCYECOB Ha CrMHe

y noapocTka ¢ At/

Fig. 7. Marks of numerous scratchings on the back of adolescent
with atopic dermatitis

UcToyHuK: Tampasosa O.B. v coasT., 2020.
Source: Tamrazova 0.B. et al., 2020.

Morpadur3ma, KOTOpbIA OTpaXkaeT cumnaTepruyeckuit oTBeT
BEreTaTMBHOW HEPBHOW CUCTEMbI Ha MexaHW4YecKoe BO3-
fLencreue.

HeobxoaMMo OTMeTUTb, 4TO B 06LWen nonynsuuu
nauneHTtol ¢ AT[ 3HA4YMTENbHO Yalle NOABEPMKEHbI MOsiB-
JIEHVIO KpanuBHULbI, B 4aCTHOCTU AepmaTorpaduyecko-
ro tuna [42]. JaHHbll BUO KpanuBHMULbI accouuMpoBaH
C BbICOKMM cojepxaHuem obuwero IgE u Kcepo3om Koxu,
a MHULMaLMUA KTMHUYECKUX MPOSBIEHWUI HaYNMHaAETCa C BO3-
nenctBus  dU3MYecKoro Tpurrepa, pasBUTUS peakuuu
rMNep4yyBCTBUTENBHOCTU U BbICBOOOXAEHUS MeanaTopoB
Bocnanexus [42]. B yncne «Manbix» npu3Hakos AT/, ynomu-
HaloT 060CTpeHWE AepMaTuTa Mocie HOWEHUS LWEePCTAHbIX
BELLEN U KOHTaKTa KOXMW C pacTBOPUTENSIMU IMMUAOB, a TaK-
e OLyTUMOe yCuneHue 3yaa npu runeprujpose, Hanpumep,
nocne GU3nN4YeCKom Harpy3Ku.

B uncne HecneundUUHbIX «<Manblx» NPU3HaKkoB AT/, KoTo-
pble HabnalTca Y BCEX NaLMEHTOB € AaHHbIM 3aboneBa-
HWEM, BbIAENSAIOT pa3Hoo6pasHble JedeKTbl KOXHOMO NOKPO-

Puc. 8. PekomeHgauum no nevenuto AT/l y netew (agantmpoBaHo 13 [46])

Ba. Ha doHe HacneacTBeHHO 06YCIOBIEHHOMO KCEpo3a KOXM
M XPOHMYECKOro BocnaneHus GopMupyeTcs MHPUALTPaL M
KOXHOro MOKPOBa, Pa3BMBAlOTCA NIUXEHUPUKALMS, AUCXPO-
MUS (TMNO- MAKM runepnurMeHTaums). CHUXKeHWe anactuy-
HOCTM KOXHOTO MOKPOBa MPMBOAMUT K MOSIBAEHUIO TPELLMH,
KOTOpbl€ MOryT CTaTb BXOAHbIMWM BOpPOTaMMK A4S BTOPUYHOWM
MHEKLMH.

O653aTenbHbIM («60NbWLNMM») NpU3HaKom AT sBnsetcs
3y, KOTOPbIA COMPOBOXAAETCH MHOMOYMCIEHHBIMU 3KCKO-
puaumamu. Hepeako pacyecbl M py6L0Bble aTpodUK KOXM
ABNAIOTCA «BU3UTHOM KapTOYKOM» MALMEHTOB C TSXKENbIM
TeyeHneM 3aboneBaHus (puc. 7).

[TOMMMO KOXHbIX CUMMTOMOB, Yy nauueHToB c AT/
MOrytT GbopmMMpOBaTLCA M3MEHEHUS 3pUTENbHOro anna-
paTa, Bblpaxatolwmeca B peumanBupylollem (BTOPUYHOM)
KOHBIOHKTMBUTE, aTUMMYHOM NepeaHeKancynspHown KaTta-
paKkTe WKW KepaToKOHyce (MefjeHHomnporpeccupylolee
HeBocnanuTesbHoe 3abofeBaHWe rnasa, XapaKTepuayto-
Lweecs UCTOHYEHUEM U KOHUYECKUM BbINiYUBAHMEM POTO-
BULbI) [43, 44].

Mo gaHHbIM NabopaTopHbIX UccneaoBaHun AT xapakTe-
pU3yeTcs MOBbIWEHWMEM KOHLEeHTpauun obuwero IgE, ao3u-
HODUANEN KPOBM WM MOMOMKWUTENBbHBIMU KOXHBIMU W/UAN
NPOBOKALUMOHHbIMKM TecTamu c annepreHamu. OTmevyatoT
M3MEHEHNS U B MMMYHHOM CTaTyCe: CHUXKEHWE cofepKa-
Hus CD3-numdoumtoB, mMHaekca CD4/CD8, ancummyHo-
rno6yNMHEMUIO, CHUMKEHUE darounTapHol aKTMBHOCTH
W YyBEIMYEHUE KOHLIEHTPaALMK LMPKYIUPYIOWNX UMMYHHbIX
Komnaekcos [45].

NNEYEHUE

O6wasn tepanus

Bbi6op le4e6bHOM TaKTUKKU 3aBUCUT NpeXae BCero oT BO3-
pacTa nauueHTa, CTEMEHU TAKECTU U CTaguun 3aboneBaHus.
Mpn Tenom AT, pekomeHfoBaHbl CUCTEMHAs MMYHHOCY-
npeccuBHasa Tepanus LMKIOCNOPMHOM A, METOTpeKcaTom,
a3aTMonpuHOM, MMKobeHonaTa MODETUIOM, a TaKKe KOpoT-
KWW KypC oOpalbHbIX [IOKOKOPTUKOCTEeponaos u PUVA-
Tepanuun (puc. 8) [46]. B nocnegHee Bpemsa Bce Gonbliee

Fig. 8. Guidelines on management of children with atopic dermatitis (adapted from [46])

Taxkenas creneHb:
SCORAD > 50 /
Mepcuctupytollee TeveHne

Jlerkas creneHb:

SCORAD < 25 /
TpaH3uTOpHOE TeYeHue

Bba3oBas Tepanus

UcTtoyHuK: Tampasosa 0O.b. 1 coaBsT., 2020.
Source: Tamrazova 0.B. et al., 2020.

focnutanusauus, CMcTEMHas UMYHHOCYMPECCOpHas Tepanus:
LIMKSIOCMOPUH A, METOTPEKCAT, a3aTUOMNPUH, MUKOdpeHo1aTa ModeTus

PeaKTnBHas Tepanusi ¢ UCMOb30BaAHWEM [TIIOKOKOPTUKOCTEPOMI0B 2-F0 Klacca aKTMBHOCTH
WM TOMUYECKUX MHTMBUTOPOB KaslbLIMHEBPUHA, aHTUCENTUKM C cepebpoM,
TEKCTWUITb C CEPEBPSHBLIM MOKPLITUEM

O6pa3oBate/ibHble NPOrpammbl, 3MOJIEHTLI, Macna 419 BaHHbI, UCK/IIOYEHWE annepreHoB




pacnpocTpaHeH1e MonyYaeT FeHHO-WHXKeHepHas 6uonoru-
yecKas Tepanus MOHOKIOHaNbHbIMU @HTUTENaMM, K KOTOPOM
npuberaT Npu CPeaHETIKENOM U TAKENTOM TeYeHUU 3a60-
NleBaHus U HEAOCTaTOYHOM OTBETE Ha Tepanuio TOMUMYECKUMM
NleKapCTBEeHHbIMK cpeacTBaMu. B cnyyae Heo6XxoauMMOCTH
BO3MOXHa MCUXOHEBPOSOrMYECKas KoppeKuus. BarkHbiM
acrnexkToM nevyeHus 60nbHbIX AT ABNAKOTCS NporpamMmbl
06y4YeHMs NauueHToB, NOMOratLme BbiIBUTb U UCKIOYNUTD
anneprexbl U TpUrrepHble GaxkTopbl.

HapyxHas Tepanus

besycnoBHO, BaxXHENLWy posib NpU Ne4YeHnn B60JbHbIX
AT/l vrpaet HapyKHas Tepanus. MecTHOe nevyeHne BKItoYaeT
NpOTUBOBOCMANUTENbHbIE CPEACTBA (TOMUYECKMUE TIOKOKOP-
TUKOCTEPOUAbI W TOMWUYECKUE WMHIMOUTOPbLI KanbLEeHEeBPHU-
Ha), NpyM NpU3HaKax MHOULMPOBAHUA — aHTUMUKPOOHbIE
npenapatbl (KaK B BUAEe MOHOTEpanuu, Tak U B COYETaHUK
C MMIOKOKOPTUKOCTEPOUZAMM), IMONEHTbI U CPEACTBa, Yayu-
Wwatowme pereHepaumto. MOCKONbKY B OCHOBE natoreHesa
N KIMHUYECKUX NPosBAEeHUN AT/l NEXUT HapylleHne GyHKLUK
KOXHOro 6apbepa, UCNOAb30BaHNE 3MOJIEHTOB U pereHepu-
pYIOLLMX CPEACTB MOMOraeT BO3A4ENCTBOBATb Ha OCHOBHblE
3BEeHbs naToreHesa 60n1e3Hu, 61aroTBOPHO BIIUSET Ha Teve-
HWe 3abofnieBaHus, NpenaTtcTByeT GOPMUPOBAHUID TPELLMH
M 3KCKOpMALMN, 4TO YMEHbLaeT CTeNeHb KOHTaMMHaLuK
KOXHOro NoKpoBa NaTtoreHHon MUKPOdIOpPON.

AmoneHTbI M cpeacTBa, yayylwamlme

pereHepaLuio TKaHeH

basoBaa Tepanua AT[ BKAO4YaeT B cebs perynspHoe
NPUMEHEHNE 3IMOMIEHTOB — YBAAMKHAOWMX CPEACTB, KOTO-
pble BOCMOMHAT AePUUUT PU3MONOTMYECKUX NUNUAO0B
M YMEHbLLAIOT TPaHCaNuAepManbHylo NoTeplo Boabl. TaKke
B KOMMJIEKCHOM Tepanuun AT/l 60/bLUYO POJib UrpatoT pereHe-
pupytoLlmMe cpeacTBa, KOTopble CTUMYAUPYIOT penapaTvBHbIe
NpoLecChbl B KOXHOM MOKpoBe U 3PPEKTUBHO BOCCTaHaB-
NIMBAIOT NMOBPENKAEHHbIV KOXHbIM 6apbep. Hannune gonon-
HUTENbHOrO aHTUMMKPOGHOIO M MPOTMBOBOCMANUTENBHOIO
[ENCTBUS Y CPeacTB, CNOCOOCTBYIOWMX pereHepauunmn, umeet
60/1blIOE 3HAYEHME ANs Tepanun NOBPEKAEHUN KOXK (IKC-
Kopuauumn 1 TpelmH), KOTopble YyacTo HabnogaloT y nauu-
eHToB ¢ AT[. AHTUMUKOTMYECKME U aHTUOaKTepuasbHble
CBOWCTBa penapaHTOB CHWXKAOT PUCK MHPUUMPOBAHMUSA
TPaBMMPOBAHHbIX YHACTKOB KOXMU.

Cepuio cpeacts Dermalibour+ (depmanubyp+) coctaBs-
NAT COBPEMEHHbIE MpenapaTtbl (3a*KMBASKOWME KPeEM
M CTUK, 3almuTHbiM Kpem BARRIER, ouyunwatowmn renb),
pa3paboTaHHble Jla6opatopuen A-DERMA (PpaHuus) ans
ObICTPOr0 BOCCTAHOB/IEHUS U 3aXKUBNEHUS MOBPEKAEHHO-
ro KOXHOro nokposa. PenapaHTbl AaHHOW NIMHWK ObICTPO
YyCMOKanBaloT NOBPEXAEHHYIO KOXY, CHUMKAOT PUCK pas-
BWUTUS BTOPUYHOIO MHOULMPOBAHMUSA, YCKOPSOT npoLecc
3aXKMBMIEHUS M BOCCTAHOBJIEHUS KOXW MpW anneprogep-
MaTo3ax nboro reHesa, B Tom uucne wn At [47-49].
AKTMBHbIM AENCTBYIOLMM KOMMOHEHTOM MEPEYUCEHHBIX
Bblle CPEACTB SABASETCA PaCTUTENbHbIA 3IKCTPAKT MOJO-
Obix no6eroB oBca Peanbba, KOTOPbIM OKa3blBaeT BOCCTa-
HaBNuBawLWee OENCTBUE Ha KOXHble CTPYKTypbl [50-52].
CanoHuHbl 1 GnaBoOHOWIbI, IKCTPArMpoBaHHbIE N3 POCTKOB,
OCYLLECTBAAIOT NPOTUBOBOCMNANUTENBHOE, MMMYHOPEryu-

pylolee, pereHepupylouee U aHTMOKCHMAAHTHOE BO3Aew-
ctBrue [53-55], MUKpPO3aNEMEHTbl U OCHOBHbIE XMUPHbIE
KMCNOTbl YBNAXKHSAKOT U cMArvatoT Koxy [47-49], 6uonoru-
YECKM aKTWBHble pacTUTENlbHble KOMMOHEHTbI (M300PUEH-
TUH apabuHo3na, M30BUTEKCHH, A 1 B aBeHaKko3uabl U ap.)
CHWMaIOT 3yA U BOCMNaNeHMe, YMEHbLIAOT CTENEeHb Bbipa-
EHHOCTU NMOKPACHEHMS M pasapaKeHUs KOXKM Yy nauueH-
T0B C¢ AT[. Hannume B coctaBe cynbdata meau, cyibda-
Ta UMHKa W OoKcuaa LMHKa O6YCNOBAMBAET BbiparKeHHOEe
aHTMbaKTepuanbHoe AenCcTBMe, NO3BONSET NPEeAOTBPaTUTD
pa3BUTUE Ha paHEeBOW NOBEPXHOCTU NATOrEHHOW GaKTepu-
afnbHOM M rpubKoBon dnopbl. CoegMHEHUS LMHKA, MOMUMO
aHTUCENTMYECKOro, OKa3blBaloT BblpaxKeHHOe NPOTMBOBOC-
nanuTenbHOE U 3NUTENU3MpPYIOLLEE AENCTBUE Ha MOBPEXK-
[EHHbIN KOXHbIK NMOKpoB [56-58].

[pyron nuHuWen cpeactB O/ BOCCTAHOBMIEHUS LIENOCT-
HOCTM KOXHOrO MOKPOBa, CTUMYIMUPYIOLWMX pereHepauuio
TKAHEW W CHUXKAOUWMX PUCK BTOPUYHOIO MHPULMPOBAHUS
npu HapyxHon Tepanum AT, asnsetca nuHua Cicalfate
(Cukanbdat, Eau Thermale Avéne, ®paHuwns) [53-55].
CoeanHeHUss Meaun v LMHKa, BXoAsilMe B COCTaB BCEX Mpo-
LAYKTOB A@HHOM IMHWUK, MPENSaTCTBYIOT KOMOHM3aLMW NaToreH-
HOM MUKPOPIOPON, a OPUTMHANbHbBIM KOMMOHEHT — CyKpasb-
dat — dopmupyeT 3alUTHYO MAEHKY Ha MOBEPXHOCTH
KOXHOro gedekta (MOKHYTUS, 9PO3UMU, TPELLUHbI, IKCKO-
puauuun), obecrneymBas CTUMyNauuio 06pa3oBaHUsA rpaHy-
NAUMOHHON TKaHW W CNOCOBGCTBYSA XOPOLLIEMY 3aKMBNEHUIO
[53, 54]. CyKpanbdaT coaepKmnTca BO BCEX NPOAYKTaX JIMHUM,
3a UCK/IIOYEHWEM BOCCTaHaBAMBAIOLWENO 3aLMTHOIO Kpema.
Mo cBoen npupoge ato aAucaxapui (Ppykro3a + [tOKo-
3a) B GopMe OCHOBHOW COMMU, U3HAYaNbHO MPUMEHSABLLWI-
ca B npenapaTax Ans NeYeHUs racTpuToB, S3Bbl XenyaKa
(npenapaTbl ULCAR, Laboratoire EG Labo, ®paHuus; KEAL
Laboratoire Sanofi-Aventis, ®paHumsa).

3axuBnsatoliee JencTBMe BOCCTaHaBIMBAIOLWEro 3aluT-
Horo Kpema Cicalfate+ npepgnonaraetr Hanuyne WHHOBA-
LIMOHHOIO KOMMOHEHTa — 3anaTeHTOBAHHOro0 KOoMMJeKca
C-Restore, nony4eHHOro M3 MWKpoopraHuama Aquafilius
dolomiae (3HOEMWK WCTOYHMKa TepMasbHOW BOAbl Avene).
[aHHbIN Kpem MOMOXET BOCCTAHOBUTb LIETIOCTHOCTb KOXKU
NpW OTCYTCTBMM MOKHYTUS, B TO BPEMS KaK Mpu aKccyda-
TUBHbIX NposaBneHusx AT npuMeHstoT ocboH [53-55].
B cnyyasax XpoHMYecKUx HecneumdbuyecKnx aepmaTuToB
M aTOMUYECKMX IK3EM KUCTEN YBNAXHUT KOXKY M GydeT cro-
co6CTBOBATb 3aXMBNEHUID TPELWMH creumanbHbli BOC-
CTaHaBnuBawWMn GapbepHbiM KpeM ang pyk [53, 55].
BbicOKass BOAOCTOMKOCTb Kpema 06eCcneyvyunT 3alluTy KOXKu
PYK OT arpeccMBHOro BO3AENCTBUSA Mblla U MHbIX AETEPreH-
TOB BO BPeMS MbITbs. [1pM HanM4MM aTONMYECKOro Xemnura
cnegyet nNpuMMeHsaTb 6anb3am Ans ryé, Cnoco6HbIA CHATb
pasgparkeHue M obecrneymTb BOCCTAHOBJSIEHUE CU3UCTOM
o6ono4ykn ry6 [53]. Bce nepedncneHHble cpeactsa coaep-
aT BbllEeyKa3aHHYI0 TepMmasbHylo BOAY, OKa3blBatoLlyto
ycrnokauBatollee genctamne n obnagatoLlyto NnpoTMBoBocna-
nuTenbHbIM cBoMCcTBOM [53-55].

[lepMOKoCMeTHYECKNE CPEACTBa, O KOTOPbLIX FOBOPUTCSH
B [A@HHOW cTaTbe, BK/OYalOT B Ce65 MUHUMaNbHOE YUCIO
WHIPEeaUEHTOB, He codepaT aOUPHbIX Maces, KpacuTtenen
M napabeHoB, YTO NMO3BOASET NPUMEHATb MX Aae Yy AeTen
rpyaHoro Bo3spacrta [47, 49].

CURRENT PEDIATRICS / 2020 / V.19 / N¢ 3

1

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2020 / TOM 19 / N2 3



Exchange of Experience

OGMeH onbITOM

3AKJ/IIOMEHUE

B nocnegHue pecatunetus, y4yuTbiBas POCT pacnpo-
CTPaHEHHOCTN aToMMyeckux 3abosieBaHWi, OCOObIM MHTe-
pec npeacrtaBnser TOYHas AMArHOCTUKA [aHHbIX COCTOS-
HUI. TUNU4HOEe TevyeHue AT/, He BbI3bIBaAET CI0XKHOCTEN NpH
NOCTaHOBKE [AuMarHosa. AKTyallbHbIMM OCTalOTCS BOMPOCHI
naeHTMbMKaLumMm gepMmartosa Ha CTagusax PEMUCCHUM U HEMOJI-
HOM pemMuccuMn, B OCOBGEHHOCTU Yy MaLMEHTOB C COMYyTCTBY-
folen CMMNTOMATUKON. BbiBNAEHWE «ManbiX» KIMHUYECKMX
nposiBfieHnn AT/l cnoco6CTBYET paHHEN AMarHoCTUKe 3a60-
NIeBaHuA, NMPOAJIEHUIO CPOKA PEMMUCCUM, CHUMKEHMUIO PUCKa
pPa3BUTUA MHPEKLMOHHbBIX OCNOXHEHWW, @ TaKXe MNOBbl-
LWEeHWIO KayecTBa XM3HW MauMeHToB. «Manble» KIWHUYe-
CKMe Mpu3HaKu AT/l BK/IOYAIOT, KakK NpaBuWIO0, 3/1EMEHTHI
KCepo3a KOXW W HepeLKo XapaKTepuayloTcs aedexktamu
KOXHOro 6apbepa. B ¢BS3K ¢ 3TMM Ha3HavyeHne 3MOJIEHTOB
M CPEeACTB, YCKOPSIOWMX pereHepauuio, saBasgeTca obs3a-
TeNbHbIM B HApy>XHOW Tepanunun 3ab60neBaHuns.

UCTOYHUK ®UHAHCUPOBAHUA
CtaTbs oOnNy6/MMKOBaHa Mpu MNOALEPHKE KOMMaHWUM
«bep dabp».
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LleHa nopnuCKKu*:
nonropa (3 Homepa) — 450 py6.,
rop (6 HomepoB) — 900 py6.

LleHa nogNUCKKU*:
nonropa (3 Homepa) — 450 py6.,
rop (6 HomepoB) — 900 py6.

* CTOMMOCTb YKa3aHa anst duanyeckux nuu. [locTaBKa ypHanoB BK/IOYEHA B CTOUMOCTb.
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PepakumoHHas
nognMcKa — 3T10:

° MoAnNMCKa c 1I060ro Homepa
Tenepb NoANMCATLCS MOXHO

¢ ntob0oro Homepa Ha rog,

WAW Ha Nonroaa

* ya06¢cTBO onnathbl

Mo kBUTaHLMKM B IIO6OM OTAENEHUN
Cbepbatka PD.

Pa36op4mBbLIM NOYEPKOM BNMLIUTE
B KBUTAHLIMIO CBOW JINYHBIE AAHHbIE:
®UO nonyyatens, agpec Ans
[LOCTaBKM XYPHANOB C MHAEKCOM,
KOHTaKTHbIV TenedoH. OTmeTsTe
HY>XHbIV XXYpHan v Nnepuog,
NOAMUCKN N YKaXUTE ee CTOMMOCTb.
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D WS e 0CHOBDI MMIMYHOROTHI

YBAJKAEMBIE YNTATEIN!

NsparenbctBo «Ilegmatpb»  BBIYyCcTHMIIO
TpeTbio KHUTY cepun « OCHOBBI IMMYHOJIO-
TUU» — Y4eOHO-MeTOIYecKoe mocobue s
CTYE€HTOB-CTOMATO/IOrOB «OCHOBBI MMMY-
HO/IOTMH JI/Is1 CTOMATO/IOTOB» 10T peflaKI /-
enn JI.B. Iamkosckoin, JI.C. Hama3soBoii-

bapanosoii, M.A. CTeHNHOIL.

ANf CTOMATOOroB

YHEGHOE NOCOGME ANA CTYAEHTOB MEAWLHWHCKKX BY30B

Mop penakumei
1.B. FankoBcko#, J1.C. Hamasosoi-bapanosoi, M.A. CTeHMHOR

Mockea
MNeanarph
209

B nepsom pasgene

Tpetun pasgen

OCBeLLaloTCs OCHOBbI 06LLEN NMMYHONOTMN: CTPYK-
Typa MMMYHHOW CUCTEMbI U 06LLIME 3aKOHOMEPHOCTM
ee yHKUMOHMPOBaHWA. [aHa xapakTepucTuka
OCHOBHbIX MEXaHN3MOB BPOX/AEHHOr0 11 afanTUBHO-
ro ummynuteta. OTAeNbHble rNaBbl MOCBSLLEHbI
XapaKkTepuCTVKe KNETOK WUMMYHHOM CUCTEMbI, MPOo-
ueccam amddepeHunpoBkM T- 1 B-numdoumTos,
CTRYKTYPE U PYHKUMAM aHTUTEN, CUCTEME LIMTOKM-
HoB. PaccmaTpumBatoTcst CTpoeHme 1 oyHKUMK rnaB-
HOro KOMMeKca rmcToCoOBMECTUMOCTM YeoBeka.

Bo BTOpOM paspgene

O3HaKOMUT YuTaTenemn c NPOABNEHNAMIN HaPYLLIEHNIA
NMMYHHOW CUCTEMbI MPU MEPBUYHBIX Y BTOPUYHBIX
nMMyHooeduumMTax, anneprm4eckx 1 ayToMMMyH-
HbIX ©onesHsx. B nocobuu npuvBeneH nepeveHb
BOMPOCOB A1 CAMOKOHTPOSA.

MpennoxeHHas CTPYKTypa nocobus NMoMOXeT CTy-
[eHTaM BbleVTb MPUHLMNMANbHbIE acnekTbl U3y-
4YaeMblX MPOLECCOB, OPraHM3oBaTb M KOHKPETU3N-
poBaTb U3y4YeHue OMCUUNNHDI.

PaHee BbInyLLleHHbIe
KHUMU cepuu

N3y4alTCst 0OCOOEHHOCTU OTBETA MMMYHHOW CUCTE-
Mbl Ha MWKPOBWOTY POTOBOM nonocTu. [MNpoBeneH
aHanM3 UMMyHoMNaToreHe3a XPOHWYECKMX BOCMnanu-
TeNbHbIX MPOLIECCOB B MAPOMOHTE, & TaKkKe OCIOX-
HEHW BHE POTOBOV MOMOCTH, BbI3bIBAEMbIX 0OUTAIO-
LMW B Hel BakTepusMu.

Mo Bonpocam NpmMobpeTeHUS MOXHO obpaLlaTbes
B U3garenbcTBo «[leguaTtpb»

E-mail: sales@spr-journal.ru, Ten.: +7 (916) 650-01-27.
Bunbema CaaksH

OcHOBbI DBLUGH UMMYHONOIWK OCHOBBI KNWHAYECHON
WMMYHONOTWKA K aNNepronorMu
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YBaxaemble yutarenu!

lNpennaraem Bawuemy
BHMMaHUIO HOBUHKU usaarenbcTBa «llegnatpb»

METO[bI UCCNEOOBAHUSA CNYXA YV AETEN
e, AsTopbl: A.B. Mawkos, 1.B. Haymosa, 11.B. 3enexkoBa

METOfEI HECTEQOEARKA .
GRVXA Y QETER B 6powtope npenctasned 00630p Haubonee BOCTPEOOBAHHLIX METOLOB WCCMELOBaHWA crnyxa y [eTeil.

[MocnenosaTenbHOCTb ONUCAHNS METOLMK COOTHOCUTCS C BO3PACTOM pebeHKa Ha4uHas ¢ nepuoaa HOBOPOXXAEHHOCTH.
[TepBblit pa3gen NOCBSILLEH BOMPOCY ayAMONOriY4eckKoro HEOHATanbHOTO CKPUHWUHIA. Takxe NPUBEMeHbl Apyrue
aKTyanbHble ayauonornyeckne MeToAbl, MO3BONAKLIME NONMy4aTb WHGOPMALMIO O COCTOSHWW OpraHa cnyxa u
CITyXOBOr0 aHanm3atopa W NpUMEHATb NOJNyYeHHble JaHHble AN NeYeHUs W CIyXOpeyeBoi peabunutaunu aeTen ¢
TYroyxocTbt0. B 3aKnouuTesibHbIX pa3genax onncaHbl CyobeKTUBHbIE ayauno-nornyeckue TecTbl. MeToamKa ToHanbHo
MOpPOroBoil ayanoMeTpui SBNSeTC 6a30BbIM TECTOM ANS OLEHKM CyX0BOW PyHKUMW. OnuUCaHHble PeYeBble TECTbI
M03BOJIAOT OLIEHBATH KOMMYHWKATUBHbIE HABbIKW U MTOKA3bIBATb 3DMEKTUBHOCTbL MPOBELEHHOI 0 C/TyX0NpPOTE3MpPOBaHMs
U KOXJ1eapHOM UMMIIaHTaLMmK C NocreaytoLen cryxopeyeBon peabunutaunen nauneHTa.

bpowtopa npeagHasHadeHa i Bpadeil CypAOnOroB-OTOPUHOMAPWUHIONOrOB, OTONAPWHTONOr0B, HEOHATONOr0B U
neanaTpoB, a TakXe Ans CTYAEHTOB MeAMLMHCKNX BY30B 1 OPAMHATOPOB.

Cepusa «bones3Hn getckoro Bo3pacta ot A ao f1». OcHoBaHa B 2012 ropy.

bPOHXWAJIbHAS ACTMA

60onesHn. PyKOBOACTBO OCHOBAHO HA COBPEMEHHbIX MEXAYHAPOAHbIX W KIMHUYECKMX pekomeHpaumsx Corosa
neamatpos Poccun, NOMHOCTLIO OTPaXKaeT TeKyLLMe NOAXO0AbI K AMArHOCTUKE 1 Tepanui 6pOHXManbHON acTMbl y feTei
COrMacHo NpuHUMNam JoKasaTenbHON MeAULNHBI.

KHura npefHasHadyeHa Ang Bpayelt annepronoros, nefuatpos, MynbMOHOMONOB U OPAMHATOPOB, 06YHatOLMXCa MO
CneunanbHOCTK «neanaTpusa» 1 «anneproaorua n UMMyHoOnNorua».

------- ? Mog pepakuueii: A.A. baparoBa, J1.C. Hama3oBsoii-bapaHosoii, P.M. Xautosa
{bonesnup — 5 y
4 aemckoro B pykoBOACTBE W3NOXEHbI MPUHLMMbLI ANATHOCTMKIA 1 NEYeHUs GPOHXWANbHON acTMbl y [ETeil, npeacTaBneHa
J Bo3pacma cTparerus BeIeHUst NaLMeHTOB C OCTPOM acTMON, KOpPeKLMs 6a3UCHON Tepanuu B 3aBUCUMOCTIA OT YPOBHS KOHTPONS
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BONKHANKHIT ACTMA

NEPBAA NMOMOLLb AETSAM.
CoBertbl ANA TeX, KT0 Xo4eT noMoYb, Korga peﬁeHKv nnoxo
NEPBAS Mop pepakumeii: A.A. baparosa, J1.C. Hama3osoii-bapaHoBoii

NnoMoLb ; _
NETAM B paHHoi 6polutope onucaHbl cnocobbl 0KasaHUA NepBoi MOMOLLM AETAM MPU HEOTIOXKHbIX COCTOAHMAX, TAKNX KakK

J— MOTeps CO3HAHMS, OCTAHOBKA [bIXaHUs 1 KDOBOOOPALLIEHUS, KPOBOTEYEHUS, TPABMbI, 0XKOTM, OTPABNEHNA 1 [p.

o 113gaHue paccymTaHo Ha LWNPOKWUIA KPYr yuTaTeneil n 6yaeT nonesHo He TONbKO MeJULMHCKUM paBoTHIUKaM, nejaroram
1 POANTENSAM, HO 1 MOAPOCTKAM C aKTUBHOW XKU3HEHHON No3uumeil. OHO NO3BONUT pacLUMPUTL KPYro3op B 06nactu
0KazaHus NepBoi NOMOLLM NOCTPafaBLLIEMy U HEOOXOAMMbIX LeACTBUI B KOHKPETHOW CNOXmMBLUeAcs cutyaunn. Mol
0YeHb HaZeemcs, 4YTO, U3Y4MB HaALLy KHUTY W CTaB ClyvyalHbIM CBMAETENEM 3KCTPEHHOW CUTyauuu, U Bbl CBOUMM
JENCTBNAMU cnaceTe XM3Hb KAKOMY-TO KOHKPETHOMY Ye/l0BEKY.
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