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Coto3 neguatpos Poccun npurnawaet Bac npuHaTe yyactue B padote XXII KoHrpecca neguatpos Poccum ¢ mexayHapoaHbIM
yyacTuem «AKTyasnbHble Npo6neMbl neguaTpumn» coBMecTHo c | Bcepoccuiickon koHepeHuueln feTCKUX 4epmMaTosnoros.

B pamkax KoHrpecca npoBogatcs | CaMMUT MeAULMHCKUX CreunanucToB U opraHM3aTopoB 3apaBooxpaHeHus «HyTpuTtus-
Hble KOMMOHEHTbI NPOorpaMMupoBaHus 3[0poBbs», |l Bcepoccuitickuin cemuHap «CtpaxoBas MeauuUMHa B OXpaHe 3[40pPOBbS
aeten», Il Bcepoccuiickuin ®opym «BonoHTepbl-meaukn — getam Poccun», Il HaumoHanbHas Accamé6nest «3alyuLleHHoe no-
KoneHue», IX EBpa3urickuin popym no pegkum 6onesHsam, X dopym getckux mepguumuHckmx cectep u Xl MexxpyHapopaHbii
c¢hopym AeTCKUX XUpPYpros 1 TpaBMaTosIoros-opTonenos.

Mporpamma KoHrpecca Bko4YaeT BONPOCHI OpraHn3aumm MeauuUMHCKOM NMOMOLLM AETAM, B TOM 4YUCIie NEPBUYHON, OXpaHbl pe-
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neguaTpum.

Mpu ycnewwHoM NpoxXoXAeHnn akkpeautaumm KoopanHaUMOHHBIM COBETOM MO Pa3BUTUIO HEMPEPLIBHOMO MeAMLIMHCKOro 1 dapma-
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Ha uepemoHuu 3akpbiTus KoHrpecca — 23 coeBpansi 2020 ropa — 6ynyT noasefeHbl ntorn KoHkypca Hay4YHbIxX pa6oT MonoabIx
Y4eHbIX.
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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
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CoenanTte war K 3awmTre
OT MHEBMOKOKKOBOW MHhEeKLUN

U

HAY

EOvHcTBEHHAs MHEBMOKOKKOBas!
KOHBIOrMpPOBaHHaA BaKLUWHa ONs geTen
OT 2 MecsILIeB 1 B3POCIIbIX BCEX BO3pacToB*

BakuuHa nHEBMOKOKKOBAA NOAMCAXaPULHAA KOHbIOTMDOBAHHAA AiCOPOUPOBAHHAS, TPUHAALATUBANEHTHAA

*KPATKASl UIHCTPYKLIMS no npumeHeHnto nekapcTeenHoro npenapara MPEBEHAP® 13
(BakLyHa NHEBMOKOKKOBAs NONMCaxapuiHas KOHbIOrMpOBaHHas afcopoupoBaHHas, TpMHaALATUBANEHTHAs)

NEKAPCTBEHHASl ®OPMA: cycneHaus Ans BHYTPUMbILIEYHOTO BBEAGHUS
BakuuHa Mpesexap® 13 coboit NHes-
MoKoKka: 1, 3,4, 5, 6A, 6B, 7F, 9V, 14, 18C, 19A, 19F u 23F, HANBMAYANbHO KOHBIOTMPOBAHHbIE

c i 6Genkom CRM n Ha
aniomukms hocdare.
OMUCAHKE

TomoreHHast cycneHaus 6enoro ugera.
NOKA3AHUSA Ans NPUMEHEHUA

- ThKa

i, BKNI0Yas
6aKTepUeMMIO, CEncuC, TAXENbIe )u (

(B TOM HUCTIe MEHUHTUT,

Crnocos NPUMEHEHMSA W A03bl
Cnoco6 Beegenns

BaKLlVIHy BBOAAT B paSOBOI?\ Ahose 0,5 M BHYTPUMBILWEYHO. ﬂETNM NepBbIX NET XNU3HN NPUBNBKN
NPOBOJAT B BEPXHE-HAPYXKHYIO NOBEPXHOCTb CPE/HEN TPETH Geapa, NMLam cTaplue 2-X ne - B
AeNbTOBUAHYIO MbILULY nneva.

Mepen npuMeHeHMeM WNPUY ¢ BakuuHoi MpeseHap® 13 HEOGXOAUMO XOPOLIO BCTPAXHYTH
no ly rOMOreHHOI He £CNK NpK 0CMOTPE COAEPXMMOro
WNpULA BbIABNAIOTCA UHOPOAHBIE YaCTULbI, MM COACPKMMOE BIMAAUT MHa4e, Yem B pasaene
«OnucaHie» HaCTOSLLIEA MHCTPYKLNN.

He Beoguts Mpesenap® 13 H

Ecnu Havata MpeseHap® 13,

B ArOAMYHYI0 06nacTs!
€ TakKe BaKUUHOI

W CPeHUe OTUTHI) (hopMbI ii, BbI3bIBAEMbIX ceporn-  1lpesenap® 13. Mpu y mexay nio6oro u3
108 1,3, 4, 5, 6A, 68, 7F, 9V, 14, 18C, 19A, 19F u 23F C 2 -X MeCAUEB XI3HN U fanee 663 Bbllle KYpCos seeneve £03 Mpesenap® 13 e
OrpaHU4eHNA N0 BO3PACTY: Tpedyetes.
- B pamKax 0 TU4ECKWX NPUBHBOK; Cxema sawumwaum
¥ 7ML FPYNIN MOBBILIEHHOTO PUCK PA3BUTUA NHEBMOKOKKOBOM UHCDEKLIMM. D Cxema P
B pamkax 0 TU4ECKUX NPUBMBOK BaKUHHAUMK BaKUMHaUMKW
COMMAcHO YTBEPX/AEHHbIM CPOKaM, @ TAKXKe LM rpynn pUcka no PasBuTHO MHEBMOKOKKOBOI O e
¢ 8 T.4. BUY - uHchexuyed, onkonorue- MeHee 4 Hefy Mexy BaeaeHuaMY. MepByio 03y MOXHO BBOAMTS
KM y Tepanuio; C aHaTOMUYECKON/ PG :;; © 2-X Mec. PeBaKUMHaLWA 0AHOKPaTHO B 11-15 Mec.
i i ¢ MMMNAHTOM WM NNaHupyio- 241 MaccoBas MMMyHI3aUMA AeTeil: 2 403bI C UHTEPBANOM He
LuMecs Ha 3Ty Onepauyio; NauveHTam ¢ NOATEKAHUEM CUHHOMOSTOBOA XUAKOCTU; C XPOHM- (G e ) G LA L LR )
HBCKUMM Nerkux, cepa it CUCTEMbI, NEYeHy, NoYeK 8 11-15 mec.
AnabeTom; 60MbHbIM 7 acTmoit; LETAM; LM, HAXOASWNMES B 711 mee 241 2 i03bI C UHTEPBANOM He MeHee 4 HeA MeXAY BBEASHNAMM
OpraHU30BaHHbIX KONMIEKTMBAX (AETCKYE AOMA, UHTEPHATI, aPMEICKYE KOMNIEKTUBbI); PEKOHBA- PeBAKUMHAWA OZIKOKPATHO Ha BTOPOM FOAY XH3HU
TIECLEHTAM OCTPOTO CPEAHErD OTUT, MEHWHI YT, u Hacto 12-23 mec 14 2 [103b1 G UHTEPBAIOM HE MEHEE 8 He/j MEXAY BBEAEHNTMI
DeTAM; nT BCEM NuLam cTapiue 50
IeT; Ta6akoKypUnbLLMKaM. 2 ropa u cTapue 1 OpHokpaTHo
NPOTUBOMOKA3AHUS ety panee [pesenap®
Ha Bsezjenme Mpeserap® 13 unu Mpeseap® npoTue. i Havaras 7- i1 BaKuWHoii Mpesenap®,
(B TOM 4ucne, aHa[‘)WﬂaKTI/I“IBCKVIﬁ LUOK, TAXKEble reHepanin3oBaHHble annepruyeckune DEBKL[VIH); MOXET 6bITh NpoAIoMKeHa npegeﬂapm 13 Ha N6oM atane cxembl NMMYHU3ALMMY,
K i /WA BCOMOTaTeNbHbLIM BeLlle-
cTBam; MpeseHap® 13 BBOAMTCA ; Mpeseap® 13 e ycTa-
0CTpble wn {Of 3a60- HoBreHa. PelueHue 06 MHTepBane Mexay BBefeHneM BakumH MpeseHap® 13 1 MMB23 cnepyet

NeBanwiA. BakuvHaumio NpOBOAAT NOCNE BbI3AOPOBAEHUA UM B NEPUOS PEMUCCHY.

B c

v NAUMeHTOB NOCNE TPAHCMNAHTAUMKM remMOnO3TUYECKMX CTBONOBLIX KNETOK PEKOMEHAYeTCs
Cepus UMMYyHU3awuK, cocTosLas u3 4 403 npenapata MpeseHap® 13 no 0,5 mn. Mepsas cepus
UMMYHV3aUUN COCTOWT M3 BBE/GHNSA TPeX 103 Npenapara: nepeas A03a BBOANTCA C TPETbero no
LUecToi Mecsi, Nocne TpaHCnnaHTauuu. VIHTepsan Mexay BBeAEHUAMU [OMKeH COCTaBnATb 1
mecau. F nosy BBOAUTSL Yepes 6 MecALeB nocne BeeeHNs
TPETbeN A03bI.
; neTam Mepsas cepus UMMYH#-
3auun cocTouT u3 3 -x A03. Mepsyto 103y CeayeT BBOAUTH B BOIACTE 2 MECALIEB HE3ABUCUMO
0T Macchl Tena pebenka, nocneaytoLLmue f4o3bl - ¢ uHTEpBanom 1 mecsu. Beeaexne YetsepToi
(6ycTepHoit) A03bI pekomeHayeTcs B BospacTe 12-15 mecaes.

IMMyHOreHHOCTb M 6€30NaCHOCTb BakLMHbI MpeBeHap® 13 NOATBEPXAEHD! ANA NOXMUMbLIX NALM-
€HTOB,

YCnoBus XPaHEHHA W TPAHCNOPTHPOBAHHS

Mpw Temneparype ot 2 o 8° C. He 3amopaxusars.

XpaHuTb B HEAOCTYNHOM AN AeTel MecTe.

TpaHcnopTuposatb npu Temneparype ot 2-25 °C. He 3amopaxvsarb.

[onyckaeTcs TpaHCNOPTVPOBaHMe NPy Temneparype Bbile 2-8 °C He Gonee NATYH AHeiA.

CPOK roAHOCTH

3 ropa. He ucnonb3osars nocne UCTE4YEHMs CPOKA FOAHOCTM, YKa3aHHOTO Ha YNaKoBKe.

NPEANPUATUE-NPON3BOANTENb

1. Ncpainsep Aipnana ®apmackioTukans, Wpnanaws Mpeinpx Kactn Buskec-napk, Knowpan-
KuH, [ly6nuu 22, Npnanana

2.000 «HMO MeTposakc ®apm», P Il Di 142143, obnactb,
r. Moponbck, c. Mokpos, yn. CocHosas, 4. 1

YNAKOBAHO:

000 «HMO Metposakc ®apm», F it D: 142143, o6nacrs, r. Mo-

nonbek, c. Mokpos, yn. CocHosas, A. 1

MPETEH3UM NOTPEBUTENEN HAMPABMISTH N0 AIPECY:

1.000 «Mdpaitzep NHHoBaummM», 123112, Mocksa, MpecHenckan Hab., a. 10, bL| «bawks Ha
HabepexHoit» (bnok C). Tenedpo: (495) 287-5000, thakc: (495) 287-5300

2.000 «HMO Metposakc ®apm», F i , 142143, o6nacts, T.
Moponbck, c. Mokpos, yn. CocHoas, A. 1 Ten./chakc: (495) 926-2107, e-mail: info @pelrovax. ru

3. ®epepanbhas cnyx6a no Haa3opy B cpepe 3ApaBooxpaequs (PocaapasHaaaop): 109074,

Mockea, CnassHckas nn., A. 4, cTp. 1 Ten.: (495) 698-4538; (499) 578-0230

000 «IMepaiizep ViHHoBauwmu», Poceus, 123112, Mocksa,
MpecHeHckas Hab., a. 10, BL| «BatuHs Ha HabepexHoii» (Briok C)
Ten.: +7 (495) 287 50 00. dakc: +7 (495) 287 53 00.
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HA MPABAX PEKJIAMbI

OynukceHT® — 6Monormyecknin npenapat, MHIM6MPYIOLWMIA GYHKLINK
OJHOBPEMEHHO ABYX KNtOYEBbIX LLUTOKUHOB UJ1-4 n UJ1-13,
UrpatoLLMx posib B NaToreHese acTMbi’2

_

ATVIEPTHYECKAR ACTMA

SRR Wl T2-ACTMA?
- | AynukceHT®
r UBHUMBHUHHAH ACTMA (aynnnyma6)

[YTb K

CMELLAHHAR ACTMA

10JIr0CPOYHOMY KOHTPONHO ACTMbI*

B kauecTBe 0ONOAHUTENBHOM MOALEPXKMBAIOLLEN TEPANNM
L7151 MauMeHTOoB cTapuwe 12 neT co cpefHeTHKEN0N U THKenomn
6poHXMaNbHOMN acTMOM!

CHMXEHUE YACTOTDI NOJIHAA OTMEHA YNYHLWEHNE OB,
TAXENbIX OBOCTPEHUN Mrgc

\:81/0 vy48/o Ano480Mn

Y NaLMEHTOB C UCXOAHBIM YPOBHEM NaLMEeHTOB, MOy4aBLUMX K 52 Hegene no cpaBHeHMIO
303>300 kn/mKn, NosyHaBLIMX Aynunymaé B nose 300 Mr k2H C UCXOAHbIM YPOBHEM Y MaLIMEHTOB,
Aynuayma6 B pose 300 Mr k2H B COYETaHUN C 6a3UCHOMN € 303>300 xn/mMKn, NOJTy4aBLIMX

B COYETaHUU C 6a3UCHOM TEepanuen*s Aynunyma6 B pose 300 Mr K2H
Tepanuein*? B COYEeTaHUM C 6a3UCHOM
Tepanuen**

D03 - 3031HOGUbLI; KN/MKN — KNETOK B MAKPONIMTPE; K2H — kaxxable 2 Heaenn; MIFKC — nepopasnbHbie riokokopTukocTeponab; O®B, — o6bem GopcMpoBaHHOrO BblAOXa 3a NepBYio CeKyHay
* Ba3ncHas Tepanws BkAoYana B Ce65 NPUMEHeHUe CPeHMX UK BbICOKMX 403 MHIaNALMOHHBIX MIOKOKOPTUKOCTEPUAOB B COYETaHUM C 6eTa-2 aroHnctamu v MrKC

Y NaLMEHTOB C FOPMOHO3aBUCMMO aCTMOM
Cnucok nuTepatypsbl:
1. VIHCTpYKLUMS NO MEAMLIMHCKOMY NMPUMEHEHMIO IeKapCTBeHHOro npenapata [JynukceHT® (aynunymaé). PernctpaumonHsii Homep J1M-005440 ot 04.04.2019 . 2. Wenzel S, et al. Dupilumab efficacy and safety in adults
with uncontrolled persistent asthma despite use of medium-to-high-dose inhaled corticosteroids plus a long-acting 2 agonist: a randomised double-blind placebo-controlled pivotal phase 2b dose-ranging trial. Lancet.
2016; 388: 31-44. 3. Diagnosis and Management of Difficult-to-treat and Severe Asthma in adolescent and adult patients. GINA Pocket Guide for Health Care Professionals v.2.0. Global Initiative for Asthma, April 2019,
38 p. 4. Castro M, et al. Dupilumab Efficacy and Safety in Moderate-to-Severe Uncontrolled Asthma. N Engl J Med.2018; 378: 2486-2496. 5. Rabe KF, et al. Efficacy and Safety of Dupilumab in Glucocorticoid-Dependent
Severe Asthma. N Engl J Med. 2018; 378: 2475-2485

Matepuan Ans cneuuanmcTos 3npaBooXp. . NMepea 03HAKOMbLTECh C NMOJIHOW UHCTPYKLMEl MO NpuMeHeHmIo. KpaTkas MHCTPYKUMS NO MeANLMHCKOMY NMPUMEHEHMIO leKapCTBeHHOro npenapata JynukceHT®
(nynunyma6). PermctpauuoHHbii Homep: JIM-005440 ot 04.04.2019 r. JlekapcTBeHHasi ¢popMa: pacTBOp /s MOAKOXHOTO BBeAeHMs. Papmakonormyeckue CBOWCTBa: AynunymMa6 — pPeKOMGUHaHTHOe 4enoBeyeckoe
MOHOK/OHanbHOE aHTUTeNo (noaTvn IgG4) K a-cybbeauHuLEe peLenTopa uHTepnenkuHa-4. ®apmakoTepaneBTU4eckas rpymnna: MHrM6uTopsl HTepenknHa. Kog ATX: D11AHOS5. Moka3aHus K NPUMEHEHMIO: aTOMWYECKUI AepMaTUT
CPeAHETAKENOro U TAXKENOro TeYeHWs y MauMeHTOB OT 12 fieT U cTaplue Npu HeAOCTAaTOYHOM OTBETE Ha Tepanuio TOMMYECKUMM NeKapCTBEHHbIMM NpenapaTamMiu UK B Clyyae, KOraa Takue mpenapaTbl He peKOMEeHAOBaHbIK
npumeHeHmio. Mpenapat [yn1KCeHT® MOXEeT NPUMEHATbC B MOHOTEPanuu WM OfHOBPEMEHHO C TOMMYECKUMM leKapCTBEHHbIMW NpenapaTamii; B KauyecTBe AOMONHUTENbHON NOAAEPXKMBAIOLLE Tepanin 6pPOHXUaNbHOMN acTMbl
CPeAHETAKENOro N TAXENOro TeYeHUs y NauMeHToB 12 neT U CTaplle C 303MHOGWIbHBIM GEHOTUMOM UAM Y NaLMEHTOB C FOPMOHAIbHO3aBUCUMON 6POHXMANbHOM aCTMOM, NOMyyYaloWMX NepopasbHble MIOKOKOPTUKOCTEPOUADI.
MpoTuUBONOKa3aHMs: NOBbILIEHHas YyBCTBATENbHOCTD K AyNWIyMaby niu nlo6oMy 13 BCMOMOraTe/lbHbIX BelecTs npenapata; AeTCKWIA BO3pacT A0 12 feT y NaUMeHTOB C aTONMYECKUM AePMaTUTOM CPEAHETSENOrO U TAXENoro
TeYeHUS U 6POHXMA/IbHO aCTMOM CPEAHETSIKENOTO U TAXKENOTO TEYEHUS B CBA3N C HEYCTaHOBAGHHBIMU SGGEKTUBHOCTBIO U 6€30MacHOCTbIO MPUMeHeHUs. C OCTOPOXKHOCTbIO: MPY 6ePEeMEHHOCTM (TOJILKO €C/IW OXMaeMasi Nosb3a
rnpeBblaeT NoTeHLManbHbIi PUCK Ans naoaa). Cnoco6 NnpumMeHeHUs 1 Ao3bl: NpenapaT [ynukceHT® BBOANTCA MOAKOXHO. ATONMYECKMit AepMaTUT: peKoMeHyemas i03a npenapaTa [ynukceHT® y B3poC/ibiX NaLUMeHTOB COCTOUT U3
HavanbHo A03bl 600 Mr (2 MHbekuwmm no 300 mr) 1 BBeAeHMs aanee 300 Mr kaxable 2 HeleN; B 3aBUCUMOCTM OT MHAMBUAYANIbHOTO TepaneBTUYECKOro OTBeTa 033 MOXET 6biTb Y no 300 mr 0. Peko ny

fi03a npenapata [lynukceHT® y NauneHToB C aTOMUYECKUM epMaTUTOM B Bo3pacTe 12-17 neT: Ans NaLMeHTOB C Maccoi Tena meHee 60 Kr HavanbHas Ao3a — 400 Mr (2 uibekuum no 200 Mr), aanee — no 200 Mr Kaxaple 2 Heaenu;
ANs NaLUMeHTOB C Maccoit Tena 60 kr u 6onee HavanbHas Aosa — 600 mr (2 webekumn no 300 mr), aanee — no 300 mr kawpable 2 Hesenn. BpoHxuanbHas acTMa: pekomeHfyemas fo3a npenapata [lynukceHT®
Y B3pPOC/IbIX MaLMEHTOB 1 AeTeit (12 neT u cTaple): HauyanbHas Ao3a — 400 Mr (2 nHbekuumn no 200 mr), aanee — no 200 Mr Kaxzable 2 HeaeNu. B 3aBUCMMOCTH OT MHAMBUAYabHOTO TePaneBTUYECKOro OTBETa 03a MOXET 6biTb
yBennyeHa ao 300 Mr kaxable 2 Hefenu. [Ins NauMeHTOB C MIIOKOKOPTUKOCTEPONA03aBUCUMON 6POHXMANbHO aCTMOM UM C COMYTCTBYIOWNM CPEAHETKENbIM UM TSHXKENbIM aTOMUYECKUM AePMaTUTOM, NPU KOTOPOM MOoKa3aHo
npyumeHeHue npenapata [lynukceHT®, HadanbHas Ao3a — 600 Mr (2 uHbekuum no 300 mr), aanee — no 300 Mr kaxzable 2 Heflenn. B cnydae nponycka A03bl NaLMEHT JOMKEH MOMYYUTb MHBEKLMIO Kak MOXHO CKopee U 3aTeM
MPOAOMKUTL NleYeHne B COOTBETCTBUM C Ha3HaYeHHbIM eMy PeXMMOM BBefeHUs npenapaTa. MMo6o4Hoe AedicTBUE: HanboNee YaCTbIMU HeXenaTeNbHbIMU PeakUMsAMM, KOTopble HaGIoAaNnCh B KIMHUYECKNX UCCNeaoBaHMAX
Yy NaLMEHTOB C aTOMMUYECKUM AEPMATUTOM, 6b1I1 KOHBIOHKTUBIT, 6aKTepuaibHbIA KOHBIOHKTUBUT, aNIepruiecknin KOHbIOHKTUBUT, PeakLMM1 B MECTE HBEKLIMM, Fepriec POTOBO MONIOCTH, 203MHOGUANS, NPOCTOI repriec, 6nedapuT,
3yA B rNa3ax, CHAPOM CyXOrO rN1asa; Hanbosnee YacTbiMU HeXeslaTe/IbHbIMU PeaKLMAMM, KOTOpble HabioAaNNCh B KNMHNYECKUX NCCNe0BaHMNSAX Y NaLMEHTOB C 6pOHXMaNbHOM aCTMOM, 6bIIM 3pUTEMa, OTEK U 3y/ B MeCTe MHbEKLIMM.
Mpodunb HexenaTtesbHbIX PeakLmit y NOAPOCTKOB C 6POHXMabHON aCTMOM /UM C aTOMMYECKUM AePMATUTOM 12 IeT 1 CTaplie 6bi1 CXOX C TaKOBbIM Y B3pOC/bIX MaLlNeHTOB.

[inst pa6OTHMKOB 3/]paBOOXPaHEHNs ®
MpencrasutenbctBo AO «CaHodu-aBeHTUC rpyn» (PpaHums)

SA N O F I \J 125009, Mocksa, yn. Teepckas, a. 22. Ten.: (495) 721-14-00, dakc: (495) 721-14-11, www.sanofi.ru nyn UKCEeHT —
SARU.DUP.19.05.0717a eka6pb 2019 (aynunyma6)
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TYI0noABWXHOCTb CYCTABOB — TUMYHOE NMPOAB/EHWE MITC | TNA'

9 bE3 bE3
~/ BOCMANEHWA JMOEKTA TEPAMVN

J10MONHNATEJIbHBIE CUMMTOMbI MATKX ®OPM MC
OrPYBEHVIE YEPT JWLIA 69-73%

[OPAXEHVAKAMNAHOB 59-68%

[EMATOCIT/IEHOMET A/IAA 28-67%

rPHIKM L = 54-60%
KUDOCKOIINO3 & 21-34%

PACWUWD®PYWN KOO MNDC
+ TI0MONHUTENbHbIE
CYCTABOB CAMITTOMbI
\4

OTNPABBTE CYXWE NATHA KPOBHA: 8-800-100-24-94

B C/IYHAE NOATBEPXAEHUA NWATHO3A MITC 1 TUNA
HAMPABBTE MALIMEHTA HA KOHCY TIbTALIWKD K TEHETUKY®

THE WP | REGISTRY. GEMETICS IN MEDICINE | VOLUME 16 | MMEER 10 | DCTOBER 2014

PS5 | GLOAAL PERSPECTIVE
i HAFRIDOSIS | N ENGL | MED 7001:344.162-8.

EWENT THERAPY IN, LI0R
B MUENZER | W SIS |: MAHAGEMENT AND IENT GUDELINES. PEINATRICS 2009, 123:15-29
B SBAUKET AL THE DIAGHISTIC JOURNEY OF PATENTS WITH MUCOPOLYSACCHARIDISS | A REALWORLD SURVEY OF FTERT AND PHYSICURN EXPERENCES. MOL GENET METAR REP 2016 569 @ 67-70

[PEACTABIEIETE A0 aCAHDIN ASEHT I AlPE
TEM: TR85)1 T2H 1400, DAKE (435 7751411 WWW SANDR
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CKOPO B NMNPOAAXE

Annepronorus ¥ UMMYHOJIOTUS.
MpakTUyecKne peKoMmeHaaLUn
AN neauaTpoB

Mopa o6buwen pegakumnen J1.C. Hamasoson-
BapaHoso#, A.A. bapaHoBa, PM. XauToBa

M.: U3a-Bo «[leamnatpbr», 2020. — 512 c.

Begywumn cneumanuctamm Cotosa ne-
anaTtpoB Poccun w apyrux npodeccuo-
HallbHbIX accouMauuri Bpavyen noaroTos-
JIeHbl peKoMeHZauuu Mo aniepruiyeckum
60ne3HsaM, naTosiorui UMMYHHOW CUCTEMbI
M BaKUMHaLMW, B OCHOBY KOTOPbIX MOJIO-
YKEeHbl MPUHLMMbI JOKa3aTelbHOW MeauLM-
Hbl. PaccmaTtpuBaloTcs BOMPOCHI NaTtoreHe-
3a, K/IMHWYECKOro TeYeHWs, AMArHOCTUKMU
M Nle4eHuns aTonmMyecKoro gepmatuTa, annep-
FMYECKOro pWHUTA, GPOHXMANbHOM aCTMbl;
ocoboe BHMMaHWe yheslieHO alroputmy
[OEVCTBUM Bpadva NpU HEOTIOXKHbIX anjiep-
rMYecKMx cocTosiHusx. peactaBneHbl aua-
FHOCTMYECKME KPUTEPUM OCHOBHBLIX GOpMm
UMMYHOAEDULMTOB U MPUHLMMBI MX Neye-
Hus. [ToMMMO 06LLMX BONPOCOB BaKLMHALMMH,
aBTOPbl aKUEHTUPYIOT BHUMaHWe Ha UMMY-
Honpodunaktnke Haubonee npPo6GIEMHON
KaTeropumu nauneHToB — feTen ¢ annepru-
YeCKOoM naTtonornen u UMMyHoaePULUUTHbIMU

COCTOSIHUAMMU.
KHura npeaHasHadeHa A9 MPaKTUKY-
IOWMX BpadYerl — neguaTpoBs, anneproso-

roB-MMMYHONIOrOB, AepMaTo/ioroB, Bpayen
0o6LLEN MPAKTUKKU, CTYAEHTOB MEAMLMHCKUX
BY30B.

AAAeproAorus
1 MMMYHOAOT 151

Moa o6Gweir peaakumein
A.C. HamazoBo#-BapaHoBo#,
A.A. bapaHosa, P.M. XautoBa

Mockea
Meavarpb
2020
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XeraCalm A.D

Db PeKTMBHO YCNOKAMUBAET CY XY,

[ns KSXHM, CKNOHHOM K ATOMMYECKOMY AEPMATUTY U 3ydy, XAOPAKTEPEH
MOPOYHBIN KPYT: PACYECHIBAHUE PA3PYLLAET KOXHbIN 6apbep, KOXa
CTAHOBWTCS PA3APAXKEHHOW U YI3BUMO.

XeraCalm A.D Eau Thermale Avene — nurelika cpeacTs, koTopble
YCMOKAWBAIOT 3yA2 61Arofaaps 3KCKMo3nMBHOMY BUOTEXHONOMMYECKOMY
aKTUBHOMY KOMNoHeHTy |-modulia®.

B pesynbTaTe MCNONb30BAHMA KOXA HOZOMAMO YCNOKOEHA U HAAEXHO
sawmiera. M Bca cembs HaKOHeL, 0BpeTaeT CNOKOICTBHE.

CTEPUJIbHASl KOCMETUKA: TAPAHTUPOBAHHAS
DPPEKTMBHOCTb M BE3OMACHOCTb.
\ * TonbKO TWATENBHO OTOBPAHHbIE KOMMOHEHTI
* bes koHcepsaHTOB
sterile |« SxckniosnBHas TY6A C BLICOKOI CTEMEHBIO FEPMETUYHOCTH

* He Hapywaet Mmukpobrom koxu

Y3HaTb 6OMbLIE O CTEPUNLHOM KOCMETUKE Bbl MOXETE HA CANTE:
Www.avene.ru

LABORATOIRES DERMATOLOGIQUES
Avene —=

PARIS

L 4

Pierre Fabre
Dermo-Cosmétique

1 Cpenree Bpems ncuesHoserns syaa 5 aneit (Mccnenosatme 1V dasi
npu yuactun 1711 naumentos Observational study Obs
RV4429A/RV4427A 2014 001 2014-2018) @paHuus, 3amopckue
Tepputopuu, Mranus. 75% naunertos ncnonssosanu XeraCalm A.D
1-2pasa B geHb B TeueHne 7[HEN Ans neveHns kceposa,
CONPOBOXACIOLLETOCS 3yA0M.

2 BLi3BQHHBI CyXOCTBIO KOXHM.



- . £

- 27 neT yCreLHoro M

 Tornmuyeckmnin ctepo

3 .
negnaTpos®

- BricTpoe H@biqu‘a 5
QIBJ1E

Y OPYrMX CUMMATOMS 1‘

N BbICTOOE 136

ot

ApsaHTaH®

- =

‘91;3_

ans-83pocnbix, Aesen u MaaaeH
¢ 4x;MecsiLeB pashevueHus
F'AepMaTuTa u aK3eMbl

!.‘.r
'

3

I 1/

WHcTpyKkums no y np p para
ARBAHTAH® — cokpalleHHas Bepcus. [leAcTBylolee BELLECTBO:
MeTunnpenHusonoHa auenoHat 0.1% . JlekapcTBeHHas ¢opMa:
Ma3b [N HOPYXHOrO MPWMEHEHUS, KPEeM ANs HAPYXHOro
MPUMEHEHWS,  3MyNbCUs AN HOPYXHOrO  MPUMEHEHMS.
®dapMakoguMHaMuKa: nopaenset BOCMAMTENbHbIE n
annepruyeckme KoxHsle peakuuu. Mocne MHOroKPATHOro
HOHeCeHwst Ha 6orbluve NMoBEPXHOCTU (40-60 % MoBEepXHOCTH
KOXM), @ TAKXe MPUMEHEHUM MOf OKKITIO3MOHHYIO MOBA3KY
He OTMeYaeTCs HAPYLIEHWUA GYHKLUMUA  HAAMOYEUHUKOB.Mpu
nNpUMeHeHWn 0o 12 Hepenb y B3POCHbIX U A0 4 Heflenb y AeTed
(B TOM Uncne, paHHero Bo3pACTA) He b0 BbISIBNIEHO PA3BUTUS
atpodum  koxu. M HUS K npl Atonuueckun
[[EPMATUT, UICTUHHAS 3K3EMA, MUKPOGHAS 9K3eMa, anepruieckuin
Y NPOCTON KOHTCKTHbIA AEPMATUT, NPOdECCUOHANBHAS 3K3eMa
(nns Bcex GOpM, KPOME BMyYTbCUM), AUCTUAPOTUYECKAS DK3EMA
(nns Bcex ¢opM, kpome aMyrbeuv). JlonmonHuTenbHo Ans
3MYyNbCUM: CEOOPEHbIN ASPMATUT, GOTOAEPMATUT, COMHEUHbIN

oxor. Mpor : TNEPYyBCTBUTENBHOCTb, TYGEpKyes,
CUOUANC U BUPYCHbIE MHEKLIMM KOXM, PO3ALIEd, NEPUOPASBHbI
[EPMATUT, YYACTKM KOXM C PeakUMen Ha BAKUMHALMIO,
[eTCKuin Bo3pacT Ao 4 mecsiueB. Cnoco6 npuMeHeHusl U Aos3bl:
1 pa3 B cyTkn. AnutenbHocTb — A0 12 Hep y B3pOCHbIX U A0 4
Hen y netei. Mo6ouHoe peicTBME: OYEHb PEOKO - MECTHble
peakumu (3ym, XKeHue, 3pnUTeMd, Cbifb); PEAKO — GOMUKYSIUT,
rUNepTPMXo3s, MepPUOPANbHLI  AePMATUT,  ASNUrMEHTALMS,
annepruyeckme peakumu. MNpu NpUMEHeHUn >4 Hepenb UK Ha
nnowaon >10% KOXKW, BO3MOXHbI ATPOGUS, TENEAHTUIKTAZNM,
CTPUM, OKHEPOPMHbIE U3MEHEHMS U  CUCTEMHbIE 3hdEKTbI
KopTukocTeponaos. Oco6ble  ykasauus: [lpu  Hamuuum
MHOEKLIMOHHBIX  OCNIOXHEHU  HeO6XOAMMO  [OMONHUTENbHOEe
cneunpuyeckoe nedenne. Maberatb nonapaHus B rIA3q.
BepeMeHHoCTb M nakTauums: Ecnv nonbsa npesbilaet puck. Mpun
NOKTALMU HE HOHOCUTb HO MOJIOYHBIE Xenesbl. JlekapcTBeHHbIe
B3OMMOAEWCTBUS: HE  BbiSBNEHO. YCNOBUS  OTNycka U3

M NO13563/03, N NO13563/02, M NO13563/04, N NO13563/01
WUctounukm unHpopmaumumn: 1. WHCTPYKLMS MO MEOMLIMHCKOMY
npYMeHeHuo npenapata AaeaHTaH®. 2. Blume-Peytavi U,
Wahn U. J Eur Acad Dermatol Venereol 2011;25:508-15. 3. Ipsos,
Prindex, oceHb 2018. 4. Garcia Ponte L, Ebert U. Frontiers of rapid
itch relief: a review of methylprednisolone aceponate. J Eur
Acad Dermatol Venereol. 2012 Nov;26 Suppl 6:9-13. 5. Mensing
H, Lorenz B. Experience with methylprednisolone aceponate
(MPA) in patients suff ering from acute and chronic eczema. Z
Hautkrankh 1998; 73: 281-285.

000 «JIEO ®apmacbioTukan MpopgakTte»

Anpec: 123315, Mockea, JIEHUHMPAACKUIA NPOCHEKT, 4. 72, Koprn. 2
Ten.: +7(495) 789-11-60, e-mail: info.ru@leo-pharma.com
www.leo-pharma.ru
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*  BoubImoii BBIGOP MEAUITMHCKON JIUTEPATY PbI

e Hwuskwue 1eHbl

* YnobGHas popma perucTpaim

* PasHble BApHAHTHI I0OCTaBKHU

* OmneparuBHas 0OpaTHas CBSI3b

* AxTtyanpnbie HoBocTH oT Coro3a nepnatpos Poccun

B KDPIHHY

WHOOPMAMDIR

JJleKTPpOHHAa s OUOJINOTEKA Ky PHAJIOB H3aTeIbCTBA
Coro3a negquarpoB Poccun «Ileanatp’b»

HerJIamaeM BaC IIOCETUTH HOBbIE CaﬁTbI )KypHaJIOB N3aaTeJIbCTBA 1 OILIEHUTH UX HpeI/IMyH_[eCTBa.

*  DJIEKTPOHHbIE BEPCUM JKYPHAJIOB B OTKPBITOM JIOCTYIIE, 32 MCKJIOYEHHEM IIOCJIEIHEr0 rojla BBIIIYCKA JKypHaJa
«BectHuk poccniickoii akazeMu MeIMITMHCKUX HAYK»

*  B03MOXHOCTb pa3MeCTUTh CTATHIO HA CAMITe C TOMOIIHIO 3JIEKTPOHHOU PeaKI[Uu

* [loamucka Ha cTAaTHIO, HOMED, HA TOJL JKYPHAJIOB TIOCJIE/IHErO TO/IA BHIITYCKA — T10 IleHaM PeaKI[nu

IIpenmynecTBa 1Jisi aBTOPOB >KYPHAJIOB:

* TOJIHOE COOTBETCTBUE CAUTOB JKypHaIoB M3aarebcTBa TpeOOBaHIAM 3apyOeKHBIX pedepaTuBHBIX 6a3 JaHHBIX
(Scopus, Web of Science, PubMed u 1p.);

* IPUCYTCTBHUE )KYPHAJIOB B pasJNUHbIX 6a3ax TanHbixX, Takux kak PUHIL, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITT RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u xp.;

*  pa3MelleHue Mo KeJAHUIO aBTOPaA IOTOJHUTEIbHBIX MAaTEPUAJIOB K CTaThe (BU/IE0, TTPE3EHTAIINH);

* Bce xypHapl BXoaAT B [lepevens BAK

@

=

- " R
Becthuk Poccuidickoi akapeMum MeauUMHCKMX Hayk fleauatpuyeckas d]apMaKOﬂél'Hﬂ" %

https://vestnikramn.spr-journal.ru http://pf.spr-journal.ru %\V/
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1 leTckuit caHaTopuin — PeabunutaumoHHbIi LeHTp «JeTckue JioHbl», CaHKT-TeTep6ypr, Poccuitckas deaepaLims

2 CaHKT-TeTep6ypreKuii rocyapcTBEHHbIN NeauaTPUHECKUin MeULIMHCKUIA yHuBepeuTeT, CaHKT-MNeTep6ypr,
Poccuickas deaepaums

3 HauuoHasbHbI MeOULIMHCKUIA MCCNefoBaTebCKUI LIEHTP M. B.A. AnmasoBa, CaHKT-MNeTepbypr, Poccuitckas
denepauus

CoBpemMeHHble noaxoabl K AUarHoCTuKe
u nevyeHuto PANS/PANDAS

KoHTaKTHas unpopmauus:

Koctnk MHHa AHaTonbeBHa, KaHaMaaT MEAULIMHCKMX HayK, HeBponor CaHKT-MNetep6yprekoro NBY3 «leTckuit caHatopuii — PL, «[leTckue [ioHbl»
Appec: 197701, CaHkt-MeTep6ypr, . CectpopeLK, 37-i KM MpumopcKoro wocce, 4. 1, Ten.: +7 (812) 246-22-88, e-mail: innakostik@yandex.ru
Cratbs noctynuna: 01.08.2019 r., npuHaTa K neyatu: 28.10.2019 .

PANS — neamaTpuyecKkuit OCTPbIf HENPONCUXUYECKMI CUHAPOM, KOTOPbINA XapaKTepusyeTcs BHe3arHbIM HayaioMm obcec-
CUBHO-KOMIMY/IbCMBHOIO CUHAPOMA, COMNPOBOXKAAETCS TPEBOIrok, SMOLMOHAIbHON 1abUIbHOCTbIO U APYTMMU CUMITOMaMMU.
PANDAS, win negnatpuyeckue ayTouMMyHHbIE HEMPONCUXMYECKME PacCTPOHCTBA, aCCOLMMPOBaHHbIE CO CTPENTOKOKKOBOM
nHpekynen, aaastotes nogrnnom PANS. B ctatbe npeactaB/ieHbl COBPEMEHHbIE AaHHble 06 3TMOJIOrMK, naToreHese, aguar-
HocTuKe n nedyeHun PANS/PANDAS. lNpoaHann3npoBaHbl BapuaHTbl BbI6OPa NpOTMBOBOCMAINTEIbHON U MMMYHOTPOMHOM
Tepanuu, BKIKYaKLen npuMeHeHne HeECTePOUAHbIX MPOTUBOBOCMAIMTE/IbHbIX MpenaparoB, IMIOKOKOPTUKOCTEPOUAOB, BHY-
TPUBEHHOIro UMMYHOITI00yNHa, Nnaa3Mmagepesa, pUTyKcumaba, Mopetnia MrukogpeHonaTa.

KnioyeBbie cnoBa: e, PANDAS, PANS, CANS, PITAND, o6ceccrBHO-KOMIY/IbCUBHbIA CUHAPOM, TUKM, TMINIEPKUHESDI,
CTPEMNTOKOKK, 3TNO10r1s, AMarHOCTUKa, J1e4eHHe.

(Ana untnpoBanus: Koctuk N.A., Koctuk M.M. CoBpeMeHHble noaxodbl K aAuvarHoctuke u nedeHunio PANS/PANDAS.
Bonpockl coBpemeHHou neguatpumn. 2019; 18 (5): 324-338. doi: 10.15690/vsp.v18i5.2055)

BBEAEHHUE

MeavaTpuyeckne ayToMMMYHHblE HEWPOMCUXUYECKHE
paccTpoicTBa, acCoLMMPOBAHHbLIE CO CTPENTOKOKKOBOWM
nHoekumnen, unn PANDAS (aHm. Pediatric Autoimmune
Neuropsychiatric Disorder Associated with Streptococcus),
XapaKTepUayloTCcs Halnyuem TUKOB M 06CECCHMBHO-KOM-
nynbcuBHoro cuHgpoma (OKC). KnuHuyecKass KapTuHa
HanoOMWHaET PeBMAaTUYECKYIO XOPEo, YTO HEPEOKO CTaHo-
BUTCS MPUYMHON OWIMOKKM B AMarHozax [1].

Mctopua nsydeHuns PANDAS HauvmHaeTcs ¢ 90-x rogos
NPOLWIOro BeKa, Koraa rpynna yy4eHbix n3 HaunoHanbHOro
MHCTUTYTa ncuxudeckoro 3goposbs (CLLUA) onucana naum-
€HTOB, Y KoTopbix Habmoaanca OKC, B HEKOTOPbIX Cydasnx
C TMKamM, KOTOpbIn MaHUdecTUpoBan nocne nepeHeceH-
HOM MHPEKUMK, KaK npaBuno, CTPENTOKOKKOBOW [1-3].
JTOM e rpynnon Oblin onpeaeneHbl NaTb AUarHocTUYe-

Inna A. Kostik®, Mikhail M. Kostik? 3

CKUX KpuTepues pacctpoinctea: 1) Hannume OKC ¢ TMKamu
unu 6e3 Hux; 2) Hayvano B npenybepTraTHOM BO3pacTe;
3) ocTpoe Hayano U BONHOOGpa3Hoe Te4vyeHwue; 4) acco-
unauma co CTPENTOKOKKOBOM WHEKLUWEN, Bbl3BaHHOM
[3-remonunTUYecKMM CTPENTOKOKKOM rpynnbl A; 5) accouu-
auua c HeBPONOTMYECKUMU CMMMNTOMaMM (4acTo Xopeu-
GOpMHbIE TMNEPKUHESBI B MasbLiax PyK WM HOI, MOTOpHas
rmnepakTMBHOCTL) [1]. Kpome Toro, Gbiin onucaHbl Takue
Hecneundumyeckme npmnaHakn PANDAS, KaK aMoLMOHaNb-
Has NabuNbHOCTb, CHUMXEHME LKOSbHOM YCneBaemMocCTy,
MMMYNbCUBHOCTb, CKNOHHOCTb K AEMNPEeCcCHn, TPEBOXKHOCTb,
HOYHble KOLWMapbl, pUTyasbl, CBA3aHHbIE C OTXOAOM KO CHY,
yxyaweHue noyepka [1, 3]. B ganbHenwem ncenegosarenm
06paTuAn BHUMaHUE Ha KIAUHUYECKYD HEOAHOPOAHOCTb
PANDAS (pa3Has cTeneHb BblpaxeHHOCTU U MOAMMOPGOU3M
KNUHUYECKUX NPOSBAEHUI), TPYAHOCTU YyCTAHOBNEHUS B3a-

1 Children’s Sanatorium-Rehabilitation Centre «Detskye Duny», Saint Petersburg, Russian Federation
2 st. Petersburg State Pediatric Medical University, Saint Petersburg, Russian Federation
3 Almazov National Medical Research Center, Saint-Petersburg, Russian Federation

Current Approaches to PANS/PANDAS Diagnostics

and Management

PANS, or Pediatric Acute-onset Neuropsychiatric Syndrome, is characterized by the sudden onset of obsessive-compulsive syndrome
and accompanied by anxiety, emotional lability and other symptoms. PANDAS, or Pediatric Autoimmune Neuropsychiatric Disorder
Associated with Streptococcal Infections, is a subtype of PANS. Modern data on PANS/PANDAS etiology, pathogenesis, diagnostics
and management is presented in this article. Therapeutic decisions on using anti-inflammatory and immunotropic therapy including
non-steroidal anti-inflammatory drugs, glucocorticoids, intravenous immunoglobulin, plasmapheresis, rituximab and mycophenolate
mofetil are analysed.
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MMOCBSI3N MeXay CTPENTOKOKKOBOM MHDEKLMEN N HaYanom
OKC wnnu TMKoB, HEeAoCTaTOK HaAeXKHbIX AMArHOCTUYECKMUX
MapKepos [4], 4To 06ycnoBmMIO BBEAEHWE HOBOIO Ha3BaHUS
3aboneBaHna — «negnaTpUyecKuU OCTPbIM HENPOMCUXMU-
yeckun cuHapom» (aHm1. Pediatric Acute Neuropsichiatric
Syndrome, PANS), knto4yeBbiM GEHOMEHOM KOTOPOro ABNS-
eTca 0CTpoe Hadvano cumntomoB [4]. CornacHO MPUHATLIM
B 2013 r. pekoMmeHaauunsam, PANDAS cnegyet cuuTtaTb noa-
T1nom PANS [5]. lMpKn 3TOM 6bIS1I0 OTMEYEHO, YTO HE BO BCEX
cnyyasix CTPENTOKOKKOBas MHOEKLMS NEKUT B OCHOBE Nato-
reHesa PANS, Ho Bce cnydyan PANDAS accouummpoBaHbl
CO CTPENTOKOKKOM [5]. BbiiM npeanoxKeHbl creayoliune
Kputepun PANS [5]:

1) peskKoe, gpamaTtnyeckoe Hadano OKC mnu pesKoe orpa-

HUYEHWe NOTPEBNEHNS NMULLK;

2) HanuMyne HemporncuUxMyecKMx CMMNTOMOB (= 2 ogHOBpe-
MEHHO) C OCTPbIM Havyanom:
° TpeBora;
® 3MOUMOHaNbHas NabunbHOCTb U/UNKN AeNPeccus;
®  pasjpaKMTEeNbHOCTb, arpeccust n/unM onno3uLMOH-
HOE NoBefEeHME;

° noBefeHYecKas perpeccus;

® CHM)EHME LWKONbHOW YycneBaemMoCcTU (CBSI3aHHOEe
C CUMHAPOMOM paeduunTa BHUMAHUSA/TUNEPAKTUB-
HOCTbIO);

® CEHCOPHble MNN MOTOPHbIE aHOMaNWK;

® COMaTM4yecKMe CUMNTOMbI, BK/lOYasa HapylleHue cHa,
3HYpe3, YacToe MoYencnycKaHue;

3) CMMNTOMbl HE OOBACHAOTCHA APYrMMWU M3BECTHLIMU 3a60-

NneBaHuAMM.

B 2012 r. psa aBTOpPOB Npeasnioxun 6onee WUPOKUK Tep-
MWH — «OCTPbI HEMPOMNCUXUYECKUI CUHAPOM Y AETEN» (aHITI.
Childhood Acute Neuropsychiatric Syndrome, CANS), BKto-
Yalolmi BCe NMCUXOHEBPONOTrMYECKUE CUMMTOMbI C OCTPbIM
MOJIHUEHOCHbIM HavanoM B pgetctee [6]. [peanorKeHHbIn
TEPMUH He TpebyeT accoLMaLmmn ¢ KOHKPETHBIM MUKpoopra-
HW3MOM, OrpaHUYEeHUA CUMNTOMOB TUKamu unn OKC nnu xe
NOBTOPEHUS CMMNTOMOB, HO TpeByeT OCTPOro ApamaTtuye-
CKOro Havana [7]. Takke B nuTepaType MOMHO BCTPETUTb
TEPMUH «NeauaTpuyeckme MHOEKUMOHHbIE ayTOMMMYHHbIe
HEeMponcuxMyeckne paccrTponctsa» (aHm. Pediatric Infection-
Triggered Autoimmune Neuropsychiatric Disorders, PITAND)
[2]. TepmuHONorMyeckas nytaHuuLa YCNOXKHSET MOCTaHOB-
Ky AvMarHosa W yKasblBaeT Ha HEOAHOPOAHOCTb 3TMONOMUK
M naTtoreHesa psja CXOXMX Mo KIMHUYECKOW KapTuHe 3a60-
nesaHum [8].

PANS/PANDAS: MYJIbTUAUCLIUIT/TUHAPHAA

MPOBJ/IEMA

Atnonorua

Ony6nMKoBaHO 60/blIOE KOMMYECTBO WCCNenoBaHUK,
B KOTOpPbIX M3yyanacb CBS3b CTPEMNTOKOKKOBOW MHEKLMK
C HEMPOMCUXMYECKMMM paccTponcTBamu. HeKoTopbie U3 HUX
noaTBepxKAaatoT Takyto cBa3b [9, 10]. Kak npaBunio, peyb
0 pesynbraTax PeTPOCNEKTUBHbIX UCCNEA0BaHUNI, B KOTOPbIX
yyYeHble MbiTanucb HanTM MapKepbl, oTanyatowmne PANDAS
OT TUKOB, cuHapoma Typetta wnm OKC [11, 12]. Apyrue
ucenegoBaTeny oTpuLaloT 3Ty ¢BAsb [13, 14].

PANS MOeT MMeTb pa3IMyHylo 3TUOJIOMUI0, B TOM YuUcne
FEeHETUYECKYIO MU MMMYHONIOTMYECKYD, C MpeaLWecTByoLen
nHpeKkumen unn 6e3 takosow [15]. MMpeanonaraetcs, 4TO
PANS nmeeT nOCTUHOEKLMOHHOE MPOUCXOXKAEHWE, OAHAKO
He oOGHapyXeHO cBA3U ¢ Havanom PANS HM gns ogHo-
ro MUKpPOOPraHn3mMa, Kpome CTPenTOKOKKa. Bmecte ¢ Tem
obeyxaaetcsa ponb Mycoplasma pneumoniae [16], Bupyca
rpunna HANL [5], Bupyca AnwtenHa—bapp [17], Borrelia
burgdorferi [18].

MatoreHes

CTPEenTOKOKKM — TrpaMnosioKUTENbHbIE MUKPOOPraHU3-
Mbl C KNIETO4YHOW CTEHKOM, B OCHOBE KOTOPOM NENTUAOMIMKaH
N TEMXOEBbIE KUCNOTbl CO BCTPOEHHbIMU 6enKamu. 3a aHTu-
reHHoe pas3Hoobpas3ue OTBeYaeT nojucaxapuj KieTo4HOM
CTEHKM, eMy OTBOAMTCS Beayllasi posib B NaToreHe3e ayToum-
MYHHbIX 3a6oneBaHui [19]. CTPENTOKOKK CNOCOBGEH Bbiae-
NATb GepMeHTbl U TOKCHHbBI, UMetoLlne 60MbLioe 3HayYeHue
B naToreHese CTpenToKOKKoBoW nHdeKunn [20]. Cpean 6en-
KOB K/NETOYHOW CTEHKWM Hanbonee ndydyeH M-NpoTeUH, KOTO-
pbii o0becrne4ymBaeT BbIXMBAEMOCTb CTPENTOKOKKa nocne
darounTosda, cnoco6eTBYS TaKMM 06pa3oM AUTENbHOM
NepcUCTEHLUN B OpraHu3mMe YesroBeKa pasfiMyHbIX aHTu-
rEeHOB, WU BbICOKMW YPOBEHb aHTUTEN AarKe NMpu OTCYTCTBUM
npu3HakoB 60ne3Hn [21-23]. B cTpykType M-npoteunHa
MMEIOTCS 3MUTOMbI, KOTOPbIE MEPEKPECTHO pearmpytoT ¢ pas-
NIMYHBIMW TKaHAMM 4enoBeKka (Mo3ra, KapaMOMMWOLMTOB
W T.4.). Taknm 06pa3omM, MoSIeKynsipHas MUMUKPUS ABASET-
Csl NaTOreHEeTU4YECKUM MEeXaHUM3MOM Pa3BUTUS ayTOMMMYH-
HbIX 3aboneBaHWK, Korga COOCTBEHHble MPOTUBOCTPENTO-
KOKKOBble aHTUTeNna pearnpyrloT Ha ayTOaHTUTeHbl XO35iMHa
[24]. NepeKpecTHON peaKTMBHOCTbIO 061afaloT cneayouine
aHTUreHbl CTPENTOKOKKa: rManypoHOBas KMCAOTa, Kancysbl
CTPEeNnTOKOKKa, N-aueTun-rnioKo3amMuH/nonnmcaxapua rpyn-
Mbl A, @HTUreHbl Hapy)KHOM MeMOpaHbl C MONEKYISAPHON
Maccon 60 n 67 k[a [19].

Mpeanonaraetcqa, 4to natoreHe3 PANDAS cxoaeH
C naToreHe3om xopeun CuaeHrama [25]. AHTUHENPOHasbHbIE
aHTUTEeNa Kiacca WMMMyHOrno6ynnHos (immunoglobulin,
Ig) G, akcnpeccupoBaHHble B-numdouuTamu, BCTynatoT
B peaKkuuio C MO3rOBbIMW aHTUreHaMu (4ONaMWHOBbLIMMU
peuenTtopamu, NU30raHINMMo3naoMm, Ty6yIMHOM) U aKTUBU-
PYIOT KanbLMN3aBUCUMYIO KanibMOAYMH-NPOTEUHKMHA3Y Il.
MocnegHss aKTMBUPYET TUPO3UHIMAPOKCUNA3y B Lonamu-
HEePrnuyecKMx HeMpoHax, YTo NPUBOAMT K MOBbIWEHMUIO YPOB-
HA AonaMuHa M cnocob6CTBYET AanbHenwen MaHUbecTaLnm
CUMNTOMOB [26, 27].

MMMyHONOrM4yeckne WuccnefoBaHMa nNoKasanu, 4To
MWLEHbIO ANS ayTOaHTUTEN, KOTOPble 0OHAPYKMBAOTCA KaK
npu peBMaTMyeckon xopee, Tak u npu PANDAS, asnset-
ca D2-ponamuHoBbIM peuentop (D2R) [28]. Ha MbIWwKHbIX
MOAenNsx 6bI710 MOKa3aHo, YTO CTPENTOKOKKOBas MHbeKLuUs
WHAYLMPYET BbIPabOTKY aHTUTEN K AOMaMWHOBbLIM peLen-
TopaM. lpu 3aTOM Yy MblIlEN, UMMYHU3UPOBaAHHbLIX Strepto-
coccus pyogenes, pasBuBaIUCb 06CECCUBHbIE MOBELEH-
yecKne W aBuratesibHble npobnembl [29]. M3BECTHO, 4TO
B 75-80% cny4asax PANS BbISBNSIOTCA HApyLWEHUS B UMMYH-
Hon cucteme [30]. Mpeanonaraetcs, YTO B natoreHese ayTo-
UMMYHHbIX HENPOMNCUXUYECKMX PacCTPOWMCTB WUrpaeT posb
AedeKT perynaTopHbIX T-KNeToK, KOTopble B HOPME [OOMK-
Hbl NpefoTBpallaTb Pa3BUTME AyTOMMMYHHbIX PeaKLui.
B nccnepgoBanmm 2007 . NOKa3aHO CHUXEHWE PEryaTOPHbIX
T-KNETOK Yy MauUMEHTOB CO CPEAHETSENbIMU U TSXeNbIMU
cuMnToMamMu cuHapoMa TypeTra, Y HUX e OBGHapyXeHo
3HauyuTeNbHOe CHUXeHue KonuvectBa CD8(+), Vbetal8(+)
T-knetok [31]. MMoKaszaHO TaKXe, 4YTO CTPENTOKOKKCMELM-
duyHble T-TMMOOUNUTLI HapyWwatloT CTPYKTYpHble U QYHKLMK-
OHaNbHble CBOWCTBA remartoaHuedanMyeckoro 6apbepa,
4YTO no3BongeT uupkyampyoowmm IgG n CD4+ T-kneTkam
NPOHWKaTb B MO3r M Bbl3blBaTb HEMpPOBOCMNaneHne 4vepes
rMNeprnpoayKLmMio nHTepnenknHa 17 A [32].

HekoTopble aBTOpbl BbICKa3blBalOT MHEHWE, 4YTO pas-
BuTME PANDAS MOMKET 6bITb CBA3AHO HE TOJIbKO CO CTPENTO-
KOKKOM, HO 1 C ApyruMun nidekumnamu [5, 16-18]. HecmoTps
Ha O/IMTENIbHOE U3YYEeHWE CBA3KU CTPENTOKOKKa C Pas3BUTH-
eMm PANDAS, Touka B 3TOM BOMpoOCe elle He mnocTaBieHa.
He WCKIOYEHO, 4TO 3TU MaAUMEHTbl UMEIKOT TFEHETUYECKYIO
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0630p NUTepaTyphbl

NpPeApacnonoKEHHOCTb K HEKOTOPbIM MHPEKLIUAM U CKIIOH-
Hbl K NaToNOrM4ecKoMy MMMYHHOMY OTBETY C BbipabOTKOM
NepPeKPeCTHbIX aHTUTEN K MUKPOGHbIM M MO3rOBbIM a@HTH-
reHam [33, 34].

B nocnegHee Bpemsi NpoBeAeHO 60MbLIOE KOMUMYECTBO
nccneaoBaHu Natodu3nonorum TUKOB, cuHapoma TypeTTa
n OKC. YuutbiBast posib 6a3anbHbIX F@aHIMEB B MOTOPHOM
KOHTPONE U APYrMX HapylleHWsX ABUXKEHWs, uccnegosate-
M chopmynmMpoBanM rmMnoTesy O CyWEeCTBOBAHWW KOPTH-
KO-CTpUaTo-TaNnaMOKOPTUKANbHbIX Lienern, a UMEHHO Hec-
KOMbKUX MNapasnfieibHbiX M30IMPOBAHHbIX CXEM 06paTHOWM
CBSI3M C BbIXOAAMM M3 MON0CATOro Tena, KOTopble HaleNeHbl
Ha nepBUYHble ABUraTeNbHble 061aCTU U KOHKPETHbIE npe-
MOTOpPHbIE M NpedpoHTanbHble 06acTh Kopbl [35]. OCHOBHas
QYHKUMS 3TUX CXEeM 3aK/yaeTcs B KOHTposie U Bbibope
LLeNneBoro ABUratenbHoro, KOrHUTMBHOIO U MOTMBALMOHHOIO
nosegeHus, dopmmpoBaHnn npusblyek [35, 36]. K coxa-
NIEHWUIO, YETKOro MOHMMaHWA MNOSIBNEHWUS TUKOB elle HeT,
HO Haubonee ybeauTENbHOW SBNSETCH TEOPUS YBEMYEHUSA
aKTUBHOCTWU [JOMOJIHUTENbHOW MOTOPHOM 06n1acTU A0 Hauva-
na nosiBneHus tukoB [37]. MpeanonaraeTca TaKKe, YTO 3Ta
o6nactb WUrpaeT poib B POPMUMPOBAHMU YYBCTBUTENbHbIX
dEeHOMEHOB, MNpPeaLWecTBYOWMX WCMNOMHEHUIO TUKOB (Mpo-
apoMasbHble MNOo3bIBbl). MarHUTHO-pe3oHaHcHas Tomorpa-
dus ronoBHOro mMo3ra nokasana yMeEHbLIEHWE pPa3MepoB
XBOCTaTOro sapa y AeTten 1 B3pOoC/bIX C CMHAPOMOM TypeTTa
[38] ¢ oTpuuaTenbHOM KoppensiuMen Mexay pasMepamu
XBOCTaTOro fpa B AETCKOM BO3pacTe U TAXKECTbIO CUMMTO-
MOB B cTapliem Bo3pacTe [39]. B nccnegosanumn E. Sowell
M cOaBT. Obl10 OOHAPYXEHO YMEHbLIEHUE pPa3MepoOB KOpbl
B CEHCOMOTOPHOM 061acTi, a TaKXe B APYyrux pervoHax
(BeHTpanbHas NI06Haa Kopa, Aop3anbHas TEMEHHas Kopa)
y Aeten ¢ cuHgpomom Typetra [40].

KnuHnveckune nposiBneHus

KnuHuyeckas KapTuHa cKnagblBaeTcsa M3 CUMMOTOMOB
OKC ¢ TMKamMun unn 6e3 HUX U MOXKET AOMNOSHATbCA 3MO-
LMOHaNbHON NabunbHOCTbIO, TPEBOroW, MOBEAEHYECKOM
perpeccuen, aHype3oM, CHUXKEHMEM LLKOIbHOW yCneBaemo-
ctn. CneayeT OTMETUTDL, YTO NMPU HEBPOMOrMYECKOM OCMOTPE
MOXeT HabnoaaTbCst HOpMasbHbIM HEBPONOrMYECKNI CTaTyC.

BHesanHoe Havyano OKC onuncaHo Kak ang PANDAS, Tak
n ana PANS [13, 41]. OKC BcTpeyvaetcsa ¢ yactoton 1-3%
B obuen nonynsauuu [42] U XapaKTepu3yeTcs Hanuynem
ob6ceccum (MOBTOPSIOWMECS MW MOCTOAHHbBIE MbIC/U, MOBYX-
[EeHUs, BOCMPUHUMaEMblE KaK HaBS34MBbLIE) W/UNW KOM-
nynbCKI (MOBTOPSIOLLMECSH YMCTBEHHbIE UM NOBEAEHYECKME
[EeNCTBUA, BOCMPUHMMaeMble KaK obsizaTefibHble B OTBET
Ha obceccuio). Y aeten HabnwgaeTca ABa BO3pacTHbIX NMUKa
3abonesaemoct OKC. lNMepBbin — B 8—12 neT (TaK Ha3bl-
BaeMbi OKC ¢ paHHMM Ha4vanoMm), xapaKTepuayeTcs YacTom
KOMOP6MAHOCTbIO C TUKaMKW UK cuHapomom Typetta [36].
3101 TMN OKC yYalle AnarHoCTUPYT Y Manb4YMKOB, OH MOXET
NPOABNATbCS KaK coYeTaHMeM 06Ceccu U KOMMNYNbCUK, TaK
M M30nnpoBaHHbiMKM Komnynbcuamu [42]. Tpun OKC ¢ pak-
HUM Ha4danom Tonbko 30% nauMeHTOB OTBedYaloT Ha npo-
BOAMMYIO dapmakonorundeckyto tepanuio [43]. Btopon nuk
NPUXOAMTCA Ha nocTnybepTaTHbiM Bo3pacT [42]. CumATOMbI
OKC npu nosgHeM Ha4dane nogo6Hbl TAaKOBbIM Yy B3POC/bIX
nauneHToB; cpean 60MbHbIX Gonble geBoyvek [42]. Kak
npaBwuo, NauneHTbl KPUTUYECKM OTHOCATCA K CBOEMY COCTO-
SIHWIO, YacCTO WCNbITbIBAKOT CTblA MO MOBOAY MMEIOLLMXCS
Yy HUX CUMMTOMOB, M MO 3TOM NPUYMHE MOTYT AONroe Bpems
He obpauiaTtbes 3a nomolulbto [44]. Mpu 3TOM Y HUX OTMEeYa-
€TCS XOPOLWWK OTBET Ha nNevyeHne U 61aronpUaTHbIA NPOrHO3
[42]. MpeanonaraeTtcs, YTO ABa BO3PaCTHbIX MMKa CBA3aHbl
C pasHbIMK 3TUONOrMYECKMMU BaKTopaMu, NpU 3TOM Nauu-

€HTaM C paHMM HayanoM CBOWCTBEHHa HacneACcTBEeHHas
npeapacnoioxeHHoCTb (BbicoKkasa Yactota OKC cpean poa-
CTBEHHMKOB) [44].

TuKM — O6bICTPble, HEPUTMUYHbIE, CTEPEOTUMHbIE ABU-
KEHUS UM BOKaNM3auMs, KOTOpble MOryT GbiTb MPOCTbIMU
W CNIOXKHbIMW M OXBaTbiBaTb Pa3/IMYHbIE MbllUEYHbIE TPYMMbl.
BonbHble MOryT He TONbKO NpeaYyBCTBOBaTb, HO M Moja-
BNATb nosiBneHne TMKoB. CornacHo MexayHapoaHoW Knac-
cuduKaummn 6onesHen 10-ro nepecmoTpa, B 3aBUCMMOCTHU
OT AMTENBbHOCTU W KIMHUYECKMX MPOSBNEHUI (MOTOPHbIE
MW BOKaNbHbIE TUKM) BbIAENSIOT:

1) TpaH3UTOPHbIE TUKK (ANUTENBHOCTb < 12 Mec);
2) XPOHMYECKUE TUKM (OUTENbHOCTb > 12 Mec);
3) cuHgpom TypeTTa ¢ BOKa/lbHbIMWU U MOTOPHbIMW TUKaMu

(anuTenbHoCTb > 12 Mec).

TMKM — Haubonee vactasg naTonorua AEeTCKOro BO3-
pacTta, XoTs WX pacnpocTpaHEHHOCTb B 06LWEN nonynsumm,
no pasHbiM AaHHbIM, Konebnetca oT 3 [45] go 21% [46].
Mpn 3TOM U3BECTHO, YTO HEKOTOPble MaUMeHTbl He obpa-
WwatTca K Bpayy M3-3a HE3Ha4YuTeNbHOW BblpaXKEeHHOCTH
TMKOB [42]. Cpeaun AeTen LWKONbHOro Bo3pacrta TUKKM OoTMme-
yatotes y 11-20%, pacnpocTpaHeHHOCTb CMHApPOMa TypeTTa
coctaBnsieT 5-7 cny4aeB Ha 10000 peten [3, 47, 48].
B 2002 r. B CLLIA 6b1n10 NpOBEAEHO UCCNefOBaHNE, BKIOYAB-
lwee 6onee 3 Tbic. AgeTen. MOTOpPHbIE WKW BOKasbHbIE TUKHK
B [OOLLIKOSIbHOM BO3pacTte oTmevanun B 22%, cpeau Aetew
HavyanbHOW WKoNbl — B 8%, cpean NoapocTkoB — B 3% Chy-
yaeB. COOTHOLWEHWE ManbiMKOB M AEBOYEK BapbMpoBaso
ot 3,8:1 B rpynne geTen HavyanbHOMW WKONbI Ao 6,1:1 B cTap-
lwen BospacTHou rpynne [49]. UIHTepecHO OTMETUTb, YTO AN
BCEX PACCTPOMCTB C TUKAMU XapaKTepHo npeobnagaHue nuL,
MYXKCKoro nona (ot 2:1 v Bbiwe) [50]. TpaH3UTOPHbIE TUKMK
BCTpeYalTcs NpUMepHoO B 5% cnydyaeB, UMEIOT JIOKaNbHble
MOTOPHbIE WM BOKasbHble MPOSIBNEHWUS C MOCAEAYOLLMM
NOSIHbIM UCYE3HOBEHMEM cMmnTOMOB [51].

XpOHUYECKNE TUKM, KaK NpaBuio, pa3BMBalOTCA B BOS3-
pacte oT 2 o 7 NneT, Npyu 3TOM MaKCuMMallbHas BblpaxeH-
HOCTb TUKOB HabntoaaeTca B 9—12 nert, 3atem cnegyet dpasa
ctabunusaumm n ocnabnenus cumnrtomoB [50]. N3BecTHO,
410 0Kono 40% peten ¢ cMHApoOMOM TypeTTa He UMeIoT TMKOB
BO B3POC/ION }KM3HMU, ELLE CTONBbKO e UMEIOT MUHUMaSbHbIE
nposiBfeHns 60/e3HM, KOTOpble He OKa3blBaloT BMSHUSA
Ha KayecTBO YXW3HWU, U TonbKOo 20% nauUMEHTOB MpPoaon-
XaloT oTMeyaTb TaXe/nble CMMNTOMbl 3aboneBaHusa [50].
B 60nblunHCTBE cydaeB 60/1e3Hb Ae6I0TUPYET NOSBIEHUEM
MOTOPHbIX MUraTENbHbIX UK NULEBLIX, PEXXE — BOKaJbHbIX
WK OPYrMX MOTOPHbIX TUKOB (AepraHune pyk, cnasm Tyn0Bu-
lWa u gpyrue cnoxHole asuxkeHus) [50]. Mpu XpOHUYECKOM
TeyeHunn 3aboneBaHus HabnogaeTcs yBeMYeHUe HacToTbl
M UHTEHCUMBHOCTM TMKOB B TEYEHWE HECKOSbKMX MecsueB
unun net [12, 52]. B TaKkunx cnydyasx poauTenu 4acto 3aTpya-
HAIOTCA YKa3aTb TOYHYlO AaTy MNOSIBAEHWUS CUMMTOMAaTWUKM.
BblpayKeHHOCTb CUMNTOMOB 06bIYHO BapbUPyeT BO BPEMEHM.
B HeKkoTOopbIX paboTax NoKa3aHa 3aBUCUMOCTb BblpaXKeHHO-
CTU TMKOB OT MCMXO3MOLIMOHANbHOIO0 COCTOSIHUSA pebeHKa,
HO 3TOT BOMPOC OCTAETCH AUCKYCCUOHHbIM [41]. Bo3HUKalOT
CIIOXXHOCTU B AnddepeHLnpoBaHnM BOTHOOOPA3HOro Teye-
HUSA 3ab6oneBaHns oT 060CTPEeHUa 60/1Ie3HM, MOITOMY Cylle-
CTBYIOT ONpefeNieHHble TPYAHOCTU B OLeHKe 3QPEKTUBHOCTH
nposoanmoro nevyenus [41]. Cneayet o6paTtuTb BHUMaAHMeE,
YTO HanM4yMe TMKOB AaneKo He Bcerga 0603HadvaeT gMarHo3
PANS/PANDAS.

PANS/PANDAS xapaKTepu3dyeTcs,, Kak npaBuio, BHe-
3anHbiM Havyanom, OKC ¢ TMKamn mnn 6e3 Hux. OgHaKko
J. Frankovich 1 coaBT. Ha6nogann 47 nauMeHToB, KOTOpble
CoOTBEeTCTBOBaNN BceM KpuTepusam PANS, 3a WCKIOYEHMU-
€M OCTPOTbl MPosiBNEHWI. ABTOPbI BbIAENWAM TPW TPYMMbI:



1) ¢ OCTpbIM Ha4YanoOM — CMMMTOMbI Pa3BMBALOTCS B TEYEHUE
3 ¢yT; 2) ¢ NOAOCTPbIM HavyanomM — CMMNTOMbI pa3BMUBaIOTCS
B NPOMeXyTKe oT 3 cyT Ao 8 Hef un 3) ¢ NoCTeneHHbIM Hava-
nom — 6onee 8 Hep [52]. Yactb geten ¢ PANS/PANDAS
MMEIOT OYeHb BbICOKYIO CTerneHb BblPaXEHHOCTU CUMMTO-
MOB, OHM MOTYT 06/1M3blBaTb 06YBb, NasfTb, UMETb MOTOPHbIE
W BOKaslbHble TUKMK, 3NNU304bl KpanHEN TPEBOIM U arpeccum,
4YTO ABNSETCH NPUYNHOM OBpalleHns K ncuxuaTpy [5].

Mo cteneHn Tsxectn PANS/PANDAS penat Ha nerkue,
cpegHue/Taxenble U 3KCTpeMalbHble/XKU3Heyrpoxatowme
[30]. Nop nerkumu cdopmamn PANS/PANDAS noHumatoT
cnyyau, Korga MMeKTCS KIMHUYECKM 3HaYMMble CUMMTOMbI
OKC, KoTopble MOryT npogoKatbes 40 1—2 4, NpoaBAATbCS
C MHTEepBaNaMu B TEYEHWE AHS U MPUBOANUTL K HE3HAYUTENb-
HbIM M3MEHEHUSIM KM3HEeLesATEeNbHOCTU OMa U B LWWKOne,
He BbI3blBas CWbHbIX CTpajaHWM M He BAMSSA Ha obuiee
PyHKUMOHMPOBaHWe. KaK npaBuno, TAXKECTb CUMMMTO-
MOB HaxoAuTca B «Npo6AEMHOM, HO TepnuMoMm» Auana-
30He [30]. Y geTten co cpeaHuMu uan Taxenbimu dopmammn
PANS/PANDAS HabntogatoTcs CMMMNTOMbI, KOTOpble MOTyT
3aHMmaTb Ao 50-70% BpemeHn 604pCTBOBAHMUA, C KOPOT-
KUMU nepuogammnm obnerdyeHus, Korga pebeHOK MOXKeT
3aHUMaTbCs CBOen rnoBceaHeBHOM aeaTenbHocTbio [30].
[leTn ¢ 3KCTpeManbHbIMU KU3HEYrPOXKaloWMMKU CUMNTOMa-
Mn PANS/PANDAS ctpagatot ot cumntomoB OKC, KoTopble
3aHuMatT 90-100% BpemeHn 6oapctBoBaHus [30]. Y geten
C HapylweHWeM MULEBOr0 MOBEAEHUS MOIMYT Pas3BWUTbLCSH
06e3B0OXMBaHWE, 3Ha4YMTENbHAA NoTeps Macchl Tena (> 10%)
[15]. NauneHTbl MCNbITbIBAKOT rEHepann30BaHHyD TPEBOrY,
[enpeccuio, 3MOLIMOHaNbHYO abUNbHOCTb; ¥ HWUX Habsto-
JatoTcsa Taenas noBeAeHYecKas perpeccusi, KOrHUTMBHas
AMCOYHKLMS, YXYALEeHNe NaMaTH, coLmanbHas abCTUHEHLMS,
pas3aparKMTeNbHOCTb, arpeccus, aMouMoHanbHas nabwib-
HOCTb, ranfluuMHauMm u/vnu 6pen, ceHcopHas amnandu-
Kauus, ABuratefibHble paccTponcTBa (XOPEWYECKUW, OUC-
TOHUYECKUN U CTEPEOTUMHbIN), TUKK, YTO B COBOKYMHOCTH
NpMBOAUT K NoTepe TPYAOCNOCOOGHOCTU U HOPMalbHOM KN3-
HepesTenbHocTH [30].

AwnarHocTtuka

PANS/PANDAS — anarHo3 UCK/OYEHUS, MO3TOMY TaKue
[EeTU OOMIKHbl OblTb BCECTOPOHHE 06cnefoBaHbl. [AnarHos
PANS/PANDAS ocHOBbIBaeTCsi Ha AaHHbIX aHaMHe3a, Kiu-
HUYECKOM KapTUHbl U nabopaTtopHbiX o6cnegoBaHui. [pu
U3Yy4EHUN CEMENHOro aHaMHe3a HeOob6XOAMMO BbIACHUTb
HanMyine y POACTBEHHMKOB NalMeHTa HEBPONOTrMYECKMX,
NMCUXMYECKMX PACCTPONCTB, ayTOMMMYHHbIX M ayToBOCManu-
TeNbHbIX 3ab60neBaHUn, cnydyaes UMMyHogedULUNTa, YacTbiX
MHPEKUMIA, BKKOYAS PeLnanBUPYIOLLYIO CTPENTOKOKKOBYIO
nHdekumto [5, 16]. Npu cbope aHaMHe3a HeO6X0AMMO 06pa-
WaTtb BHUMaHMe Ha AaHHble 06 MMEBLUMXCSH CKap/iaTUHOMO-
LOGHOW CbINKW, UMMETUIo, NepuUaHanbHOro UKW BYNbBapHO-
ro gepmMatura MAu Apyrux nposiBNEHWK CTPENTOKOKKOBOW
MHPEKUMN B TeYEHME NpeaLlecTByolmx 6 mec [5].

JlabopaTopHasi JuarHoCTUKa CTPENTOKOKKOBOM

HHPEKUNHn

OnpeaeneHne npeawecTBYOLEN CTPENTOKOKKOBOM WH-
deKuMn YacTo TPyAHO peann3oBaTb Ha NPaKTUKE MO Hec-
KONbKUM NpuyMHaM. PeTpocneKkTMBHaa nHbopMaLmns 4acto
HenosHasa WAM HepocTynHa. Kpome Toro, mpu OCTpo BO3-
HUKLWKWX TUKaX y AeTen peaKo 6biBatoT NpU3HaKku papuHruta
[53]. PekomeHayeTca aenaTb Ma30K U3 MOTKU BHE 3aBUCU-
MOCTM OT HaJM4YUsa WUAM OTCYTCTBUS KAMHUYECKOro dapwuH-
ruTa, Npu 060CTPEHNUU NMCUXOHEBPONOTMYECKUX CUMNTOMOB
[53]. Mpu nony4yeHnn oTpmuLaTenbHOro peadynbrata aHannsa
HEeo6X0AMMO y4MUTbiBaTb GaKT BO3MOXKHOW MpealecTByio-

len aHTMbGaKTepuanbHoM Tepanuu. Bmecte ¢ Tem cneay-
€T MPUHATb BO BHMMaHWE, 4YTO BblAeNleHWe CTPENTOKOKKa
npu 6aKTEepPUONOrMYECKOM aHaln3e MasKa C MWHAaIMH
W TNOTKW 3aBUCUT OT TEXHUKU MCMONHEHUS MaHWNynsuuu
M COBNIOAEHUA NpaBuN TPaAHCNOPTUPOBKKM BGUOMaTepuana;
HeJOCTaTKOM 3TOr0 MeToAa SIBASETCH AAUTENbHOCTb MOony-
YeHWs pesynbTaToB.

B nocnegHee Bpems paspaboTaHbl 3KCNpecc-TecTbl Ans
[OMarHOCTUKK CTPENTOKOKKOBOW MHPEKLMN, KOTOPbIE NO3BO-
NS0T BbIIBUTb FTEMOJIMTUYECKUI CTPEMNTOKOKK rpynnbl A Heno-
CpeacTBEHHO B Ma3Ke M3 poTornoTku [54]. Ang AMarHoCTUKK
MHPEKLUMM UCMONb3YIOT OnpeaeneHne YpoBHS TUTPa aHTUTeN:
aHtuctpentonuanHa O (ACJI0) M aHTMAE30KCHMPUBOHYKea-
3bl B (a[JHaza B). Ha npumepe 150 geten ¢ TMKaMu 6bino
yCTaHoBMEHO, 4TO ypoBeHb ACJ/I0 > 500 ME/Mn umencs
y 38% nauueHToB nNpoTtuB 2% B rpynne KOHTpons (cpea-
HMe 3HayeHus nokaszaTens coctasunn 434 n 155 ME/mn
COOTBETCTBEHHO), 58% OeTern UMeNn OTArOLLEHHbIM aHaM-
He3 Nno TMKaM, y NaLMeHTOB C TMKamMM OTMeYanncb YacTble
WHPEKUMN BEPXHUX AblXxaTenbHbIX nyter, 17% nauneHToB
MMeNn BbICEB CTPEMTOKOKKA M3 POTOINOTKU. B rpynne KoH-
TpoNs He 6bl0 OTArOWEHHOro aHamHe3a Mo TUKam cpe-
OW POACTBEHHWMKOB MNEPBON W BTOPOW CTEMEHM POACTBA,
perke oTMeYannchb 1 MHPEKLIMM BEPXHUX AblXaTeNbHbIX NyTEN.
OTMeYEeHO TaKKe, 4TO BO BPEMS BM3WTOB K Bpayy HWU OAWH
M3 NauMeHTOB C TMKaMW He MMen MpPu3HaKoB GapuHruTa,
n ecnn obcnefoBaHWe BbIMOMHANOCH CTaHAAPTHLIMKU GaKTe-
PUONOTMYECKMMU METOAAMM, TO OBHAPYIKEHME CTPEMNTOKOKKA
6bIN10 04EHb HU3KMM — TONIbKO Yy 26 nauuneHTos [55].

B 2010 r. 6bin0 NpOBEAEHO AMTENBHOE WUccnedoBa-
Hue, B KoTopoM y 160 nauuneHtoB ¢ PANDAS 6panu mas-
KW U3 [NOTKU EKEMECAYHO B TeYeHue 2 neT U NpoBoau-
nn aHanus Kposu Ha ACJIO v a[JHasy B kaxkable 3 mec.
lMoka3aHo, 4TO ANA ANMArHOCTUKM CTPEMNTOKOKKOBOM UHPEK-
UMM HeobXxoaMMO onpeaensitb OGHOBPEMEHHO ABa BuAaa
aHtuten — ACJ1I0 u AlHa3sbl B, nockonbky npu PANDAS
MOXKET yBeIMYMBaTbCs TUTP aHTUTEN TOMbKO OAHOro BMAaa
[56]. Tak, npu nccnegoBaHUM TONbKO OAHOMO BMAA aHTUTEN
CTPENTOKOKKOBas MHbeKUMs M3 58 BnepBble 06HapPYKEH-
HbIX Cny4aeB He 6biia 6bl NoATBeEpKAEHa y 22% 60NbHbIX
[56]. O6HapyxeHUe ToNbKO OAHOKPATHOrO MOBbILEHWS YPOB-
Hf aHTUTEN MOKeT ObiTb HEAOCTATOYHO YYBCTBUTENbHbLIM
N cneundPuUYHbIM KpUTEPUEM ANS AMArHOCTUKM HOBOW CTpen-
TOKOKKOBOM WHPeKunn [56]. Heobxoamm nocnegosaTenb-
HbIi MOHWTOPWHI TUTPA aHTUTEN, MOCKONbKY MOKasaTenu
MOFYT OCTaBaTbCs MOBbIWEHHbIMW Ha NpPOTSXeHun 1 roga
1 6onee nocne nposouupyoLen MHOEKLMU. ITO 0COBEHHO
BaXKHO ANna mn3beraHus crnyvyaeB rMNepAnarHoCTUKKM Mpu
OAHOKPATHOM HE3Ha4YUTENIbHOM MOBbILWEHUN TUTPOB MNPO-
TUBOCTPENTOKOKKOBbLIX aHTuTen [13]. B HacTosilee Bpems
He onpeaeneHbl pedepeHCHble 3HAYeHUS YPOBHS aHTW-
TeN K aHTUMreHam CTPEenTOKOKKa. HeKoTopbiMM aBTopamwu
npegnaraetcs cyutatb NPU3HAKOM CyLLECTBEHHOrO U3Me-
HeHns 50%-Hoe yBenuyeHue unu cHuxeHune tutpa ACJIO
wnn afJHasbl B npu nosTtopHoMm onpeaeneHun [53]. Ecnu
AOCTYNHbI NpeablayliMe UCXOAHbIE 3HAYEHMS, TaKKEe MOXKET
6bITb None3Ho nposecth aHanma ACJ10 u alHa3sbl B Bo Bpe-
M$ 060CTPEHMIN MCUXOHEBPONOrMYECKNX cumnToMoB [53].
YpoBHu ACJ10 u a[JHasbl B TakKe MOryt ObiTb MOJy4€EHbI
C uHTepBanoMm 3-4 mMec Ansa pacrno3HaBaHWSa CYOKIUHUYE-
CKOM MHDEKLUMU NN OLEHKU 3PDEKTUBHOCTHU ONTUMAsIbHOM
aHTUMUKPOGHON nNpodunakTnukn [53]. CepunHoe TecTupo-
BaHWEe BaXHO MPOBOAMUTb B OAHOW CepTUdULMPOBAHHOM
nabopaTtopuu, YTO YBENMUYUT HaEKHOCTb pe3ynbratoB [53].
B Tabn. 1 npeactaBfieHbl peKOMeHJaumMm no BepuduKkaLmm
CTPENTOKOKKOBOW MHMEKL MK, KOTOPbIE MOTYT ObiTb MCMNOJb-
30BaHbl 4ns gnarHoctnkn PANS/PANDAS [53].
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0630p NUTepaTyphbl

Ta6nuua 1. MNp13Haku NpeawecTByoWER CTPENTOKOKKOBON MHPEKLIMK, No3BonstolmMe avarHoctupoBatb PANDAS (agantupoBaHo 13 [53])
Table 1. Signs of prior streptococcal infection allowing to diagnosis PANDAS (adopted from [53])

Mpu3HaKu cTPenTOKOKKOBOW MHDEKL UK, AoCTaTO4YHbIe AnA aAuarHocTuku PANDAS
(Heo6GxoaMMO Hannuue = 1 NPU3HaAKOB; AUArHOCTUYECKas LIeHHOCTb KPUTEPUEB He U3yyanachb)

He TpebyeT Hannuns KNMHUKKN papuHruta

o DapUHIUT ¢ XapaKTePHbIMU HEGHBIMKU NETEXUAMM
e dapuHInUT C XapaKTepHoW CKapnaTMHONOAOGHOM CbiMbio

nocnegHux 3—4 mec

e JlepmMaTuUT C JOKa3aHHOM CTPENTOKOKKOBOW 3TUONOTMEN

* YBenuyeHue ypoBHS aHTUTEN B CEPUM UCCIE0BAHNM, HE3AaBUCUMO OT PE3Y/ILTATOB SKCMPECC-TECTA U Ky/IbTyPasbHOro UCCeA0BaHMS.

e OCTpbIf GaPUHTUT C BbICEBOM CTPENTOKOKKA U3 ITI0TKU C YBENMYEHUEM UK 6E3 YBETMYEHUS YPOBHS aHTUTEN

o dapuHrUT 6e3 KyNbTypanbHOro UK CEPONOrMYEeCcKOro NOATBEPKAEHUS nocne 6M3KOro (4acTo AOMalLHEro) KoOHTaKTa ¢ nauMeHToM
C AOKa3aHHOM MHPEKLIMEN, BbISBBAHHOM reMOIMTUHECKUM CTPENTOKOKKOM rpynnbl A (FCA)

e beccMMnToMHOe HocuTenbeTBO MCA B rOTKe, NOATBEPKAEHHOE noce G/IM3KOro KOHTaKTa ¢ Hocutenem UHbeKLnm

e beccumnTtomHoe HocutenbcTBO CA B rOTKe nocne oTpuLaTenbHOro MasKka U3 roTkK, JOKYMEHTaNbHO NOATBEPKAEHHOE B TeYeHne

e OpgHOKpaTHoe uamepeHue ypoBHs aHTuTen ACJ10 unun aJHasbl B B Te4eHne 6 mec nocne nepBbiX NPOSBAEHUA NCUXOHEBPOIOrMYECKUX
CUMNTOMOB MOXET 6bITb PacLEHEHO KaK AMarHoCTUYECKOe, eCiv TUTP aHTUTeN > 95% nepuUeHTUNA NO OTHOWEHUIO K HOpMaMm NOKanbHOM
na6opaTopuu Ana ageTen conoctaBumoro sospacta unam ACJ10 = 1:480 unm afJH3a B = 1:1280

e OpHoBpeMeHHoe noBblweHue TuTpoB AC/10 n aJHasbl B > 80% nepueHTUna ans COOTBETCTBYHIOLLEro BO3pacTa B OAHOM M TOW e npobe
CbIBOPOTKM B Te4eHne 6 Mec nocne HavyanbHOro NosiBJAEHUs NCUXOHEBPONOrMYECKMX CUMNTOMOB

Mpu3HaKku cTpenToKOKKOBOW UHEKL UK, HeocTaTouHble Ana auarHoctuku PANDAS

oTpuuaTenbHble

e BbiceB CA U3 HEM3MEHEHHOW IMOTKM 6e3 NoBbIleHUs TUTpoB aHTUTen ACJ10 n alHasbl B

o dDapUHIKT, AMArHOCTMPOBAHHbIW KIIMHUYECKM 6e3 KyNbTypasibHOro NOATBEPKAEHUS

e [loBblweHue TuTpa ACJI0 unun aJH3bl B > 80% nepueHTMNa ans HOpMbl COOTBETCTBYIOLLENO BO3PacTa B Te4eHne 6 Mec nocne
HayvyaNbHOro NOSABAEHUS NCUXOHEBPONOrMYECKUX CUMMTOMOB, MPU 3TOM KyNbTypasibHOE UCCrefoBaHWe HeAOCTYMHO UK ero pesynstaTbl

*  BM3KKI (IOMAaLIHWIA) KOHTAKT C NaLUMeHTOM ¢ loKa3aHHoM [CA-uHdeKLmMen 6e3 KIMHUYECKOro GapuHruTa uan NpeanonoXmnTenbHo
CTPENTOKOKKOBOro AepMaTuTa 1 6e3 KynbTypasbHOro NoATBEPKAEHNS CTPENTOKOKKOBOW MHPEKLMK
®  WHTEPTPUIMHO3HbBIN UK NepUaHanbHbIi AepMaTUT 6€3 KynbTypasibHOro NoATBEPIKAEHUSA

B 2009 r. 6bi10 nNpoBeAeHO UccneaoBaHWE C WUCMOSb-
30BaHMeM 6enkoBoW NaHenu, cogeprauien 102 pexkom-
OUHaHTHbIX aHTUreHa S. pyogenes [23]. OCHOBHyIO rpyn-
ny COCTaBWIU [ETU C XPOHUYECKUMWU TUKaMM, Y KOTOPbIX
Ha MOMEHT UccnegoBaHus He 6biN0 NPoABAEHUH dapuHruta
M B aHamHe3e He OblI0 peBMaTUYECKUX 3aboneBaHWuM.
B uccnepgoBaHuu 66110 ABe rpynnbl CpaBHEHUS: 340POBble
neTn 6e3 TUKOB M 1IETU C MUKPOBMONOrMYECKM NOATBEPHKAEH-
HbIM dapuHrMToMm. MccnefoBaHue nokasasno, YTo aHTuTena
K 25 aHTWreHam CTPENTOKOKKa MPWUCYTCTBYIOT B CbIBOPOT-
Ke BCex Tpex rpynn, aHtuTena K 21 aHTUreHy BbISIBAEHbI
B CbIBOPOTKE MaLMEHTOB C TUKAMW U NaLUEHTOB C dapuH-
FMTOM, HO OTCYTCTBYIOT Yy 340POBbIX AeTeN. [19Tb aHTUreHoB
CTPENTOKOKKa Obln NPEeUMYyLLECTBEHHO acCoLUUMPOBaHbI
C TUKaMu y aeTen. MMMyHHbIM OTBET C NOBbILEHNEM YPOBHS
cneundunyeckmnx I1gG y naLmMeHToB ¢ TUKaMu 6bl Bbllle, YeM
y NauneHToB ¢ GapuUHIUTOM.

B HacTofwee Bpems Befetca paboTa Mo BbISBIEHUIO
MONEKYNSAPHbIX AMarHocTMyecknx 6uomapkepoB PANDAS.
B KayecTBe noTteHuUManbHbIXx GUOMapPKepPOB U3y4atoT ayToaH-
TmTena K D1- n D2-godamurHoBbIM peLientopam, B-TyGyauHy
n nuzoraHrmuosngy GM1 (nm30-GM1), a TaKkKe aKTUBHOCTb
KanbMoaynunH3asucumon kuHaszbl Il (CaMKIl) [26, 28, 57].
B yacTtHoCTW, uccrnefoBanu AWArHOCTUYECKYIO LLeHHOCTb
TUTpa aHTUTEN K 6a3asbHbIM raHrMaM, KOTOPbIV MOBbIWancs
y aetein ¢ PANDAS u y geTelt ¢ TUKaAMK, HO pasnnyui obHa-
Py¥UTb He yaanocb [58]. B HacTosiwee BpeMsa HaOeXHbIX
MoneKkynspHbix mapkepos PANDAS He BbissBneHo [59].

AnddepeHuynanbHaa AUarHocTUKa

B 6onblwom yncne nceneaoBaHuim He 6bl1I0 06HAPYKEHO
Hannine PANDAS-cneumndunyeckux cumntomom. Hanpumep,
B 2004 r. rpynna uccnegosatenen nokasana, 4yto PANDAS
1 peBmaTtnyeckas xopes MOryT 6blTb CXOXKKW Hanuynem xopeu-
GOPMHBIX TMNEPKUHESOB, HAMOMMUHAIOLWMX ABUXEHUS Masb-
LeB BO BpeMs Urpbl Ha dopTennaHo, O4HaKO UX OTCyTCTBUE
He ucknovaeT PANDAS [60]. Tukn n OKC yacto Habntoaa-

l0TCA B MPOAPOManbHOM MepUoLe XOopeu, a rUnepKuHesbl
npucoeanHatoTes nosaHee [60]. YxyaweHne novyepka v pas-
APaXKUTENbHOCTb TaKXe HabntoAaloTCs NP 3TUX COCTOAHUSAX,
O[JHAKO K/IMHWYECKas KapTUHa BCe e oTinMyaetcs. Xopes
4yacto umeeT MoHodasHoe TeyeHue. MNpu PANDAS oTmeva-
eTcA BO3BpalleHne CUMMTOMOB Mocne CTPENTOKOKKOBOW
WAK ApYyron MHbeKumu, 4to asnsetca 6a30BbIM KpUTEPUEM
PANDAS. Kpome Toro, npv OCTPOM peBMaTUHeCKOM nnuxopas-
Ke B 60/MbLUMHCTBE CAy4yaeB HabnoJaloTca M3MEHEHMUS Ha
3NIEKTPO- U IXOKapamMorpamme (M3MeHeHUs KnanaHoB cepa-
La) [61], 4To ABNAETCS BaXKHbIM A4/19 NOCTAHOBKM NpPaBU/bHO-
ro agnarHosa. Ana PANDAS Kapauonornmyeckue HapyleHus
HexapaKTepHbl [61].

B Kpyr anddepeHumnanbHon amarHocTnkm Bxoasat OKC,
HepBHas aHopeKcus, usberaHue/orpaHuyeHne notpebne-
HWUS NULLKW, TPAH3UTOPHbIE TUKK, BUNONAPHOE PaCCTPONCTBO,
xopesi CupeHrama, ayTOUMMYHHbIN 3HLedbanut, CUCTEMHble
ayTOMMMYHHble 3a6oneBaHus (CUCTEMHAs KpacHas BONYaH-
Ka, aHTUHOCHONUNUAHBIN CUHAPOM), NMEPBUYHbIE @HIUUTLI
LleHTpanbHOW HEPBHOW CUCTEMBI, 60N1e3Hb BunbcoHa [5].

JleyeHune

CyliecTBytoT pasHble noaxoabl K Tepanun PANS wu
PANDAS. lMpn aoka3zaHHOM MHOEKLUMOHHOM npupoae 3abo-
NleBaHna NPUMEHSIOT aHTUOUOTUKKU. B nutepatype umeloT-
CH [aHHble O MPUMEHEHUU TOH3MUUIIKTOMUU, TIIOKOKOP-
TUKOCTEpOMIOoB, nna3madepesa, Tepanuu BHYTPUBEHHbLIM
UMMYHOTTIOBYIMHOM  MAKM  MOHOKJ/IOHANIbHbIM  @HTUTENOM
npotns CD20 (putykcumab) npu PANS/PANDAS [62-64].
B 2017 r. ony6nvKoBaHbl TPW PYKOBOACTBA MO JSIEHYEHUIO
naumeHToB ¢ PANS 1 PANDAS, cogepalime pekoMeHaaLumnm
MO UCMOMb30BaHMIO KOTHUTUBHbIX U MOBEAEHYECKUX BMeLLa-
TEeNbCTB, UMMYHOMOAYIUPYIOLWLEN Tepanun U aHTMOUOTUKOB
[30, 53, 65]. B 2018 . 6611 0Ny6AMKOBAH cUCTEMATUYECKUI
0630p pe3ynbTaToB UCCNefoBaHWUM pPasnnyHbIX TepaneBTu-
YyecKux cTpaTerunv npu BegeHun naumeHtToB ¢ PANS, PANDAS
M CBA3aHHbLIX C HUMW PaccTPOUCTB [66]. B 0630p BKAOYMAN




ony6MKOBaHHble BKIOYMTENBbHO A0 2017 . 11 KAWHKUYe-
CKMX WCCneaoBaHWM, OAHO WccnedoBaHWe C pes3ynbraTamu
onpoca poautenen n 65 onucaHuM KIMHUYECKUX Cay4a-
€B, B KOTOpPbIX cO0OOWanocb 0 pesynbratax levyeHus 6onee
1500 6o0nbHbIX. B nccnegoBaHuu oueHnBanacb apdeKTUB-
HOCTb HECTEPOMAHBIX NPOTMBOBOCMNANWUTENbHbIX NPenapaTos,
rMIOKOKOPTUKOCTEPOUAOB, BHYTPUBEHHOIO MMMYHOI06Yn-
Ha, Nna3mMadepesa, NCUXOTPOMHbIX MpenapaTos, ncuxoTepa-
nMUKU 1 METOAOB KOMMIEMEHTAPHON U anbTEPHATUBHOM Mean-
UWHbl. OaMHHaUaTb U3 12 nccneaoBaHU UMENu BbICOKUM
WA YMEPEHHbIN PUCK CUCTEMATUYECKOM OWMOKK. ABTOPLI
0630pa caenanu BbiBOA, YTO 3GPEKTUBHOCTb BbllleyKa3aH-
HbIX METOJOB /Ie4YEeHUs HEe JOKa3aHa.

AHTHOaKTepuanbHas Tepanus

Hanbonee 4acto ana nedyenus naumeHtoB ¢ PANDAS
MCMONb3YIOT @aHTUOBUOTUKM NEHULMANMHOBOIO psiga U MaKpo-
nnapl (@3uTpomMuumMH) [67]. MNpu HanMYMM MPU3HAKOB TEKY-
LleNn CTPENTOKOKKOBOW WHPEKUMU (Npu BepuduLMpOoBaH-
HOM OCTPOM CTPENTOKOKKOBOM (dapuHrmute) npenaparamu
nepBon NMHWUKM ABASAIOTCA AHTUOUOTUKM MEHULMINMHOBO-
ro psifa, KOTopble PEeKOMEHAYETCH MPUMEHSATb KOPOTKUMM
Kypcamu (Tabn. 2) [68]. Ha 2—7-e cyT nocne 3aBeplUEHUs
aHTMOMOTUKOTEPanuK cneayeT chaenatb Mas3oK M3 MOTKM
Ha CTPENTOKOKK W B Crly4ae MOMIOKMUTENbHOro pesynbrarta
peKoMeHAyeTCs NpoBeAeHMe NOBTOPHOIO Kypca aHTMGMo-
TUKoTepanuu [53].

M. Murphy u M. Pichichero Ha6niogann 12 nauueH-
T0B ¢ PANDAS c BepuduUMpOBaHHbIM CTPEMTOKOKKOBLIM
PapuHInUTOM M BHe3anHbIM Havyanom OKC, TMKoB, TpeBOru,
CBSI3aHHbIX C paccTaBaHneM ¢ MaTepbto [9]. Bce naumeHThbl
NONYyYUNN AECATUAHEBHbBIN KypC aHTMOMOTUKOTEPaNnuK, KOTO-
pbi OKa3ancs 3apEKTUBHbLIM: OTMEYaNocb 6bICTPOE YMEHb-
weHne cumntomoB OKC, TpeBOrM n Bblpa*KEHHOCTU TUKOB,
cpeaHee BpeMms ucyesHoseHus cumntomoB OKC coctaBuno
14 cyt. ABTOpbl 06patUnM BHUMaHKe, 410 peumansbl OKC
6blIN CBSI3a@Hbl C PEeLUAMBOM CTPENTOKOKKOBOM MHObEK-
U1K, a NpUMEHEeHUe aHTMOMOTMKOB O6bICTPO MNPUBOAMIO
K YMEHbLUEHMNIO BblPaXEHHOCTU CMMMTOMOB. MHTEpEeCcHbIM
npeacTaBaseTcs TOT GaKT, 4T0 Y OTAENbHbIX JeTEN CUMMNTOMbI
OKC nosiBnsianCb Npu UCXOAHOM OTpULATENIbHOM pe3ynbrate
6aKTEpPMONOrMYECKOro MCCnefoBaHus, Torga Kak crtpen-
TOKOKK BbICeBascs TONIbKO 4yepe3 72 4 nocne peuuauea
cumnTtomoB OKC [9].

Mpn oueHKke 3GPEKTUBHOCTU MPUMEHEHUS aHTMOUO-
TUKOB O1s nedveHuns nauneHtoB ¢ PANDAS nonyyeHbl Heoa-

HO3HayHble AaHHble. PAg aBTOpPOB COOOGLWAET O XOPOLIEH
3PDEKTUBHOCTM aHTUOMOTUKOB [67, 69], Toraa Kak apyrue
nccnefoBaTtenv He yaoOBAETBOPEHbI pelynbTataMu fieve-
Hus [70]. T. Murphy u coaBT. NpoBenu ABOWMHOE crenoe
paHAOMM3MpOBaHHOE nnaueboKOHTPONMPYEMOE MUO0T-
HOoe uccnegoBaHMe MO MPUMEHEHMIO a3UTPOMMULIMHA
y aeten ¢ octpbim OKC [71]. B uccnegoBaHne BKIOYMIU
neten B Bo3pacte 4—14 net (63% MyXCKOro nona), KOTo-
pble npuHUManuM nnaue6o (n = 14) uan asUTPOMULMH
(n = 17) B TevyeHne 4 Hep (o1 10 mr/kr go 500 mr/cyr).
BblpaxeHHocTb OKC oueHnBanu npmv NoMoLLM WKasbl obLe-
ro0 KJIMHMYECKOro BrevyaTieHus TaxecTn coctosiHus CGI-S
(Clinical Global Impression — Severity). bbino nokasaHo,
4YTO Ha PoHe MpMemMa asuTPoOMULIMHA MPOUCXOAMNO0 YMEHb-
weHne TaKectn OKC. A3UTPOMMUUMH XOPOLIO MNEPEHOCUNI-
Csl, OTMEYEeHbl MUHUMaNbHble NO60YHbIE 3PPeKTbl. BmecTe
C TeM B rpynne asutpomuLmMHa Habnhanocb yBenuyeHve
mHTepBana QT Ha anekTpokapauorpamme (3KI) B KoHue
4-n Hep nedveHus. B aTon cBs3M aBTOpamMu MUCCNeaoBaHUA
6b1/10 cAeNaHo 3aK1yYeHne 0 He06X0AMMOCTU OCTOPOXKHOIO
NPUMEHEHNS a3UTPOMMULIMHA Y NALMEHTOB C YAJIMHEHHbIM
QT Ha OKI, a TakXKe y nuu, NpuMHUMalroWmUx npenaparbl,
cnoco6ceTByolme yanHeHuioo QT (Hanpumep, CeneKkTnBHble
MHIMOGUTOPbLI 06paTHOro 3axBaTta CePOTOHKHA) [71].

B uccnegosanum 2018 r. D. Calaprice n coaBT. 6bln
onpoleHbl 698 nauneHToB ¢ PANS, 675 13 KOTOpbIX Ne4un-
NMCb aHTMBMOTUKamu [67]. Hanbonee 4yacto UCMNOSb30Ba-
JINCb @MOKCUUMANWH, a3UTPOMULMH U aMOKCUUMKINH KnaBy-
naHaT. AHTUBGMOTUKM Ha3HavYanncb Kak KOpoTKMMM (< 30 cyT),
TaK M JIMHHBIMKU KypcaMu. KaKk npaBunno, aHTMGUOTUKM XOPO-
WO nepeHocunncb: meHee 10% ONPOLWIEHHbIX OTKa3anucb
OT Npuema aHTUOMOTUKOB BCNEACTBME PA3BUTUSA MOBGOYHbIX
adpoekToB. [pn cpaBHEHUN IDDEKTUBHOCTM MPOTUBOMMU-
KpOGHOW Tepanuu B 3aBUCUMOCTH OT AIUTENBHOCTU le4eHuns
aBTOpPbl OTMETUIM, YTO KYPC aHTMOBMOTHKOB > 30 cyT ABNsSeTCS
6onee apPEKTUBHBbIM MO CPABHEHUIO C KOPOTKUMMK Kypcamu
[67]. D. Lotan # coaBT. oueHuBanu adPeKTMBHOCTb aHTUOMO-
TUKOTEpPAnuUW Ha XUBOTHbIX MOAENSAX (KPbICbl) HEMPOMCHUXKU-
YECKMWX PacCTPOMCTB, aCCOLMMPOBAHHbLIX CO CTPENTOKOKKOM
[72]. UccnepoBaTenu chopmmpoBani ABe OCHOBHbIE Tpyr-
Mbl: KPbICbl, UMMYHU3UPOBaHHbIE CTPENTOKOKKOBbLIM aHTUre-
HOM, 1 30POBble KpbICbl. B Kaxaon rpynne 6bl/iv XXUBOTHbIE,
nosyYyasLlUMEe aMMULWASIMH C NMUTLEBOM BOAOM C MEPBOro AHA
HabnaeHNsA B TeYeHne 7 Hea U He nonyvyaBluMe aHTUBMOo-
TUK. ABTOpbI oueHnnn cogepxaHune D1- n D2-godamMmnHOBBIX
peuenTopoB M TUPO3WMHIMAPOKCKUNA3bl B MNpedpoHTab-

Ta6nuua 2. AHTMGaKTepUanbHas Tepanuns oCTPOro CTPENTOKOKKOBOMO GapuHruTa (agantuposaHo n3 [68])
Table 2. Antibacterial therapy of acute streptococcal pharyngitis (adapted from [68])

AHTUOGMOTUK

Jo3upoBKa

deHokeumeTunnenmumnaut (10 cyt, per os)

Oetn: no 250 mr 2-3 pasa/cyT
MoapocTku 1 B3pochble: no 500 mr 2 pasa/cyT

AmoKenumnauH (10 cyr, per os)

50 mr/kr 1 pa3/aeHb, MakcumanbHo 1000 mr

BeH3aTuHa 6eH3uNeHnUMNAnH G (0AHOKpaTHO, B/M)

Hetun (Bec < 27 kr): 600 TbiC. ea.
Hetun (Bec > 27 Kkr): 1200 TbiC. ea,

IMpn HenepeHOCUMOCTH NEHULUHIMHA

LedanekcuH (10 cyt, per os)

PazoBas go3a 20 mr/Kr 2 pasa/cyT, MakcumanbHas pa3oBas go3a 500 mr

Lledaapokrcun (10 cyT, per 0s)

30 Mr/Kr ofHOKpaTHO, He 6onee 1000 mr

Knuuaamuumh (10 cyr, per os)

PasoBas gosa 7 mr/Kr 3 pasa/cyT, MakcumanbHo 300 Mr Ha Nnpuem

A3UTPOMULMH (5 cyT, per 0s)

12 Mr/Kr o4HOKpaTHO, MakcumanbHo 500 Mr Ha npueM, 3aTeM B TedeHue 4 cyT
no 6 Mr/Kr B CyTKM (MakcumanbHo 250 Mr Ha npuem)

KnaputpomuumH (10 cyT, per 0s)

PasoBas gosa 7,5 Mr/Kr 2 pasa/cyT, MakcumanbHo 250 Mr Ha npuem
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0630p NUTepaTyphbl

HOM KOpe W cTpuatyme, a TaKxe oTnoxeHue IgG B npe-
dpoHTanbLHON Kope, cTpuatyme u Tanamyce. [pumMeHeHue
aMnuMuuMnIMHa npefoTBpallanc nosBflieHne ABuUraTenbHbIX
M HEKOTOPbIX MOBEAEHYECKUX UBMEHEHWUN, Bbl3BaHHbLIX BO3-
[LeNCcTBMEM CTPENTOKOKKOBOIO aHTUreHa, yMeHblLUano oT/1o-
weHue |gG B Tanamyce KpbiC, NOABEPTLIMXCH BO3LENCTBUIO
CTPENTOKOKKA, U CHUXano aKTUBHOCTb TUPO3MHIMAPOKCHUAA-
3bl U cogepxaHne D1- n D2-peuentopoB B cTpuatyme 6e3
OAHOBPEMEHHOIO CHUMXKEHWUS YPOBHS CbIBOPOTOYHbIX MPOTK-
BOCTPENTOKOKKOBbIX aHTUTEN. ITW pe3ynbTaTbl NOATBEPKAA-
0T Hann4YMe CBA3K MEXAY BO34EeNCTBMEM CTPEMTOKOKKOBOMO
aHTUreHa, AUCOYHKLUMEN LIEHTPaNbHbIX JOdaMUHEPTUYECKMX
nyTen v ABUratefbHbIMU U NOBEAEHYECKUMU WU3MEHEHUS-
MW, NPOAEMOHCTPMPOBAHHOE B ApYrMX nccnegoBaHusx [28].
ABTOpbI MOKa3au, YTO U3MEHEHME NOBEAEHUS, Bbl3BaHHOE
CTPENTOKOKKOBbLIM @HTUIeHOM, MOXET OblTb KynupoBaHO
npUMeHeHeM aHTMOMOTUKOB, YTO NO3BOSET Npeanonaratb
3PDEKTUBHOCTb MOCNEAHUX ONS NPOPUNAKTUKM HEPBHO-
NMCUXMYECKMX PACCTPOMCTB, acCOLMMPOBAHHbLIX CO CTPENTO-
KOKKOM [72].

AHTHGaKTepuanbHas NpopuiaKTUKa

B cBA3K ¢ pUCKOM peLmanBUpOBaHnS HEMPOMCUXMYECKMX
CMMNTOMOB MocCne 3nuM3oja 04YepeaHor CTPENTOKOKKOBOM
MHOEKLUMHK crieayeT cunTaTth LenecoobpasHon NnpodunakTuky
NMOBTOPHOr0 MHOUULMPOBAHMSA MaALMEHTOB CTPEMTOKOKKOM.
MocKoNbKy pekoMeHaLmnn no NpodunaKTMKe CTPENTOKOKKO-
BOM UHPeKUMM y naumeHToB ¢ cuHapomoM PANDAS He pas-
paboTaHbl, HEKOTOPbIMK UccnegoBaTeNsIMMU GblIM 3aUMCTBO-
BaHbl cXeMbl NPOPUNAKTUKMU CTPENTOKOKKOBOW MHPEKUMH,
paspaboTaHHble 419 OCTPON peBMaTUYECKOW NIMXOpadKu —
3aboneBaHus, Hanbonee 6a1M3Koro no natoreHedy K PANDAS
(tabn. 3) [70, 73]. PeweHne 0 HEO6XOAUMOCTU NMPODUNAKTH-
KM MOBTOPHOr0 MHOULIMPOBAHMS NaLMEHTOB CTPENTOKOKKOM
[LOMKHO MPUHMMATbCH Ha OCHOBAHWW COOTHOLLEHWS Bpeaa
M NONb3bl OT MPUMEHEHUSA aHTUBMOTHKOB [70, 73].

Mpeanaraetcs, 4To NPOOUNAKTUYECKUIN PEXUM AONKEH
NnPOJO/MKATLCA He MeHee 1—2 feT nocne Toro, Kak CuUMm-
NTOMbl NpeTepnenn obpaTHyo avHamuky [53]. Ona geten
C pemMuccuen HeKoTopble Bpaym NpuocTaHaBIMBalOT aHTU-
OUOTUKONPOPUNAKTUKY B JIETHUE MECSLbl, KOrAa KOHTaKT
CO CTPENTOKOKKOBOM MHOeKUnen meHee BeposiTeH [53].
MpodurnakTMka BO30OHOBASETCSH OCEHbIO, KOraa pebeHoK
BO3BpallaeTcs B WwWKony. Ecnn pebeHoK ocTaeTcs B peMuc-
CUM B Te4yeHue y4ebHOoro roga, aHTMOMOTUKKM MOTYT ObiTb
MOJIHOCTbIO OTMEHEHbI Cleayllmnm neTom. JanTenbHoCTb
NPOOUNAKTUKM ONPEeaensaeTcs YaCTOTON U TAXKECTbIO MNCU-
XOHEBPOJIOTMYECKNX OOOCTPEHMIW, BPEMEHEM MocCne npe-
Oblaywero 060CTPeHNUS U pUCKa CTPENTOKOKKOBOM MHEK-
UMK (Hanpumep, CKY4YEeHHOCTb AeTen, mnagwue 6paTbd
M CecTpbl AOMa, BCMblWKa CTPENTOKOKKOBOW WMHPEKLMH
B wkKone) [53].

Mnaszmagepes

Mnasmadepes He 4acTo NPUMEHSIETCA ANa NevYeHus
PANDAS, HO wmelowmecs B nuTepaType CBEAEHWs rOBO-
pAT 06 3PGDEKTMBHOCTM 3TOr0 MeTofa edyeHus [63, 67].
D. Calaprice v coaBT. onpocunu 25 nauMeHToB, NPOoLIEaLNX
nnasaMmadepes, ToIbKO 19 M3 HWUX CMOIK onucaTb pesylb-
TaTbl neyeHusa, 15 yenoBeK coob6WMAM 06 O4YEHb XOPO-
wem adpdeKTe B Havyane neyexHus, ogHako B 60% cnyyaes
OH Obl1 HECTOMKMM, MU CUMMTOMbI 60N1€3HM BO3BpaLlaivCb
nocne o4YyepeaHoro anu3oga CTPENTOKOKKOBOM MHOEKLUM
[67]. B 2000 r. 6biiM ony6nnMKoBaHbl AaHHble O BAWUSHWU
nna3dmacdepeda Ha TeyeHne OKC [74]. MaTb nauneHToB
Cc TsKenbiMm TedeHnem OKC, monyuuBlwne ABYXHeAeNbHbIN
Kypc (5 npoueayp) nnazmadepesa, He OTMETUIN MOSOXKMK-
TeNbHOro pe3ynbrata Tepanuu. B aHamHese y aTux geten
He Obl10 3adMKCUMPOBAHO CTPEMNTOKOKKOBOM MHOEKLMM.
ABTOpPbI NPEANONOXKNUIN, YTO 3TU AETU MOIN NepeHecTn 6ec-
CUMMTOMHYIO CTPEMTOKOKKOBYIO MHGMEKLMIO, KOTOpass mor-
fla Bbl3BaTb ayTOUMMYHHbIA OTBET U ObiTb NpuyinHomn OKC.
OaunH o6beM nnasmbl (45 M/Kr macchl Tena) o6MeHuBanu
yepes ABYCTOPOHHWE KybuTanbHble BEHbI 3a OHY npoueay-
py. Bce 5 nauneHToB 3aBeplimnan ncenegosaHme ¢ Hebosb-
WMM KONIMYECTBOM MOOBGOYHbIX 3PDEKTOB, HO HU Yy OOHOrO
M3 HMX He Hab1toAaN0Ch 3HAYUTENbHOTO yy4LlleHMs. ABTOPbI
caenanv BbiBOA, 4TO nia3madepes HeadPeKTUBEH y AeTeN
¢ OKC, He cBfi3aHHbIM CO CTPENTOKOKKOM [74]. ABTOpSbI
cuctematmyeckoro o63opa (2018 r.) TakKe OTMETUIN, YTO
3 PEeKTUBHOCTb Nna3madepesa He AoKalaHa U TpebytoTca
[OMONHUTENbHbIE UCCNeaoBaHus [66].

BHyTpHUBEHHbI€ MMMYHOIJI00Y/INHbI

Xopouwo 3apekoMeHaoBano cebs BHYTPUBEHHOE Befe-
HUe UMMyHorNo6ynnHos (BBUI). B 1999 r. 6b110 npoBefeHo
nccnenoBaHue, B KOTOPOM U3yvancs addPeKT OT NPUMEHEHUS
BBUI 1 nnazmadepesa y NaumeHToB C TSKENbIM UHDEKLM-
OHHoomnocpeaoBaHHbIM OKC nnv TMKamK, BKAKOYas CMAPOM
Typetta. B nccnegoBaHme Braounam 30 nauMeHTOB, KOTO-
pbix pasgenvnu Ha 3 rpynnbl no 10 yenoseK. [epBas rpynna
nonyvyana BBUI B exxegHeBHOM 103MpoBKe 1 I/Kr B TeyeHne
OByX OHeW noapsa. Bropyto rpynny neuumnu nnasmadepe-
30M, TPETbO — Mnauebo. TaKecTb CUMMNTOMOB OLEHMBAIN
Ha WCXOAHOM YpOBHe, a Takxe 4yepe3 1 n 12 mec nocne
BBEAEHNST UMMYHOMO6Y/IMHA C UCMNOJSIb30BaHWEM CTaHAapT-
HbIX WKan oueHkn OKC, TMKOB, TPEBOXKHOCTU U AEMPECCUM.
Yepes 1 mec otmeyvanoch ynydweHve OKC no gaHHbIM get-
CKOIt 06CECCMBHO-KOMMYNIbCUBHON WKankl Mena—BpayHa
(Children's Yale-Brown Obsessive Compulsive Scale), cHu-
YeHWe TPEBOXKHOCTU. Yepesd 12 mecy 7 n3 9 geten B rpynne
BBUI oTMe4eHO «3HaunTeNbHOE» UK «O4EHb 3HAYUTENIbHOE»
ynydwenne cumntomoB OKC no cpaBHEHWIO C WMCXOAHbIM
ypoBHeM. B rpynne nnaazmadepesa 0TMEYEHO TONIbKO YMEHb-
LIEeHWE TAXKECTU TUKOB [64].

Ta6nuua 3. BropuyHas npodunakTnka peLnamBoB OCTPON pEBMATUYECKON NMXOpaaKu (agantupoBaHo 13 [73])
Table 3. Secondary prevention of acute rheumatic fever recurrences (adapted from [73])

Mpenapar [osa Cnoco6 BBeeHUs YpoBeHb JOKa3aTeNbHOCTH
BeH3aTuHa [eTn (Bec < 27 Kr): no 600 ThIC. eA. Kaxable 4 Hep B/M A
6eH3unneHnumMnInH G [etv (Bec > 27 Kr): no 1200 TbiC. ea. Kaxable 4 Hep
MNeHnuunaunud vV Mo 250 mr 2 pa3a/cyt per os 1B
Comaamann | Bomiacs =21 ko b0 L b .

IMpu HenepeHOCUMOCTH NEHUUHNIIMHA
Makponuabl 1 a3anuabl | B 3aBUCMMOCTM OT Npenapara per os IC




D. Calaprice n coaBT. cOCTaBUIN OMNPOCHUK, COCTOSLLNH
M3 146 BONPOCOB ANA poauTener WanM ApPYrux 3aKOHHbIX
npeacrtaButenen geten. Llenbto gaHHoro onpoca 6bia10 onpe-
nenvuTb Havbonee adPeKTUBHbIE CTpaTernn Ana nevyeHus
PANS, PANDAS un PITAND. 13 698 nauueHTtoB 206 ne4ynnuncb
BBUIT [67]. TepaneBTU4ecknin adpdeKkt otmetnun 191 (93%)
nauuneHt. Tepanua BBUI 6bina oueHeHa poauTENns MM Kak
«04eHb addpeKkTnBHas» y 49% nauMeHToB, «OTHOCUTENbHO
addekTnBHas» y 25%, «<HegocTatoyHo addeKTuBHas» y 11%,
y ocTanbHbIX (15%) oTmMeyancs apdeKT oT NepBoro Beeje-
HUS, HO B AanbHenweM 3ddeKT Obln yTepsH. Ha npaktuke
NPUMEHSIOTCS pasfinyHble cxeMbl BBegeHus BBUT, go3unpos-
Ku BapbupytoT oT 0,8 a0 2 r/Kr. OnTMManbHON, NO-BUANMOMY,
ansetca go3a 0,8-1,1 r/Kr, T.K. HEYAQOBNETBOPUTENbHbIE
pe3ynbraThbl 1eYeHns Jalle 0TMeYanunch y nauneHToB, NeyeH-
HbIX go3amu Bbllwe 1,1 r/kr; y 13% Habnoganacb HeaddeK-
TUBHOCTb B Havane nevyeHus, y 22% — noteps adPeKTMBHO-
CTW rocrne nepBoro BBeaeHus [67].

TakXe HeT eAMHOro MHEHMS O KpaTHOCTM NpUMeHe-
Hus BBWI. EcTb gaHHble 06 OAHOKPATHOM MNPUMEHEHWH,
NOBTOPHOM MPUMEHEHUN A0 YMEHbLIEHUS BblParKEHHOCTU
CMMMTOMOB M PEryNSPHOM MPUMEHEHUN Kaxable 2—5 unu
6-12 Hepn [67]. MNMauyneHTamM C HOpPManbHbIM WMMMYHHbIM
CTaTyCcOM, KaK NpaBu/o, Ha3dHavyanu oAHOKpaTHOe BBeAEHME
BBWT, a y nauneHToB ¢ geduuntom IgG npoBoananM NoBTop-
Hble Kypcbl Tepanuu [67]. B 2016 r. 661710 NpoBeAEHO paHao-
MW3WPOBaAHHOE ABOMHOE crenoe naaueboKOHTpoaupyemoe
nccnegosaHve, B Kotopom BBUIT mncnonb3oBanca B go3e
1 Mr/Kr B CyTKM ABO€ CYTOK NoAapsig ¢ nocneaytollen oTKpbl-
ToM dason ANg NauMeHToB, He OTBETMBLUMX Ha ne4vyeHue
[75]. Pe3ynbTaTbl Ne4eHUs oLEeHMBaNIUCh C UCMONb30BaHUEM
[ETCKOM 06CECCUBHO-KOMMNYAbCUBHOI WKanbl Mens—BpayHa
W LWKanbl 06WEro KAMHUYECKOro BMneYatneHus — ynydule-
Hus. Bo BpeMsa aBonHoOM cnenon ¢asbl CpeHEE CHUMXKEHUE
nokasaTens no wkane Mena—bpayHa coctaBuno 24 + 31%
B rpynne BBUI (n = 17) n 12 = 27% B rpynne nnaue6o
(n = 18). OTBETUBLUMMM Ha NeYveHune 6blan NpusHaHbl 6 (35%)
60nbHbIX B rpynne BBUI n 4 (22%) B rpynne nnaue6o (pas-
JIN4US CTATUCTMHECKM HEe3Ha4YuMbl). He noKasanu ynyyweHus
B [ABOMHOM cnenon ¢aze 24 y4acTHWKa, KOTopble yepes
6 Hep nonydymunu BBUI B oTKpbITOW ¢daze uccnenoBaHus.
Cpeaw BCex yHaCTHMKOB CpeaHee ynyylleHne no nokasaTento
wkanbl Mens—bpayHa No cpaBHEHMIO C UCXOAHbIM YPOBHEM
coctaBuno 55 £ 33% 4yepes 12 Hea n 62 = 33% 4epes
24 Hep. ABTOpbl caenanv BbiBog, 4To BBUI 6611 6€30nacHbIM
M XOpOLWO nepeHocuics. MccnegoBaHne He NPOAEMOHCTPHU-
poBano npesocxoactso BBUI Hag nnaue6o, 4To Morio 6biTb
CBSI3aHO C MasiblM pa3MepoM BbIBOPKM [75].

Bblv NpeanpuHATbl NOMbITKKM nedeHuss TMKoB n OKC,
He acCOLMMPOBAHHbIX CO CTPENTOKOKKOM. B 2002 r. ony6nu-
KOBaHbl pe3ynbraTbl ABOMHOIO CAEMnoro KOHTPOMPYEMOro
ncenegosanus addektnsHoctM BBUIT B gosunpoBke 1 r/Kr
B TeyeHne 2 gHen noapsag (n = 14) wam nnaueéo (n = 15).
PesynbTaThbl oueHnBanu Yyepes 2, 4, 10 u 14 Hen. JleyeHune
He MoKasano BMMAHWMA MpenapaTa Ha TUKW, HO 3a 6 Heq
HabloAEHNS aBTOpPbl OTMETMAW CTaTUCTUYECKM 3HaYMMoe
YMEHbLIEHNE TAXKECTU HaBA3YMBbLIX COCTOSHUM M KOMMy/b-
cun B rpynne BBUT, ogHaKo K KOHLY nepuoja uccneaoBaHus
CTaTUCTUYECKM 3HAYUMbIX PA3IMYNI yxKe He 6bio [76].

HectepoungHbie npoTuBOBOCNanUTE/IbHbIE Npenaparthbl

MmeloTecs coobleHns psaa aBTOpoB 06 onbiTe Mpu-
MEHEHWS HEeCTEePOMAHbIX MPOTMBOBOCMANUTENbHbLIX Mpena-
patoB (HIMBI1). K. Brown 1 coaBT. NpoBenun uccneaoBaHue,
B KOTOPOM oLleHuBanocb BnausHue HIBIT Ha npogonku-
TENbHOCTb 060CTpeHun [77]. U3 218 naumeHToB ¢ CUMMTO-
mMamun PANS/PANDAS HIBI nonyvyanu 95. BbISCHUNOCH,

4yTo y AeTten, He nonydaswwmx HIMBI, anutenbHocTb 060-
CTPEHUS cocTaBuia B cpeaHeM 12 Hepn, y AeTen, nony-
yaBwwux HIMBI, ob6ocTpeHns 6binn Ha 4 Hep Kopoye [77].
B 2017 r. D. Calaprice u coaBT. onpocuiM 698 naumeHTosB,
302 13 KoTopbIix Nony4yanu néynpodeH. YnydleHune Ha GoHe
nevenns otmetnnan 80% 60MbHbIX M3 4YMcna MOydYaBLIMX
HMBM (M3 HUX 23% yKasanu Ha 04eHb XOopolwuh 3ddeKT
Tepanuu), 20% 60/bHbIX MPEKPATUIM NPUEM U3-3a HeJoCTa-
TOYHOM adPEeKTUBHOCTM npenapata. NccnegosaTenu Bbisic-
HWK, 4TO NPUEM BbICOKUX A03 nbynpodeHa 6onee apPeKTu-
BeH (43%), 4eM NpUemM cpeaHux Unm HU3KKx 0os (20%) [67].

IoKoOKopTUKOCTEPOUAbI

O pesynbratax NPUMEHEHWUS OpajbHbIX [IOKOKOPTU-
KocTepounaoB y 60nbHbIXx PANS (98 u3 178 npoaHanuau-
poBaHHbIX cny4aeB) coobwwmnu K. Brown u coasT. [78].
MpoaomKUTENbHOCT OBOCTPEHUN Yy AETen, MosydYaBlUnX
IMIOKOKOPTUKOCTEPOUabl, 6blna Ha 3,5 Heg Obln Kopoye
MO CPaBHEHUIO C ETbMMU, HE MONyYaBWMMK 3TV Npenaparbl.
BpeMeHHble HexkenaTenbHble fBNEHWS B Hayane npuema
INIIOKOKOPTUKOCTEPOUAOB B BUAE ycuneHuns cumntomos OKC,
TPEBOXHOCTM U AIMOLMOHA/IbHOM NabuUnbHOCTU Habnaanncb
y 44% peten [78]. B uccnepgosanuum D. Calaprice u coaBT.
154 n3 698 naumneHToB NoJiydanun KOpOoTKKUe Kypcebl (< 14 cyT)
INIIOKOKOPTUKOCTEPOUAOB. JleyeHUe KaK «04eHb 3pdeKTUB-
Hoe» oTMeTUNn 49% naumeHToB, 7% NpeKpaTUnu nevyeHune
13-3a HegocTatoyHon addeKTUBHOCTU. U3 72 nauuneHTos,
KOTOpble MoayYanu rMoKOKOPTUKOCTEPOUALI ATMHHBIMU Kyp-
camun (> 14 cyr), «04eHb IDPEKTUBHbIM» €ro npusHann
54% 60nbHbIX, NPEKPATUIN NEYEHNE U3-3a HEeOOCTaTOYHOM
adpdeKkTnBHOCTU 3% [67]. ABTOpPbI 0630pa, B KOTOPOM Oblnn
npoaHann3npoBaHbl peaynbTaTbl NMPUMEHEHUS pPa3nYHbIX
TepaneBTUYECKUX TaKTUK npu PANS, nocynTtanu gaHHble 06
3DDEKTUBHOCTU THOKOKOPTUKOCTEPOUAOB HeybeanTenbHbI-
MU, T. K. McCnegoBaHms 6ol HeLOCTaTOYHO XOPOLLO CNaHM-
poBaHbl. OTMeYanucb Pas3nnyns B UCXOOHbIX XapaKTEPUCTH-
Kax cpaBHMBaeMbIX rpynmn, OTCYTCTBOBana CTaH4apTM3aLms
no MeToAaM Nle4YeHusl, OLLeHKa UCXOA0B NleYeHUs NPOBOAM-
nacb 6e3 ocnensieHns ¢ UCnonb3o0BaHUeEM HEBaINAMPOBaAH-
HbIX WKan [66].

Ce/lIeKTUBHbIEe HHFTIMOUTOPbI 06PaTHOro 3axBara

CepoTOHMHA

O NpPUMEHEHUU CENEKTUBHbIX MHMMOUTOPOB O6PATHOrO
3axBarta cepoTtoHuHa y naumeHtoB PANS/PANDAS coobluia-
NI0Cb B pAe UCCnefoBaHWi, B KOTOPbIX OHW, KaK npasuio,
NPUMEHSNNCb B KOMOUHALWK C APYrMMuK npenapatamu [67].
D. Calaprice u coaBT. COOBGLWMAN O MPUMEHEHUN OPYrUX
NCUXOTPOMHbIX NPenapaToB (aHTUMCUXOTUKOB, aHTUKOHBY/b-
CaHTOB, aHKCMONUTUKOB), HO 65% nauMeHTOB C TeYEeHUEM
BPEMEHM NPeKpaLLann Nnpuem aTnx NnpenapaTos, Yalle Bcero
13-3a N060YHbIX 9GPEKTOB M TONbKO 14% B CBA3K C yny4llue-
Huewm [67].

AHTH-B-KN1eToYHas Tepanusi

B HacToslllee Bpemsa HeT KIMHUYECKUX MccnefoBaHWn
B MNOAAEPKKY NpUMeHeHus putykcnumaba npu PANS /PANDAS,
UMEETCH TOJIbKO OrpaHUYEeHHbIN KIMHWYECKWUWA OMbIT. ITOT
MeToa 6bl1 3aMMCTBOBaH M3 peKoMeHJauuh no NeyvyeHuto
IOBEHU/IBHOIrO PEBMaTONAHOIr0 apTpuTa, CUCTEMHOM KPacHOM
BO/TYAHKMW U ApyrMx ayTOUMMYHHbIX 3a6onesaHui. B 2015 r.
onucaH cny4an yCrewHoro fie4eHus pUtykcumabom naum-
E€HTKM C 3KcTpeManbHo Taxenbim PANS. Bbino nposeaeHo
2 nHody3um no 750 Mr ¢ MHTEpBanoM 2 Hefd, 4TO NPUBENO
K ymeHblieHnio cumntomoB PANS, nocnegyouler oTMeHe
npPegHU30/I0Ha M BbIXOAY B PEMMUCCUIO Yepe3 6 Mec mnocne
npoBedeHHon Tepanuu [62].
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ToH3UANIKTOMMUS

Ony6iMKoBaHO HeMano paboT, B KOTOPbLIX U3ydYanu Bu-
AHME TOH3WANIKTOMUKM Ha TeyeHne PANDAS. OpgHaKo AaH-
Hble 06 3POEKTUBHOCTU JAHHOM OonepaLum NPOTUMBOPEYNBHI,
a [oKaszaTteNibHaa 6a3a HegoctatovHad [79-81]. B 2013 1.
nNpoBefEeHO MPOCNEKTUBHOE UCC/iefoBaHWe, U3yyaiollee
BINSIHUE TOH3UNIKTOMUWU U/WNN aAEHIKTOMUKU Y NaLUeH-
ToB ¢ PANDAS Ha tutpbl ACNO, a/lHasbl B, Bpemsa noss-
nenna OKC u/unu Havyana TMKOB U KIIMHWYECKYID TAXKECTb
3TMX CMMNTOMOB. B nccnegoBaHune Brao4mMnn 112 naunen-
TOB, pasgeneHHbIX Ha 2 rpynnbl — onepaunoHHyto (n = 32)
n 6e3onepaLmnoHHyto (n = 76). B pe3ynsraTe CyLeCTBEHHbIX
pasvynMi Mexay rpynnamMmu no 3asBAEHHbIM KOHEYHbIM
TOYKaM He BbiiBneHo [79]. B 2014 r. 66110 NpoBeieHo aHa-
JIOTMYHOE NPOCMNEKTUBHOE HabnodaTenbHoe UccnegoBaHve
B UTa/lbFHCKOM MONynsiuuun, nepuoa HabnogeHus coctaBun
2 rofa. TOH3UINIKTOMUS He BNUSSIa Ha pa3BUTUE CUMMTOMA-
TUKW, YPOBHM NPOTUBOCTPENTOKOKKOBbLIX aHTUTEN U TAXECTb
ncuxoHesponornyeckux cumntomos PANDAS [80]. HanpoTus,
B CEepUM KIMHUYECKMX HabmoaeHnn B 2015 r. nmokasaHo
yMeHblieHne TsxecTn cumntomoB PANDAS nocne TOH3u-
JI3KTOMUM cpelin NauneHToB, UCXOAHO He JOCTUrWnX adpdek-
Ta rnocne aHTMbaKTepuanoHon Tepanuu [81].

KorHutnBHo-noBegeH4YecKas ncuxorepanus

MpeanpuHUManUCb MOMbITKM NPOBEAEHUS KOTHUTUBHO-
rnoBefeH4YeCcKon neuxorepanuu nauneHto ¢ PANS. B 2015T.
B uccrnegoBaHue 6bliv BKIOYEHbl aetn ¢ OKC (n = 11)
¢ o6WwuM 6annom No nokasaTeno WKanbl Mens—BpayHa
= 16 ¥ “MelolmMe HEMOHbIA OTBET Ha 4-HeAeNbHY0 aHTU-
o6uoTukoTepanuio. Mocne 14 KypcoB ncuxoTepanuu OeTH
MoNMyunnu Gonee HU3KYIO OLEHKy Mo WKane Mena—BpayHa,

OflHAaKO MO MpPUYMHE Manon BbIGOPKWU MALMEHTOB U OTCYT-
CTBMA KOHTPONbHOW rpynnbl HEBO3MOXHO OAHO3HAYHO
CyOAWUTb O K/IMHMYECKOM 3Ha4YMMOCTM pe3ynbTaToB MCCnego-
BaHug [82].

MukogpeHonata mogetun

MunKkodeHonata ModeTnn ABNSETCH CENEeKTUBHbLIM WH-
rTMOGUTOPOM WMHO3UHMOHObOChaTAErnaporeHasbl, OKas3bl-
BaeT BbIParKEHHbIN LUTOCTAaTUYECKUN 3dDDEKT Ha NnUMdo-
UMTbl, yrHeTaeT obpasoBaHuMe aHTUTen B-numdouutamu.
MpuMeHsieTcs B TPaHCMNAHTONOTMKU ANs NPOOUIaKTUKK
M Nle4eHUs OTTOPXKEHMUS OpraHoB. B nuTepaTtype onucaHbl
cnyyan UCNoNb3oBaHWA MUKodeHonata Modetuna npu
CTEPOUA3aBUCUMOM MAMOMATUYECKOM HedPOTUHECKOM
cuHapome [83], cMCTEMHOM KpacHOoW BonyaHKe [84] u apy-
rMx 3aboneBaHusix. B nutepatype umeloTca eaMHUYHbIE
yKasaHus Ha npuMeHeHne mukodeHonata modetuna npu
PANS. B yacTtHocTH, J. Frankovich u coaBT. onucanu npwu-
MeHeHWe MUKodbeHonata mModeTuna npu TAXKENoM Teye-
HUM PANS B KOMOGMHaUMKU C PUTYKCMMABOM C XOPOLINM
adpdekTom [30].

Anroputmbl nedyeHun geten ¢ PANS/PANDAS

B 2047 r. rpynnon aKcnepToB 6bLIn cHOPMYIMPOBaHbI
pekoMeHAauMn No MNPUMEHEHUIO MMMYHOMOAYIMPYIOLWEN
Tepanun (BBUI, nnasmadepesa, MMIOKOKOPTUKOCTEPOU-
[0B, MOHOKJIOHaNbHbIX aHTUTENn K CD20) B 3aBMCUMOCTH
OT BapuaHTa TedyeHuss PANS (tabn. 4—7) [30]. B yactHoCTH,
ObiNMM BblAENEHbl Cleaylolne BapuaHTbl TeYeHUs: OCTpoe
WAW BMepBble BbISBJAEHHOE, PEMUTTUPYIOLLEE, XPOHUYECKHM
nepcucTUpyloLLLEee U XPOHUYECKHM Nporpeccupytollee. ABTopbI
CYMUTalOT, YTO MNPM AOKa3aHHOW MHPEKLMOHHOM Mnpupoae

Ta6nuua 4. 06wwme nogxoabl K neyeHuto getert ¢ PANS B 3aBMCMMOCTM OT BapuaHTa TedeHus 3aboneBaHus (agantupoBaHo 13 [30])
Table 4. General approaches to management of children with PANS depending on the disease course (adapted from [30])

TeuyeHue 3aGoneBaHus

TepaneBTU4YeCKaa TaKTUKa

OcTpoe Havano

NN 060CTpeHne
P (AononHuTEeNbHO cM. Tabn. 5, 6)

1. BblisiBieHWE MHOEKLMOHHOO TPUITEPA MK APYTMX BO3MOMHbIX NMPUYMH
2. KorHWMTMBHO-NOBeAeHYecKas Tepanus
3. PeleHKe BONpoca 0 paHHEM UCMONb30BaHWUM MIOKOKOPTUKOCTEPOUAOB (PEr 0S W B/B NyNbC-Tepanus)

4. PelueHune Bonpoca o npumeHeHnr BBUT nnu apyroin MMMYHOMOAYNMPYIOLLEN TEpanumn Npu TAXENOM TeHeH UK

1-4 — KaK yKa3aHo Bbllle

5. Heo6x0aMMO OUEHUTb PUCKM NOBTOPHOIrO MHOULMPOBAHUSA

HEPBHOW CUCTEMBI

pUTYKCMMab)

feequ.ewfmweampyromee 6. Ecnv BepndumunpoBaHa CTPENTOKOKKOBAS MHPEKLMS, PELINTb BONPOC NPODUNAKTUKHK
7. OueHKa COCTOSAHWUSA MMMYHHOW CUCTEMBI: MPU HaMYMKU NPU3HAKOB MMMyHoAedULMTa MOKa3aHO BBeAeH e
BBUI c Lefbio yMEHbLIEHUA KONMYECTBA U TAXKECTU MHTEPKYPPEHTHBIX UHDEKLIUI
1-4 — KaK ynomMuHanochb Bbille
5. lNpoBeaeHWe Tepanmu B COOTBETCTBMU C TAXKECTbIO 3a601eBaHNSA
CUMNTOMbI 6071€3HM JIEMKON U CPELHEN TAKECTU:
e HIMBI (onofHMUTENbHO CM. Tab. 6)
e [KC per os (qononHUTENbHO CM. Tab. 6), fanee oueHKa aPEKTUBHOCTH
e npwu otcyTcTBMKM addeKkTa oT HIMBIM nnmn KopoTkux KypcoB 'KC pekomeHayeTcs MOBTOpHOE BBeAEeHUe
XpoHuyecku NpeaHW30/I0Ha per 0S UK NPONoHIMpoBaHHbIX TKC unn nynbc-Tepanusa JeKcameTa3oHOM per 0S Uu
nepcucTupytoliee MEeTUANPESHNI300HOM B/B (4ONOSIHUTENBHO CM. Tab. 6)
1 XPOHUYECKHU CUMMTOMbI CPEAHEN U TSHIKETI0N CTENEHU:
nporpeccupytouiee e TKC (per os nnu nynbc-tepanus; AONOAHUTENbHO CM. Tabn. 6)
TeyeHue ® BbICOKMe A03bl BBUI (aononHutenbHo cM. Tabn. 7)

Tsykesible U KCTPeMasibHble HERPONCUXUaTPUYECKUE CUMITTOMbI:
®  UCK/IOYEHME ayTOMMMYHHOrO 3HLedanuTa, CUCTEMHON KPpacHOM BOMYaHKW, BacKynuTa LLeHTpaibHON

® BbICOKMe Ao3bl B/B NKC n/unu BBUT, nnazmadepes, putykcumab (4ONOAHMTENbHO CM. Tabn. 6, 7)
° npwu oTCcyTCTBMU addeKTa BO3MOXKHA KOMBMHMpPOBaHHas Tepanus (Hanpumep, N'KC + nnaamadepes +

lNpumevarne. BBUI — BHYTpUBEHHbIM MMYyHOrNo6ynunH, FTKC — rniokokopTukocTteponabl, HIMBIMT — HecTeponaHbie NpoTMBOBOCMHAUTENbHbIE

npenaparbil.

Note. BBUI' — intravenous immunoglobulin, TKC — glucocorticoids, HIMBIM — non-steroidal anti-inflammatory drug.



Ta6nuua 5. Heo6xoMMble nccneaoBaHua nepea NnpoBeaeHeM UMMYHOMOZYNMpYtoLWen Tepanuu (agantupoBaHo ua [30])
Table 5. Necessary tests before starting immunotropic therapy (adapted from [30])

UccnepgoBaHua

060oCcHOBaHue

Niom6anbHas nyHkums, 331, MPT,
1ccnefoBaHue cHa

e [lo Ha4yana MMMyHOMOZY/IMpYtoLLEen Tepannun He06Xo0AMMO UCKTIOYUTL cneunduyeckne
paccTponcTBa: BaCKy/UTbl LLEeHTPanbHONW HEPBHOW CUCTEMbI, CUCTEMHYIO KPACHYIO
BOTYaHKY, @yTOMMMYHHbIN U UHPEKLMOHHbIN aHLedanuTbl, OCTPbIN JUCCEMUHUPYIOLLMIA
3HUehanoOMMUENUT U T.4.

e [KC moryt MmackupoBaTb Apyroe BocnanutenbHoe 3a6onesaHne ronoBHOro Mo3ara,
4TO NPEenAaTCTBYET TOYHOM AWArHOCTUKE

° KcKoyeHne CyqopoXKHOIro CMHAPOMa, MeTaboIMYeCKUX U FTEHETUYECKUX 3aboneBaHnim

e PeleHne o npoBeaeHUN NtoMOanbHON MYHKLMKN MOXET ObITb OT/IOXEHO B Clly4ae eciu

3HuedanonaTum

60Ne3Hb JIErKON UKW CPEHEN CTEMEHU TAXKECTU, €CNU HET HapyLEHUIW NaMATh UNu

OueHKa BblparKeHHOCTH
MMMyHoaedUuLmMTa o

C UMMYHOAebULIUTOM

e BocnanutenbHble/ayTOMMMyHHble 3a60E€BaHWS Yalle BCTPeYaloTes y NauueHToB

MMMyHOAEDULIMT acCOLMMPOBAH C BbICOKUM PUCKOM pPa3BUTUSA MHOEKLMI, a Te4eHne
MHOEKLMI MOXET yxyawaTbesa Ha doHe Tepanuun NKC

Onpeaenexue IgA CbIBOPOTKU KPOBHM
nepeg seegeHnem BBUI

Mpu geduuunte IgA (< 10 mMr/an) ncnonb3yoT BBUI ¢ MUHMManbHbIM cogepxaHuem IgA.
1o BO3MOXHOCTK coxpaHuTe o6pa3seLl, CbiIBOPOTKMU Ha CllydaK, ecnun noTpedyeTcs
[ONONHUTENbHAasA cCepoiornyeckasn AMarHocTnka MHGEKLMIN MM ayTOMMMYHHbIX 3a60neBaHnim

WccnepoBanua Ha Ty6epkynes,
rprbKoBblE 1 NapasuTapHble MHbEKLUn

'KC MoryT aktTnBnpoBaTb MHPEKLMOHHBIN NpoLecc

Ceponornyeckoe uccnegoBaHme
Ha BI'B

Putykcumab moxeT aktuBupoBaTtb BI'B. Ecnv nauuneHTy yxke BBoagMnn BBUT 1 oH nmeet
NoNoXUTENbHyto ceposnoruto Ha BI'B, TpebyeTtcs MNLUP-anarHoctnka BIB

OueHKa cnoCcoB6HOCTU OKPYKEHMS
nawuueHTa (ceMbs U/UNKn MEANULIMHCKOE
y4pexaeHune) cnpaBmTbCs C acKanauunen
ncUxXnaTpUYEeCcKMX CUMNTOMOB

Y MHOIUX NaLWEHTOB HAG/I0AAETCA KPAaTKOBPEMEHHOE YXYALWEHWE NCUXMATPUYECKUX CUMITOMOB
nocne nynbc-tepanuu MNKC 1 nHoraa nocne BBeAEHWS APYrMX MUMMYHOMOZYIATOPOB. Eciu

y NaumeHTa 0TMeHaloTes SPOCTb, CKIOHHOCTb K HACKIIMIO, YrPOMKAIOLLAs U3HU UMMYIbCUBHOCTb,
HecTabuIbHOCTb HACTPOEHUS!, CyULMAANbHOCTb U T.A., Y6eAUTECD, YTO OKpYKatoLme ero

YNeHbl CEMbM rOTOBbI CMPABUTLCA C TAKUM YXYALEHUEM CAMOCTOSTENLHO B Clydae acKanauum
HapylleHUi NoBeaeHs naumeHTa

lMpnumeyvarmne. I3 — anekTpoaHuedanorpadua, MPT — marHMTHO-pe3oHaHcHaa Tomorpadus, FTKC — rnioKokopTuKocTepouasl, BBUT —
BHYTPUBEHHbIN UMMYHOTI06ynunH, BB — Bupyc renatuta B, NMUP — nonnmepasHas uenHas peakuums.
Note. 33I' — electroencephalography, MPT — magnetic resonance imaging, 'KC — glucocorticoids, BBUI' — intravenous immunoglobulin,

BB — hepatitis B virus, MLP — polymerase chain reaction.

3a60/1ieBaHUA Heo6X0AMMO ycTpaHeHWe WHOEKLMOHHOro
Tpurrepa. lpy peMUTTUPYIOLLEM TEYEHUN NEeYEeHNEe [LOIKHO
ObITb HaMpaB/eHO Ha ynyylleHne TEKYLLEro anM3oaa 1 npe-
LOTBpalleHne peunamBoB B Oyaywem. MNauneHTsl ¢ Taxenbl-
MU CUMMNTOMaMM, XPOHUYECKUM TeyeHuem TpebyloT 6onee
LANVUTENBHON TEpanuu, LeNbio KOTOPOW SBNSETCH JOCTUXKEHNE
pemuccun [30]. Mpun HegocTaToYHOM 3abdEKTE OT MIOKOKOP-
TUKOCTEPOUO0B, B Cly4asax PasBUTUSA TTIOKOKOPTUKOCTEPO-
WMOHON 3aBUCUMOCTH, HEXenaTesbHbIX peakuuin B KadecTse
UMMYHOMOAY/IMPYIOLLEN Tepanuu MOryT paccMaTpuBaTbes
cTepouacteperaowme MeTolbl JIeYeHUs, Lenbilo KOTOPbIX
ABNAETCH LOCTUMKEHWE PEMMUCCUN MUHUMASIbHLIMKU [038MMU
INIIOKOKOPTUKOCTEPOUOB.

Y petent ¢ nerkum TedeHnem PANS npeanoytuTenbHo
npumerHenve HIBI, O4AMTENbHOCTL NMPUMEHEHUA KOTOPbIX
[I0/KHa cocTaBnaTb He meHee 6 Hepn [30]. AddeKT oT npue-
Ma HIBI MoXeT co BpeMeHeM yMeHbLlaTbCs, NO3TOMY ecin
npekpatieHve npuema HIMBIM npuBoAMT K 060CTPEHMIO CUM-
ntomoB, HIMBIT MoryT 6biTb Ha3Ha4YeHbl MOBTOPHO U NpUMe-
HATbCH B TeYeHue elle 6 Hel unu gonblue [84]. KpaTkue Kyp-
Cbl MepopasbHbIX MMIOKOKOPTUKOCTEPOUAO0B ABNSIOTCA elle
O4HWM BapuaHToOM nedyeHusa nauueHtoB ¢ PANS oT nerkom
[0 YMEpPEHHON cTeneHun TaxecTu. [peaHn3010H Ha3HavaeT-
ca B 103e 1-2 MI/KI B CYTKW, BBOAUTCS OLHOKPATHO YTPOM
WK pa3genbHo ABa pasa B ileHb, MakcuMyM 60—-120 mr/cyT
B Te4yeHue 5 cyT.

Y peten C YMEPEHHbIMWU WAKU TAXeNbiMKU CUMNTOMa-
mu PANS/PANDAS nepopasbHble MIOKOKOPTUKOCTEPOUIbI
MOXHO Ha3Ha4yaTb B AebioTe 3aboneBaHns U Npu 060CT-

peHun. BbiCoKkne [03bl METUNNPEAHN30/I0HA BHYTPUBEHHO
B Ao3e 15-30 Mr/Kr, MakcumanbHas fo3a 1 r, eXxegHeBHO
B TeyeHMe 3-5 CyT, Kak npaBuno, NPUBOAAT K pe3Komy
M GbICTPOMY YMEHbLUIEHUIO THaXKecTu cumntomoB PANS/
PANDAS [78], o4HaKo AnuTeNbHbIM NPUeM MIOKOKOPTUKO-
CTEPOMOB BeeT K 60/bLIOMY KOJIMYECTBY HEXenaTeNbHbIX
peakuun. Mo aton npuyinHe BBUI othenbHO unu B coye-
TaHWK C TIOKOKOPTUKOCTEPOUAAMU YacTo ABNISETCA Npes-
NOYTUTENIbHBIM CMOCOOGOM JieyeHus nauueHToB ¢ PANS
YMEPEHHON U TAXENON CTEMEHU TAXKECTU. PekoMeHayeTcs
npMMeHeHne UHAYKUMOHHOW ao3bl BBUI, KoTopas cocTaBs-
naet 1,5-2 r/Kr (MakcumanbHas fo3a 06bl4HO COCTaBfA-
eT 70 I, HO B pefkux cnyvyasax ucrnonb3ytot go 120 r [30])
M 1-2 r/Kr ang BTOPOW M nocnegylowmx o3. B KOHTpo-
NIMpyembIX UCCefoBaHUAX oueHMBanacb 3QHEKTUBHOCTb
TONbKO 1-2-KpaTHbix BBeaeHu BBUI, HO, cornacHo MHe-
HUO aKcnepTtoB [30], OT OAHOM A0 Tpex MOBTOPHbIX A03
BBUI mMoryT 6bITb MCNONb30BaHbI Y AETEN, KOTOPbIE UMEIOT
XOPOLMIN HavyanbHbIM oTBET Ha BBUI, HO 3aTem peunanBu-
pytoT, Koraa BBUI anuMUHUpYeTCS M3 LMpKynaumu. Cnegyet
OTMeTUTb, 4TO0 oTBeT Ha BBWUI yacto pasBuBaeTcs yepes
2-3 Hep [30].

Mnasmadepes aBnaercsa Tepanuen nepBon AMHUKU Ons
3KCTpeMasnbHbIX M yrpoxawowux »u3Hu PANS [30]. OH
obecneynmBaeT 3aMeTHOE U B KOPOTKUE CPOKWU CHUXKEHUE
TaxecTn cumntoMoB npu PANDAS, HeiponcuxmaTpuyecKknx
NPOSIBIEHNIN NPU CUCTEMHOM KpacHon Bon4yaHke n NMDA-
3Huedanute [64, 86]. Ecnu nnasmadepesd HedocTyneH,
TO NPU 3KCTPEMabHbIX U yrpoxatowmx xun3Hu PANS Bo3-
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Ta6nuua 6. 06K NoAXOA K MPUMEHEHUIO MHAYKLIMOHHBIX FIOKOKOpTUKOocTeporaoB u/wnun HIMBIM npu PANS/PANDAS (agantupoaHo 13 [30])
Table 6. General approach to using of inductive glucocorticoids and/or NSAIDs in management of PANS/PANDAS (adapted from [30])

Mepuop 6onesHun

Jlerkoe TeyeHune

CpeaHee unm Taxenoe Te4eHne

Taxkenoe
WK 3KCTpeManbHOoe TeYeHne

B Hayane 605ne3Hu
WK NPU 060CTPEHNUU
(< 14 cyT). PaHHee
npumeHeHue N'KC
(ecnu UCKNtoYeHa
nHdeKkumns) n HMNBIM
MOTYT NpepBaTb

WU YMEHbLUNTD

A) KNT unu nHas
noaaeprueatoLias
Tepanus, uiu

B) HMBIM + «A», ecnu
HeT yny4yleHus
UK yxyaweHue
6a30B0Oro ypoBHS,
TO «C»

A) KNT unu nHas nogaepxuBatolLas Tepanus, uim
B) npeaHn3onoH 1—2 mr/Kr/cyT (5 cyT) + «A», unu
C) nynbc-Tepanus JeKkcameTa3oHOM per 0s
(20 Mr/mM2/cyT B 2 Npuema B TeyeHue 3 cyT) +
«A», UK
D) nynbc-Tepanua MeTunnpeaHu3oioHoOM B/B
0AHOKpaTHO (30 Mr/Kr) + «A»

A) KMNT unu uHas nogaepruBatoLLas
Tepanus, unu

B) nynbc-Tepanusa gekcaMeTa3zoHoMm
per os (20 Mr/mM2/cyT B 2 npuema
3 cyT) OTAENBHO UMK B COYETAHMU
C AONONHUTENbHON Tepanuen
(cM. Tabn. 7) + «A», nuaum

C) nynbc-Tepanus

Tepanus, unu
B) HMBIM + «A», nau
C) NnpefHM30/0H

NpPeAHU30/10Ha € NOCNEAYIOLLMM CHUKEHUEM
B TeyeHue 1 mec. AnbTepHaTUBOM MOXET ObITb
nynbc-Tepanus METUNNPEAHN3010HOM

LNWUTENbHOCTb METUNNPEAHNU30I0HOM B/B
o6ocTpeHus 1-3 ¢yT (30 Mr/Kr/cyT, MaKCUMyM
1000 ™mr) unu B codeTaHunm
C JONONHUTENbHON Tepanuen
(cM. Tabn. 7) + «A»
O6ocTpeHne A) KMNT nnu nHas A) TO e, 4TO U Bblle A) KIMNT nnu nHas nogaeprusatoLlas
(2-4 Hep) nogaeprueatowas | B) MOXXHO paccMOTpeTb BO3MOXKHOCTb MPUMEHEHUS Tepanus, unm

B) nynbc-Tepanusa gekcaMmeTa3oHomM,
[eKcaMeTa30H (CM. Bbilwe)
0TAENbHO UK B KOMGUHALMK

1-2 mMr/Kr/c
O6ocTpeHune 6onee /Kr/eyT

(5 cyT) + «An.
4 Hep. NpumeHeHne Mpu OTCyTCTBUM
'KC Ha no3gHux oTBeTa —

cTaausax 3aboneBaHus
yacTto TpebyeT 6onee
BbICOKMX A03UPOBOK
n/vnu 6onee
NPOAOCIKUTENBHOTO

NOBTOPHbIN MOUCK
nHdekuunn. Ecnmn

HeT MHEKLUMK, HO
eCTb yxyaweHne —

nepexon
CHUXEHUS J03bl. K cneaylolemy
MNocne Kypca atany

CTEPON0B BO3MOXKHO
npumeHenue HIBI
3aBUCHMMOCTH

A) KNT unu nHas nogaepuBatollasn Tepanus, uim
B) npeaHn3onoH 1—2 mr/Kr/cyt (5 cyT) + «A».
Bo3MOXHO NpeaHn3010H per os 1-2 mec, nnum
C) nynbc-Tepanus feKcameTa3oHOoM per 0S
(cm. Bbllwe) 3 CyT + «A», uan
D) nynbc-Tepanva MeTunnpeaHn30/0HOM
B/B 1-5 cyT (CM. Bbilwe) + «A». MauneHTy
MOTYT MOHAA0OUTbCS eXeHeLeNbHOE UK
exeMecsiHHoe NpoBeAeHNe NyNbc-Tepanuu
ona nogaepxanua apdekta. lobasneHune
cTepouacoeperatolmx areHToB (CM. Tabn. 7)
B CNy4asnX rMOKOKOPTUKOCTEPOUAHOM

co ctepouacbeperalownumm
areHtTamu (cm. Tabn. 7) + «A», unu
C) nynbc-Tepanus
METUANPEAHU30I0HOM B/B
1-5 cyT (CM. BbllL€) OTAENBHO UK
B COYETaHWM C AOMOSHUTENBHOWM
Tepanuew (Tabn. 7). BoamoxHa
exeHefenbHas nynbc-Tepanus
B/B B Te4yeHue Ao 6 Hep (ecnu
[0MyCTUMO) + «A»

lMpumevaHue. KMNT — KOorHMTMBHO-NoBeAeH4YecKasn Tepanusa, TKC — rniokokoptuKoctepouabl, HIMBIM — HecTeponaHble

npoTuBOBOCNaNnUTe/IbHblE NMpenapaThbl.

Note. KMNT — cognitive-behavioural therapy, TKC — glucocorticoids, HMBIM — non-steroidal anti-inflammatory drug.

MOXHa KOMOWHaLMSA Nynbc-Tepanum B/B METUNNPEAHU30-
IoHoM 1 BBUI. YneHbl uccnegoBaTelbCKOrO KOHCOPLMYMa
HacTaMBaloT, YTO 3TO He CTaHAapT JIeYeHUsd, a PEKOMEH-
Jaunn, M Kaabl cneunanuct [OJSIKEH paccyuTbiBaTb
COOTHOLWIEHWE pPUCK/MNoNb3a OT MPOBOAMMOIO Jle4eHUs
[30]. Mpu TaxKenbIXx BapuaHTax TeYEeHUs, HaNU4YMKU NPU3Ha-
KOB CTEPOMHOM 3aBUCUMOCTU, HEBO3MOXHOCTU Tepanuu
BBUI, a Takxe npuv HanM4ynn ayTOMMMYHHbIX HapyLleHun
BO3MOXHO WCNONb30BaHWEe aHTU-B-KneTtoyHon Tepanuwu
(puTyKCHMAaB). Mpu ncnonb3oBaHUK pUTYKCMMaba Leneco-
06pa3HO BbIMOHUTL BaKLUMHALMIO MPOTUB MHEBMOKOKKA
[30, 62], a TakXe B AMHAMUKE KOHTPOAMPOBaTb YPOBEHb
UMMYHOIO6YNMHOB KPOBU. [pU HU3KUX YPOBHAX UMMY-
HornobynuHa (IgG < 5 r/n) n/unmn yactblXx MHOEKLMUOHHbIX
3a60/1eBaHUAX MOXET OblTb MOKa3aHa 3aMecTUTeNnbHas
Tepanua BBUI [30]. Ang npodmaakTMKKM NMHEBMOLIMCTHOM
MHOEKLMN HEOBXOOAMMO MNPUMEHEHWE KO-TPUMOKcasona
[30]. OnucaH onbIT ycnewHoro NpMMeHeHns putyKkcumaba
B KOMOGMHauMu ¢ nna3Mmadepe3om Mpu TSKENOM TeYHEeHUn
PANS [62].

Tepanus 60/1bHbIX C HECTPENTOKOKKOBbIM PANS

Mpn HecTpenTokoKkoBom PANS pekomeHayeTcsi npo-
BeJeHWe Kypca aHTUMUKpoOHoro nevernuns [30]. OagHaKko
anuTenbHaa BTOPUYHAs aHTMOMOTUKONPOOUIaKTUKa cTpen-
TOKOKKOBOM MHOEKLMM He MOoKa3aHa, MOCKOJIbKY BEposT-
HOCTb Oyayliero CTPENTOKOKKMHAYLMPOBAHHOMO peuunavBa

HesicHa. [lpyM 3TOM BO3MOMHOCTb MOMb3bl NPODUNAKTUKM
He nepeBelnBaeT NoTeHUManbHble HebnaronpusaTHble BO3-
[EeNCcTBUSA aHTMOMOTMKOB Ha MMKPOOMOM MauMeHTa U PUCK
pas3BUTUS PE3UCTEHTHOCTU NATOreHHbIX MUKPOOPraHM3MOB.
Y neten ¢ PANS o60cTpeHuns 3a60/1eBaHMSA HacTo MPOUCXOAAT
BO BpPeMS UHTEPKYPPEHTHbIX 3a6oneBanui [30]. B Takux cny-
Yyasx NoaxoAbl K Tepanuun MoryT MeHATbCS, BO3MOXKHa CMeHa
aHTUMUKPOGHON Tepanun B 3aBUCUMOCTU OT BblAEEHHOIO
BO36yauTENS.

Heo6xoanMMO y4nTbiBaTb, YTO CTPEMTOKOKK MOXET BbI3-
BaTb 060CTPEHME HEWPOMNCUXMYECKUX NPOSABNIEHWUI Y AEeTen
C NepBOHavyaNbHbIM IMAarHO30M HECTPENTOKOKKOBOIo PANS.
B aTon cBA3WM BaxKHO NPosABNATb 6AUTENbHOCTb B OTHOLLE-
HMU BO3MOMXHOW CTPEMTOKOKKOBOM MHPEKLMU KaK y camo-
ro nauueHTa, Tak M y GNIM3KUX YNEHOB ero cembu. Ecnm
y naumeHTa ¢ PANS mnnu y 61M3KOro 4yenoBeka NosiBUIUCh
¥anobbl Ha 60nM B ropse, HeobGxoAMMO caenaTb Ma30oK
M3 ropna Ha ctpenTtokoKkK [30]. Ecnu y nauymeHTta ¢ PANS
HabnogaeTcs ABHOE yCW/IEHWE CMMMTOMOB 3abofnieBaHus,
cneayet ob6cnenoBaTtb NauMeHTa Ha MHPeKumMu. Jliobas Kox-
Has MHOEKUMS, BKIOYaAs nepuaHaibHbi AepmaTut, Tpeby-
eT 6aKTeEPUONIONMYECKOro nccnegoBaHus. MasoK 13 rnoTku
Ha CTPENTOKOKK A0/KEH BbIMONHATLCS AaXe Npu OTCYTCTBUM
KnMHUYeckoro dapuHrmuta [30]. MoryT ObiTb BbINOSHEHbI
CeposiornyecKkne uccnegoBaHus € onpegeneHuem TuTpa
ACJ10 n a[JH3a B, a Take nonvmepasHas LenHas peakums
Ha M. pneumoniae.




Ta6nuua 7. KoptnkocTtepouac6eperatolne npenapatbl, ucnonbdyemble npu PANS/PANDAS (agantupoBaHo 13 [30])
Table 7. Corticosteroid-sparing drugs used in PANS/PANDAS (adapted from [30])

TeueHue BBUI Nnasmadepes PutyKcuma6o
3a6oneBaHus unu MmukodpeHonata modpeTun
[e6ioT Ot 1 0o 6 exxemecsayHbIx Mcnonb3yeTtcs B TAXeNbIx 3ab6oneBaHne No CTEMNEHU TAHKECTU
3a6os1eBaHns KypcoB BBUT (1-2 r/Kr) npu M 9KCTpeMalibHbIX Cny4asx OT YyMEPEHHOW A0 KpalHen. Y nauneHTa
CTeNeHu TAHXeCTn 3aboneBaHns MmeeTcs 3aJOKyMeHTUPOBaHHas
OT YMEPEHHOW 10 TAXEN0N Un YYBCTBUTENBHOCTb K MTIOKOKOPTUKOCTEPOUAAM,
OT TSHKENOW [JO IKCTPEMaNbHOM, BBUI nnn nnaamadepesy. PaccmoTpeTb
ecnv nna3madepes HeBO3MOXEH BO3MOXHOCTb UCMNONb30BaHUS, eCnu
y nauueHTa: a) oTMeyaeTcs yxyaleHve
COCTOSIHWSA (KaXKaoe 060CTPeHNe ocTaBNseT
nawLmeHTa ¢ NOCTOSAHHBLIM HEBPOSIOTMYECKUM /
NCUXMYECKUM AedULMTOM); 6) UMEIOT
MEeCTO YacTble peLmanBbl 3a60neBaHus,
CYLLLECTBEHHO CHUXaloLLME Ka4yeCTBO KU3HU
navuueHTa; B) OTME4YeHa 3aBMCUMOCTb TeYEHNS
3aboneBaHus oT npumeHerns NKC, BBUT
nnn Nnasmadepesa; r) UMeTcs NPU3HaKK
BOCManuTeNbHOro 3abonesanHns u/vwnm
ayToaHTUTENa U 06 BEKTUBHBIE NPU3HAKK
OpraHUYecKoro NopaykeHus rojloBHOro Mo3ra
PemutTupytouee MNosTopHOe BBEeaeHne BBUT, ecnu He ykasaHo, 3a ucknoyeHnem | Cm. Bbiwe
TeyeHve naLMeHT NOAXOAMT NO KPUTEPUAM cny4aeB, Korga y nauueHTa
CUHApOMa UMMyHoaeduuuTa 060CTpeHME OT TAKENOro
[0 KpanHe Tsxenoro
OTCcpoyeHHoe Ecnu naumeHT otBevaeT Ha BB, OTBeT Ha nna3madepes Cm. Bbllwe
neyexwe, TO NPU BO306GHOBAEHUN CUMMNTOMOB | MOXET GblTb BPEMEHHbIM.
XPOHUYECKMU BO3MOXHbI «A», «B» Uan «C»: Bo3MoHO BBeaeHWe
nepcucTupylolee A) exxemecsiiHo BBUT go nepunoga puUTyKcumaba nnu
MW XPOHUYECKHU yMeHblleHns addekTa ot BBUT MuKodeHonata modeTtuna,
nporpeccupytowee | B) putykcumab, MukodeHonata €CNK eCTb NPU3HaKK
TeyeHue ModeTtvn v ap. 3aBucumocTu ot 'KC
C) «A» + «B»

lMpumeyvaHme. TKC — rnoKoKopTuKocTepouabl, BBUI — BHYTPMBEHHbIV UMMYHOMNO6YIUH.

Note. TKC — glucocorticoids, BBUI' — intravenous immunoglobulin.

[AMCKyCCUOHHBbIE BOMPOChHI

NcTopusa naydenns PANS/PANDAS HacuuTbiBaeT 6onee
20 neT, HO M B HacTosllee BPeEMS COXPaHSIOTCA HEKOTOpble
HepeLlleHHble BOMpockl. B 4acTHOCTHU, OCTaeTcs HEM3BECT-
HOW AMarHocTMyecKas LEeHHOCTb (M B YacTHOCTM cneunduy-
HocTb) KpuTtepneB PANS/PANDAS (OKC, TUKH, aMOLMOHaNb-
Hasi 1abuNbHOCTb, TPEBOra, 3HYPE3), KOTOPblE BCTpeYaloTcs
W NpU ApYrux ncuxmyeckmx 3aboneBaHusax [87]. Kpome Toro,
HeT YeTKMX NabopaTopHbIX MapKepoB A1 3TUX COCTOSHUMN.
HeogHo3Ha4yHO onpegeneHa CBSA3b MeXAy CTPENTOKOKKO-
BOWM MHbeEKUMEN n pa3BuTueM TMKOB unn OKC, npu Tom 4yTo
fJaHHble 06 3bdEKTUBHOCTM aHTMOMOTUKOB MNPOTUBOPEYU-
Bbl. B 2004 r. 6blJ0 NpoBeAeHO MccefoBaHWe C LENbto
onpeaenntb, NOBbIWAET NN CTPENTOKOKKOBas MHOeEKLMS
puck pa3sutns OKC. CornacHo aTomy uccnegoBaHuio, 60/b-
Hbl€ CTPENTOKOKKOBOW MHMEKLUMEN HE MMEIOT MOBbILEHHOIO
pucka passutua OKC [88]. OnybnuKoBaHbl AaHHble, MOKa-
3blBalolWMe, YTO CTPENTOKOKKOBaAs MHOEKLUA He BauseT
Ha YacTtoTy o6ocTpeHuit PANDAS. R. Kurlan 1 coaBT. npeano-
noxumnu, yto y aeten ¢ PANDAS aomKHO 6biTb 60Mblie 060-
CTPEHUN, CBA3AHHbIX CO CTPENTOKOKKOM, 4EM Y 6O/IbHbIX XPO-
HUYeCKMMU TKaMn unmn OKC 6e3 cBA3M CO CTPENTOKOKKOBOM
nHodekumen [89]. C aTon uenbio NPoBOANIM GAKTEPUONOrK-
YeCKoe 1ccrefoBaHue Ha CTPENTOKOKK U3 MOTKKU exxemecsy-
HO W onpefensanm TUTPbl NPOTUBOCTPENTOKOKKOBLIX aHTUTEN
B CbIBOPOTKE KPOBW. [LOMOMHUTENBHO 3TH e UCCnefoBaHus
NPOBOAMUIUCL BO BPeMS 060CTPEHUS OCHOBHOMO 3abonesa-
HUS U NI06bIX APYrux 3abonieBaHni. bbino nokasaHo, 410 75%

060CTPEHUIM HE UMENN BPEMEHHOM CBSA3M CO CTPEMTOKOKKO-
BOM MHdeKumen [89]. Kpome Toro, B nuTepatype nosBuInCh
Takve auarHo3sbl, Kak «PANDAS-BapuaHT», AN aTUMNUYHbIN
PANDAS, ans KOTopbiX AMArHOCTUYECKUE KpUTEPMM BOOOGLLIE
He ycTaHoBneHbl [90, 91]. Ecnn ana PANDAS noctynupyert-
C CBfI3b CO CTPENTOKOKKOBOM MHbeKuunen, 1o ana PANS
npeanonaraeTcs Hannyme MHGEKLIMOHHOIO TpUITepa, Ho Bce
ncecneaoBaHmsa Ha 3Ty TeMy B OCHOBHOM PETPOCMEKTUBHbIE,
NO3TOMY WX pe3y/bTaTbl CeayeT UHTEPMNPETUPOBaTL C OCTO-
POXKHOCTbIO [92].

3AK/TIOMEHUE

HecmoTpss Ha 3HayuTenbHoe 4ucno paboT, noces-
WweHHbIx naydeHunto PANS/PANDAS, octatotcsi BOMpOCHI
K TEPMUHONIOUU, AMArHOCTUKE M JIeYEHUIO TaKuX nauu-
eHToB. PANS/PANDAS gBnsietca MynbTUAMCLMMAMHAPHON
npo6nemon. Heobxoanmo 6osee WMPOKOE ee OCBELlEHNE
cpean Bpayen pasHbiX crneuuanbHOCTEM A/ CBOEBpe-
MEHHON [MarHOCTUKU [aHHOro COCTOSIHMSA, YTO MO3BOUT
BOBpEMS HayaTb afIeKBaTHYIO Tepanuio n BeEpHYTb pebeHKa
K HOPManbHOW couunanbHOM XW3HU. OTCyTCTBME €OMHOro
noaxoAa K [AMarHoCTUMKe, OTCYTCTBME Haanexawum obpa-
30M CMaHUMPOBAHHbIX M MPOBEAEHHbIX KOHTPOIMPYEMbIX
nccnefoBaHnm He No3BoNAT CHOPMYINMPOBaTb OAHO3HAY-
Hble peKoMeHJaLuuK No BeAeHUIo NaLMeHTOB C CUHIPOMOM
PANS/PANDAS. lMoaxoa K ie4eHuto JaHHOW rpynnbl nauu-
€HTOB [AO/MKEH ObiTb MHAMBUAYANbHbLIA C YHETOM BO3MOX-
HbIX MOJIb3bl U PUCKa Tepanuu.
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B ocHoBe natoreHe3a 60/1bLIMHCTBA Clyd4aeB 6pOHXMabHOM acTMbl (BA) nexxutT uMMyHHOe BocnaneHue, peryampyemoe cyob-
nonynsynen CD4+ T-Knetok 2-ro tuna. OgHaKo He Bce MexaHn3Mbl XPOHUYECKOro BocrnasieHns npu bA usydeHbl 4o KOHUA.
OTHOCUTE/IbHO HeAaBHO YCTaHOBJIEHO y4acTue 6esika BHEKIETOYHOIro MaTpUKca NnepruocTMHa B pa3BUTMM 303MHOPUIIbHOIo
BOCnasieH1s n pemMoAennupoBaHnn AbixaTe/bHbIX ryten npu BA. BausHue nepuoctmHa Ha pa3BuTtme U TedeHue BbA nojg-
TBEPIKAAETCS BbICOKOK 3KCMPECCHEN 3TOro 6eJika B arnTenabHbIX K1eTKax 6pOHX0B naLMeHToB. B 0630pe npeactaBieHbl
COBPEMEHHbIE JaHHbIe O CTPOEHUN M CUHTE3€E NMepHOCTUHA, CBA3M NEePUOCTMHA C Pa3BUTUEM M TeyeHnem BA, ¢ QyHKumen
BHeluHero gbixaHus. Ocoboe BHMMaHUe yaes1eHo pou nepnoctuHa npu bA y geten.

Knro4eBbie cnoBa: 4eT1, 6pOHXMaIbHAs acTMa, NepuoCTH, 303MHOPUIbHOE BOCNaleHUE, PEMOAEIMPOBAaHMNE [ibiXxaTesbHbIX
nyten, QyHKUMSI BHELUHEro AbIXaHMS.

(Ansa ymtupoBaHus: LLlaxosa H.B. llepnocTnH — 6UoMapKep 6pPOHXMaNbHOM acTMbl. Bornpockl coBpeMeHHOH neaguaTpuu.
2019; 18 (5): 339-345. doi: 10.15690/vsp.v18i5.2056)

BBEAEHUE

bpoHxnanbHaga actma (BA) aBnseTca ogHMM U3 CaMblX
pacnpocTpaHeHHbIX HEMHOEKLMOHHbIX XPOHMYECKUX 3a-
6oneBaHWN, KOTOPOE HEPEOKO HavyuHaeTcs B AETCKOM
BO3pacTe M COXPaHAETCH Ha MPOTAXKEHUU BCEN MKMIHU
[1, 2]. CornacHo pekomeHaauusam [nobanbHOW MHULMATU-
Bbl M0 6poHxmnanbHon actme (Global Initiative on Asthma,
GINA, 2019), BA gaBnsetcs reteporeHHbiM 3ab0neBaHK-
eM, NpoTeKalWwmnm ¢ pasHbiMn GeHoTUnamm M 3HAOTU-
namu, 4To TpebyeT NepCcoHanIn3npPOBaHHOIO Mnoaxoaa
K Tepanuu [3]. NTOUCK HOBbIX GMOMapPKEPOB, MO3BONSIO-
LWMX CBOEBPEMEHHO AMArHOCTMpPOBaTb acTMy M onpege-
nMTb ee dbeHoTMn, HeEO6X0AMM ANA ONTUMaNbHOro Bbi6O-
pa Tepanum M NpOrHo3a TeyeHusa 3aboneBaHus [4, 5I.
B umcne noteHumanbHbix 6uomMapkepoB BA paccmaTtpu-

Natalia V. Shakhoval' 2

BaeTCs MepPUOCTUH — O6GENIOK BHEK/ETOYHOr0o MaTpuK-
ca, CUHTEe3upyeMblih dunbpobnactaMu, anuTenmManbHbIMU
M 3HAOTENNaNbHbIMU KIETKaMMU NIerkKux noj LencTBUEM
UMTOKMHOB Th2-UMMYHHOrO OTBETa — WHTEPNENKUHOB
(interleukin, IL) 4 n 13 1 yyacTBylOWMUIN B GOPMUPOBAHUK
303UHODUNBHOrO BOCMNANEHUA [bIXxaTefibHbIX nyTen [6].
B 2016 r. B »KypHane «Bonpockl COBpeEMEHHON neanaTpumn»
6bl/1 ony6IMKoBaH 0630p O POM NEPUOCTMHA B KavyecTBe
noTeHUManbHOro 6uomapKkepa 303MHOPUIBHOrO BoOcCNa-
NIeHUs ablxatenbHbix nyten [7]. C MoMeHTa ny6suKauumu
o0630pa MNOSABUAMCL HOBble JaHHble 06 y4acTuu nepuo-
CTUHa B pa3BuTMM BA y B3pocnbix n aeten. Huxke npuse-
[leHa COBpPEMEHHas MHPOPMaLIMS O CTPOEHUU U CUHTE3E
NnepuocTUHa, ero ponu B pa3BuUTUKM 303MHOPUILHOIO BOC-
naneHus v pemMoaenvMpoBaHuK AblxaTeflbHbIX NyTen npu

1 Altai State Medical University, Barnaul, Russian Federation
2 Siberian State Medical University, Tomsk, Russian Federation

Periostin as a Biomarker of Bronchial Asthma

Immune inflammation regulated by CD4+ cells (T cells type 2) is integral to the pathogenesis of most cases of bronchial asthma (BA).
However, not all mechanisms of chronic inflammation in BA are studied well enough. More recently the role of periostin (extracellular
matrix protein) in development of eosinophilic inflammation and airway remodeling at BA has been revealed. The effect of periostin
on BA course and development can be confirmed by its high expression in bronchial epithelium of patients with BA. This review shows
current data on periostin structure and synthesis, correlation between periostin and BA course and development and pulmonary
function test. Special attention is given to the periostin role in BA in children.

Key words: children, bronchial asthma, periostin, eosinophilic inflammation, airway remodeling, pulmonary function test.

(For citation: Shakhova Natalia V. Periostin as a Biomarker of Bronchial Asthma. Voprosy sovremennoi pediatrii — Current Pediatrics.
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BA, a TakKe onucbiBaeTcsd CBSA3b MNEPUOCTUHA C TEYEHUEM
3ab60neBaHns n GyHKLMEN NErKuxX.

CTPYKTYPA NEPUOCTUHA

MepnocTtnH (periostin, POSTN; octeobnactcneundunye-
ckun ¢dakTop, OSF-2) gBndetca CeKpeTupyeMbiM OenKoMm
BHEK/IETOYHOro MaTpuKkca. [eH nepuoctuHa POSTN Bnep-
Bble BblgeneH B 1993 . U3 KIETOYHON JIMHWUKU MbILMHOIO
octeobnacta MC3T3-E1 1 onucaH Kak cneuuduyeckni ans
octeo6nacTtoB paKtop 2 [8]. [eH cocTonT M3 23 3K30HOB, pac-
nosioXkeH Ha 13- xpomocome [9]. YcTaHOBMIEHO, YTO Nepuro-
CTUH 3KcnpeccupyeTcs octeobnactamu, IOKanM30BaHHbIMU
B TKaHSX Nnoja, B aM6PMOHaNbHOM HaJKOCTHULE, NiaLeHTe,
cepAeyHbIX KnanaHax, TKaHW Hano4Ye4YHUKOB, IETKUX, LLKUTO-
BUAHOM enesbl [8]. MonekynspHas macca nepuocTUHa
90 K[A [10].

MoneKyna nepuocTuHa COCTOUT U3 aMUHOTEPMUHANBbHO-
ro gomeHa (EMI), TaHaeMHOro noBTOpPa M3 YETLIPEX IOMEHOB
dacumnknmnHa | (FAS1) n KapOOKCHNLHOIO KOHLEBOMO JOMEHa
(CTR), BK/IlOYalOLLEro renapmMHCBS3biBatoL M CalnT Ha CBOEM
C-KOHLLEBOM cermeHTe. B cBs3K ¢ Hann4mem YeTblipex gome-
HoB FASI| NepuvoCTUH OTHOCUTCS K cemMencTBY bacCUMKIUH-
cBa3blBaowWwmx 6enKkoB. FASI npeactaBnser co6on ApeBHUM
[OMEH K/IEeTOYHOW agre3uun, obLWui ana pacTeHUM, XUBOT-
HbIX M GakTepun [11, 12]. JomeH EMI aBnsetca He6oOsb-
MM moaynem, 6oraTblM OcTaTKamu LMCTEUHA, y4acTByeT
B 6€/10K-6e/IKOBbIX B3anMoenCcTBUAX [13] U MOXKET CBA3bI-
BaTbCs ¢ GUO6POHEKTUHOM [14]. KOHLEBOW 1OMEH NEPUOCTH-
Ha CTR copepuT 6oratbln aprmMHMHOM renapuHCBA3bIBato-
LWMIM y4acToOK, MpUHUMAET y4acTne B cOopKe GUOPOHEKTUHA
BO BHEKNETOYHOM MaTpuKce [15].

CHUHTE3 NEPUOCTUHA

UHAYKTOpPbI CUHTE3a NepUoCTUHA

JKcnpeccus MepUoCTUHA MOXET M3MEHSATbCS MoA Aew-
CTBMEM Pas3fIMyHbIX MOMEKYNAPHbIX CTUMYNOB. K HacTosLe-
My BPEMEHW M3BECTHO, YTO IKCMPECCHIO reHa MepUocTUHa
CTUMY/IMPYIOT UMTOKMHBI IL4 un IL13, TpaHchopMupyowmnn
poctoBon ¢dakTop 6eta (TGFB), aHrnoreHsuH I, daktop
pocTa COeAnHUTENBHON TKaHW 2, KOCTHbIM MopdoreHeTnye-
CKUIN BENOK 2, MexaHM4YecKoe pacTaKeHne n 61oNorMyecku
aKTUBHble BellecTBa, 06pa3yoLiMecs Npu OHKONOTMYECKUX
3aboneBaHuax [16, 17].

B 1999 r. K. Horiuchi n coaBT. npoaeMoHCTp1poBanu
MOBbILIEHWE IKCMPECCHUM reHa NEPUOCTHHA B NEPBUYHOWM Kie-
TOYHOW Ky/nbType 0CTe061aCTOB HOBOPOXAEHHbIX Mbillen noa
BnvaHuem TGFR [18]. Mo3aHee N. Yuyama 1 coaBT. 06Hapy-
XUnu ctumynupytoulee BaunsiHne IL4 n IL13 Ha aKcnpeccuto
reHa NepuocTnHa B KyabType anuTennanbHbIX KNETOK GPOH-
x0B [19]. YcTaHOBNEHO, 4TO IL4 cBS3bIBAETCS C ABYMS TUNAMu
peuentopoB K IL4 (tun 1 n 2 IL-4R), Toraa Kak I1L13 cBa3biBa-
eTcs co 2-m Tunom peuentopoB — IL-4R, Takke Ha3biBae-
MbiM IL-13R. MNocneaytolumne paboTbl NOATBEPAUAN UHOYLMPY-
toutee gencrteme IL4 n IL13 Ha 3Kcnpeccuto reHa NepuocTMHa
[20, 21]. NMocKonbKy IL4 u IL13 9Bnst0TCS KNtOYEBbIMU Meau-
aTopamu Th2-MMMYHHOrO OTBETA, XapaKTEPHOro A1 MHOMMX
XPOHWUYECKUX annepruyeckux 3aboneBaHW, MNOBbilEHUE
3KCMPECCHM TeHa NepuocTHa OGHaPYKEHO HE TONbKO Mpu
BA, HO W apyrux annepruyeckux 3aboneBaHusx — aTo-
NUYECKOM AepmaTute [22], annepruyyecKOM KOHDBIOHK-
TMBUTE [23], 303MHODUIBHOM 330darute [24].

MepuocTMHCUHTE3UPYIOLLMUE KNETKU IerKUX
M3BeCTHbI TPU BMAA KNETOK, NPOAYLMPYIOLLMX MEPUOCTUH
B NNErKNMX — GpubpobnacTbl, INUTENUabHbIE U 3HAOTENNASb-

Hble KneTku. S. Sidhu 1 coaBT. [25] 06HapyXKIK yBenndeHune
3KCMPECCHMM TeHa MEepPUOCTMHA B 3NWUTENMANbHbIX KIeTKax
OpOoHX0B y nauueHToB ¢ BA B oTBeT Ha ctumynsaumio IL13.
[Mpn 3TOM NEPMOCTUH CEKPETMPOBANCH B HanpaBieHUu
K 6a3anbHoON YacTu KneTok. S. Shoda m coaBT. [26] coobLwu-
SN O CEKPEeLMU NepUOoCTUHa KanunnsipHbIMKM 3HAOTENNANb-
HbIMW KJETKamMu NEerkmx nocne mx ctumynsauum IL4 w 1L13.
G. Takayama wu coaBT. [27] u M. Masuoka u coaBT. [28]
NPOAEMOHCTPUPOBANIN CNOCOBHOCTb NeroYHbiX Gubpobdna-
CTOB NauuneHToB ¢ BA cuMHTE3MpoBaTb NEPUOCTMH MOCNE MX
ctumynsaumnm IL4 v IL13. B 2017 r. K. Makita u coaBsT. [29]
BMNepBble B 9KCNEPUMEHTa/IbHOM UCCNeLOBaHUN 0BHapPYKK-
JIN CNOCOBHOCTb KNETOK rMafgKon MyCcKynaTypbl 6POHX0OB CUH-
Tes3npoBaTtb NEPUOCTMH Nocne ux ctumynaumm IL13, npuyem
CUHTE3 NepuocTnHa Obl1 A030- U BpemMa3aBUCUMbIM. Hepes
24 4 nocne ctumynaumn 1L13 aKkcnpeccus reHa nepuocTnHa
B KJIeTKax rMagKon MycKynatypbl GPOHXOB MOBbIlWanacb
B 2,4 pa3sa, a yepe3 48 4 — B 5,3 pasa. OgHako aBTOpbI
ndyyanu BausiHne IL13 Ha CMHTE3 NepUOCTUHA B NEPBUYHOM
KNETOYHOW KyNnbType KIETOK rMajKon MycKynatypbl 6pOHX0B
4yenoBeKa, Torga KaKk 4O HAcTOSILLEro BPEMEHW He MU3y4YeHOo
BAMsSHME IL13 Ha CUHTE3 MEPUOCTUHA KIETKaMW rnagKowm
MyCKynaTypbl 6POHX0B NauneHToB ¢ BA. B 3101 CBA3M MOXHO
npeanonaratb, 4To Npu BA CHHTE3 NEepMOCTMHA OCYLLEeCTBAS-
eTca He TONbKO pubpobnactaMu, anuTennanbHbIMKU U IHOO-
TennanbHbIMU KNETKaMK, HO U KNEeTKaMK MMajKon MycKyna-
Typbl GPOHXOB.

MMOCKOMbKY MEPUOCTUH CEKPETUPYETCA INUTENNANbHbIMU
K/IETKaMW B HamnpaB/ieHUMK K 6a3anbHOM MOBEPXHOCTU, ITOT
cneundnyecknin 6enoK NPoHMKaeT B KPOBOTOK Yepes cyb-
anuTennanbHble KPOBEHOCHbIE COCYabl M MOXET OblTb 06Ha-
PYXXEH B CbIBOPOTKE M Nna3mMe KpoBMu. [pn nayveHnu ypoBHS
NepuoCTMHa y 30POBbIX PECMOHAEHTOB 06HapYKeHbI 6oee
BbICOKME MOKa3aTe/in 3Toro 6efka y geTter no cpaBHEHWMIO
co B3pocnbiMu [30]. H. Fujitani n coaBT. [31] npoAeMOHCTpU-
poBann 6onee BbICOKMM YypOBEHb NEPUOCTUHA B NepBble
rofbl XWU3HW OeTen, KOTOPbIA CHUXKaNca K Bo3pacTy 7 Ji€T,
a [asnee ocTaBasicsl CONOCTaBUMbIM C YPOBHEM Y B3POC/bIX.

POJ1b NEPUOCTUHA B NATOTEHE3E

BPOHXUAJIbHON ACTMbI

CBA3b NEePUOCTUHA C BOCMaAeHUEM

U pemojeMpoBaHneM AbiXxaTeibHbiX NyTen npu BA

B 60nbWKHCTBE c/ly4yaeB B OCHOBE natoreHesda bA nexwur
Th2-TMN UMMYHHOro OTBETa, perynnpyembii cybnonynsauu-
e CD4+ T-kneTok 2-ro Tuna, M3BECTHbIX KaK T-xenmnepbl
2-ro Tmna, unn Th2-knetku [32]. KntoyeBas posib B pa3BuUTUm
3TOro TMNa MMMYHHOro oTBeTa ortsoautcs IL4, IL5 wn IL13,
npoayunpyemblm Th2-KneTkaMu B OTBET Ha KOHTAKT C annep-
reHamu [32]. Bupycbl, 6aKTepUn U UPPUTaHTbI, CTUMYSIUPYS
CUHTE3 anuTenuanbHbiMM Knetkamu IL33, IL25 n Tumnyec-
KOro CTpomasnbHOro NTMmM®OonoaTuHa, TaKkKe CNocoBHbl aKTu-
BMpoBaTb Th2-MMMyHHbIN oTBeET [33].

B 2008 r. 6bin NpeaioXeH TeEPMUH «dHAOTUM» BA, onpe-
Lensiownin noatnn 3aboneBaHns ¢ onpefeneHHbIMU GyHK-
LMOHaNbHbIMW WM NATOPU3NONOTMYECKUMU MexaHn3Mamu
[34, 35]. SHOOTMN, B OCHOBE MaTtoreHe3a KOTOPOro JIEKUT
Th2-BocnaneHune, HasBaH T2-aHgoTunom bBA, xapaktepwu-
3YIOWMMCA  303MHOPUIBbHBIM BOCMNaneHnem [AbixaTefb-
HbIX NyTEM C 303MHODUNWEN, YBENMYEHUEM YUCNA TYy4HbIX
KNEeTOK, MOBbILIEHWEM YPOBHA OKCW[a a30Ta B Bbliblxae-
MOM BO3JyXe W 4acTblM co4eTaHuem ¢ atonuen [36, 37].
MockonbKy IL4 n IL13 9BNgOTCA HEe TONbKO K/OYEBbLIMM
LMTOKMHaMM T2-UMMYHHOIO BOCNaneHus, HO U UHAYKTOpaMu
3KCMNPEeccHn NepUoCcTMHa KNeTKamMu PeCNMPaTOpPHOro TPakKTa,



0CO6bIM UHTEPEC NPeacTaBNAET N3YYEeHWE POSIN ITOrO CneLmn-
duryeckoro 6enKa B pa3BuTumn bA.

0630p NuTEepaTypbl NOKa3blBaET, YTO MEPUOCTUH BHOCUT
3Ha4YuTEeNbHbIM BKNag B pa3Butie BA [38]. 3T0 noaTBeEpK-
[laeTcs BbICOKOW 3KCMpPeCCcHen reHa NepmuocTuHa B anuTenu-
anbHbIX KNeTkax nerkux npu bA. Tak, N. Yuyama 1 coaBT. [19]
BMepBble MPOAEMOHCTPUPOBAIM MOBbILIEHWE 3IKCNPECCHUn
reHa nepuoctuHa nop aencreunem IL4 n IL13 B anuTennans-
HbIX KNeTKax 6poHxoB yenoseKa. P. Woodruff n coasT. [21]
NoATBEPANIU CTUMynUpylollee aencteue IL13 Ha aKkcnpec-
CUI0O TeHa MNepuoCTMHA B 3NUTENMasbHbIX KNeTKaxX Ablxa-
TeNbHbIX NyTern nNpu BA, o6HapyunB ero 4-kpaTHoe MNoBbl-
leHne y naumMeHtoB ¢ BA nNo cpaBHEHWIO CO 340POBbIMHU
nnuamu. J. Lopez-Guisa 1 coaBT. [39] npoaemMoHCTpUpoBa-
¥ MOBbIWEHWEe 3KCMPECCUN reHa nepuocTMHa B 3,7 pasa
B 3nuTeNnanbHbIX KeTKkax 6poHxoB aeten ¢ BA no cpas-
HEHWIO CO 3[0POBbLIMW CBEPCTHUKAMM, a IKCMPEeccus reHa
nepuvocTMHa B KNETKax anuTenns G6pOHXOB Mocfie CTUMyAs-
umm IL4 n IL13 okazanacb B 2,6 pa3a Bbille, YeM [0 CTH-
Mynsumnn. MNoBbllWEHWE 3IKCNPECCHUM 3TOro crnelmdruyecKoro
6e/lka O6HapyXMBaeTCs He TONIbKO B 3MUTENMaNbHbIX KNET-
Kax, HO W KNeTKax MOKpOTbl Y nauuneHTos ¢ BbA [40].

ToyHasi ponb NepuocTuHa B pa3sutum bA oo HacToswero
BpemMeHun He sicHa. OfHaKo npegnonaraeTcs ero ydacrue
B PEKPYTUHre 303MHOOMIOB C POPMUPOBAHMEM 303UHO-
dunbHOro BocnaneHus ApixaTenbHbIX NyTeN, pasBUTUK CyO-
anutennanbHoro ¢omnbpo3a M o06pa3oBaHUM cAn3u BGoKano-
BMAHbIMUW KneTkamu (puc.) [38].

Mo paHHbiM M. Johansson u coaBT. [41], NepUOCTUH
YCUNMBAET MHAYUMpOBaHHYyto ILS v IL3 aagreauto 303MHOdH-
JIOB KPOBW NauMeHTOB ¢ BA 1 CTUMYIMPYET MX XEMOTAKCHUC
B 0671aCTb BbICOKOW KOHLIEHTpaLWK NepnocTnHa B Ablxatenb-
HbiX nyTax. C. Blanchard u coaBT. [42] noaTBEPANIN CTUMY-
nvpylollee AencTBMe NepnocTMHa Ha agresuto 303MHodGuIoB
K 6€enKy 3KCTpaLeNToNsapHOro MaTpnukca — GUOGPOHEKTUHY.

YuuTbiBas NOTEHLMANbHYIO POJib MEPUOCTUHA B HAKoNe-
HUKW 303MHODUNOB B TKaHSAX, OH paccMaTpMBaeTcs B Kaye-
CTBE CUCTEMHOro 6MoMapKepa 303MHOPUILHOrO BOcnasne-
HUA AblxaTenbHbix Nyten npu BA [43, 44]. B yacTtHOCTH, ObI10

NOKa3aHo, YTO YPOBEHb CbIBOPOTOYHOIrO NEPUOCTUHA Hapaay
C YPOBHEM OKCMa a30Ta B BblAblxaeMOM BO3ayxe, obLiero
MMMYHOI06ynnMHa (immunoglobulin, 1g) E 1 303nHodmnos
KPOBMU (C MOMpaBKOM Ha Mo, BO3pacT U MHAEKC Macchbl Tena)
CBfi3aH C BbIPa)KEHHOCTbIO 303MHOGUNNMK AblXaTeNbHbIX
nyTen y NaumMeHToB C TAXKENON HeKOHTposinpyemon BA [43].

YyacTe nepuocTMHa B MpoLecce pemMOoAenvMpoBaHUs
AbIxaTenbHbIX NyTen npu BA Hawno cBoe MOATBEpPKAEeHUE
B LLeIOM psife HayyHblX paboT, pes3ynbTaTbl KOTOPbIX Gblan
0606LeHbl B Hay4HOM 0630pe [4]. [peanonaraercs y4actme
aToro 6enKa B pa3BUTUM cybanuTenuanbHoro ¢ubposa
B CBSI3M C €ro CrnocoOHOCTbIO B3aUMOAENCTBOBATb C APYru-
MW B6e/TKaMU MEKKIETOYHOIo MaTpnKca — GUOPOHEKTUHOM,
KonnareHom V, TeHacumHom C [27]. Kpome 3Toro, NnepuMoCcTuH
cBfA3blBaeT KonnareH | Tuna, GUOPOHEKTMH M yyacTByeT
B dmbpunnoreHele KonnareHa [18]. KneTkn Moryt cBs3bi-
BaTb MNEPUOCTUH Yepe3 PeLLENTOPbl KIETOYHOro MHTErpuHa,
a CTUMYNSLMSA KNETOK MEPUOCTUHOM MOXKET BNUSATL Ha Kie-
TOYHYIO aaresuvto, nponudepaumio, MUrpaLmio M aHruo-
reHe3 [45-47]. 3TuM ob6bACHAETCS ydYacTue NepuocTUHa
B WMHBA3WW M METacTa3MpoBaHWUM Pa3/IMYHbIX OMyxonen
[48]. S. Sidhu n coaBT. [25] NpoAEMOHCTPMPOBaANM MoOo-
XUTENbHYlo Koppensauuio (r = 0,52) mexay akcnpeccuewn
reHa NepuocTUMHa B anuTeNnanbHblX KNeTKax AblXxaTefbHbIX
nyTen nayMeHToB ¢ bA n TonumMHoON 6a3anbHON MeMOpaHbI.
Mo paHHbIM Y. Kanemitsu u coaBT. [49], aKkcnpeccus nepu-
OCTMHa B cybanuTennanbHOM cnoe GPOHXOB Koppenupyet
C 3Kcnpeccuen konnareHa | Tuna, a no gaHHbiMm M. Hoshino
n coaBT. [50], ypOBEHb CbIBOPOTOYHOIrO MEPUOCTMHA KOp-
penupyet ¢ TONWMHON 6a3alibHbix MeMOpaH AblXxaTeNlbHbIX
nyren (r =0,71).

YpoBeHb CbIBOPOTOYHOI0 NnepuocTuHa npu BA

MeproCTUH CEeKpPeTMpyeTCs anUTeNnanbHbIMU KIIEeTKamu
OpOHXOB B HanpaBfeHun K 6a3anbHOM MOBEPXHOCTU, MPO-
HUKaeT B cyb6anuTennanbHble KPOBEHOCHbIE COCYAbl U MOXKET
O6blTb OGHApPYKEH B CbIBOPOTKE WAKW Mna3mMe Kposu [25].
MOCKONbKY MEPMOCTUH 3KCMPECCUMPYETCS B KIETKax [bixa-
TenbHbIX NyTen npu BA, npegnonaraetcs, 4TO YPOBEHb CbIBO-

Puc. CvHTE3 NeprocTHa M ero BAUSHWE Ha AbIxaTe/bHble NyTW Npu 6pOHXManbHOM acTMe

Fig. Periostin synthesis and its effect on airway in BA patients
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lMpumeyvaHme. Nctounuk: K. Izuhara n coaBT., 2016 [38]. Ny6nuKyeTcs ¢ pa3pelleHnsa npaBoobnagatens — American Thoracic Society.
Note. Source: K. Izuhara et al., 2016 [38]. Published by authority of the owner — American Thoracic Society.
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0630p NUTepaTyphbl

POTOYHOrO MEPUOCTMHA OTParKaeT JIOKasbHY0 MPOAYKLMIO
aToro 6enka [51].

B MHOroueHTpoBOM MNOMNYAALMOHHOM WCCEefOBaHNMU
EBponenckoro KoHcopuuyma Mo M3y4YeHWio annepruye-
CKux 3aboneBaHun u BA (The Global Allergy and Asthma
European Network, GA2LEN) npu n3y4yeHuu YpPOBHS CbIBO-
POTOYHOrO MEPUOCTMHA Yy B3POCAbIX NauueHToB ¢ BA v 310-
POBbIX CTAaTUCTUHECKU 3HAYUMbBIX Pa3/IMynii He OBHapPYKEHO
(62 n 66 Hr/mMn cooTBETCTBEHHO; p > 0,05) [52]. B apyrux
nccneaoBaHuUsX, HaNPOTMB, GbINI0 NOKa3aHo, YTO Yy B3POC/bIX
nauneHToB ¢ BA ypoBeHb CbIBOPOTOYHOMO MEPUOCTUHA BbilLE,
4yem y 340poBbIX uL [53-55]. B 2015 T. Y. Inoue 1 coaBT.
[30] He oBHapyXunn pas3nuynin B YpOBHE CbIBOPOTOYHOIO
nepuocTvHa y feten B Bo3pacte 6-12 neTt ¢ annepruye-
CKMMUK 3aboneBaHuammn (M3 HUX 20% ¢ BA) U UX 340POBbIX
CBEPCTHMKOB. B TOM e rogy J. Song 1 coaBT. [56] nokasanu,
4YTO YpPOBEHb MEPUOCTUHA Yy AeTen B Bo3pacte 6-15 ner
¢ BbA Bbiwe, Yem y 380poBbIx (76 u 71 Hr/mn; p = 0,017)
Bonee TOro, 6bina BbiIBNEHa accouMauus YPOBHS CbiBO-
POTOYHOIO MEPMOCTUHA C TUNEePPEaKTUBHOCTbIO GPOHXOB
No AAHHbIM TECTOB C METaX0/MHOM U MaHHUTO/IOM. B 2016 T.
T. Inoue 1 coaBT. [57] noaATBEPAWIM ITOT peadynbTaT Ans AeTen
B BOo3pacte 6—-16 net ¢ bA, NokasaB TaKXe XOpoLlyo Aua-
FHOCTUYECKYIO LLEHHOCTb CbIBOPOTOYHOIO NepPUOCTUHa (nno-
waab nog ROC-kpmeon 0,7) [52]. B 2019 r. J. Cho 1 coaBT.
[58] npu M3y4yeHUU YpPOBHSA CbIBOPOTOYHOrO MEPUOCTUHA
y neten B Bo3pacTe 6-15 net ¢ BbA, conpoBoXaatowwen-
C MHOYUMPOBAHHLIM GU3NYECKON Harpy3Kon 6poHxocnas-
MOM, TaKXe 06Hapy»Kuiu 6onee BbICOKMK YyPOBEHb MNepu-
OCTMHa MO CpaBHEHUIO €O 340poBbIMKU (134 n 112 Hr/mi;
p = 0,012). E. Basha u coaBT. [59] npogemMoHCTpUpoBa-
N1 6onee BbICOKMM YypOBEHb CbIBOPOTOYHOIO MEPUOCTUHA
y Aeten ¢ bA B Bo3pacTte 3—11 neT No CpaBHEHUIO CO 3/0-
poBbIMK cBepcTHMKaMu (54 n 44 ur/mn; p < 0,001). Kpome
3TOro, aBTOpaMKW YycTaHOBNEeH 60siee BbICOKMM YPOBEHb
CbIBOPOTOYHOrO MEPUOCTMHA NpU 0BOCTPEHUU acTMbl, HYeM
BHe o6ocTpeHuns. C. Macanbckui 1 coaBT. [60] 1 H. LLlaxoBa
1 coaBT. [61] nonyyunnu pesynbraTbl, aHaNOrMyHble pesynbra-
Tam 3apy6exHbIx Konner, 419 BbI6opKu aeten ¢ bA B Bo3pac-
Te 6-18 1 3-6 net.

CBA3b NEPUOCTUHA C MapKepaMu 303UHOPUIIbLHOIO
BOCNaJieHUs AbiXxaTeNbHbIX NyTen npu BA
Accoumauma ypoBHA MEPUOCTUHA C 303UHODUIbHBIM
BOCMaseHnem AbixaTesbHblX nyTen Gbina nokasaHa B 60/b-
LIOM 4ucne uccnegoBaHui. Tak, J. Simpson n coaBT. [62]
06HapyXunun 6onee BbICOKME YPOBHW NEPUOCTUHA B CbIBO-
POTKE KPOBM M MOKPOTE Yy MauMeHTOB C 303MHObUIBHOM
BA no cpaBHEHMUIO C HE303MHODWIBHOM, a TaKXe nokasanu
Koppenauuio 3Ha4YeHWM 3TUX MoKalaTesien C KOMMYECTBOM
303nHOPUNIOB B MoKpoTe (r = 0,422 n r = 0,364 cooTBeT-
CTBEHHO). B psige nccnegoBaHuin ycTaHOBNEHA MOMOXKUTENb-
Has Koppensauus CbiIBOPOTOYHOMO NEPUOCTMHA C TaKUMK Map-
Kepamu 303MHODUIBHOrO BOCMANEHUS AbIXxaTebHbIX NyTEn,
KaK KOMM4ecTBO 303MHOOWMIOB B MOKpoTe [54, 62, 63],
B KpoBM [63], ypOBHEM OKCMAaA a30Ta B BblblxaeMOM BO3-
oyxe [64, 65], ypoBHeM obuero IgE [63-65]. S. Pavlidis
M COaBT. [66] yCTaHOBWAMN, YTO CbIBOPOTOYHbIN NEPUOCTUH
ABNAETCH NPeSMKTOPOM Th2-BocnaneHus npu taxenon bA.
[aHHble O CBA3WM MEPUOCTMHA C MapKepamu 303MHO-
GUNbHOIo BOCNaneHUs abiXxaTebHbIX NyTEN y AETEN NPOTUBO-
peuuBbl. Pag uccnepoBatenen He O0GHapyXua accouuaunm
CbIBOPOTOYHOI0 NEPMUOCTMHA C MapKepPaMmn 303MHODUIbHOIO
BocnaneHus [67—-69]. Bmecte ¢ Tem T. Inoue 1 coaBrT. [57],
H. LLlaxoBa 1 coaBT. [61] NpoAeMOHCTPUPOBaNn Koppensumto

CbIBOPOTOYHOrO MEPUOCTUHA C CypporaTHbIMM MapKepamu
303MHOPUIBHOrO BOCMNaNeHus AblxaTenbHbIX NyTEN — KOJK-
4eCTBOM 303UHOGMNOB KposHK (r = 0,28 un r = 0,35 cooTBeT-
CTBEHHO) v ypoBHem obuero IgE (r = 0,30 n r = 0,73 cooT-
BeTCTBeHHO), E. Basha n coaBT. [59] — C¢ Konn4yecTtBOM
303MHOPMNOB KpoBKu (r = 0,32). Takum o6pa3om, BOMNPOC
06 1UCnonb30BaHUKU NEPUOCTUHA B NeanaTpUyYecKon NpakTu-
Ke B KavecTBe 6MOMapKepa 303MHOPUNBHOro BOCManeHus
OblXaTeNbHbIX NYTEN OCTAETCS OTKPbITbIM U TPEBYET AanbHEN-
LEero nccnefoBaHums.

CBA3b NepUoCcTUHa ¢ TeyeHunem BA

Accoyumayms ypoBHSI NEPUOCTUHA C TSXKECTbIO

U KoHTponem BA

McecnegoBaHns AeMOHCTPUPYIOT MPOTUBOPEYMUBbLIE AaH-
Hble O CBSA3M NepuocTUHa ¢ TaxecTbio BA. Tak, M. Johansson
M coaBT. [65] He OBHapyXWIW pPasUYUi YPOBHS CbliBO-
POTOYHOrO MEPUOCTMHA NPU TAKENOM M HeTsKenon BA
(54 n 53 Hr/mn cootBeTCTBEHHO), @ A. Wardzynska 1 coaBT.
[70] He 3aduKcMpoBann accouualmMm NepuocTMHa B KOH-
[leHcaTe BblAblxaeMoro Bo3ayxa ¢ TaxecTblo BA y B3pocbix
nauueHToB. B gpyrux vccnefoBaHusx, NPOBEAEHHbIX C yya-
CTWMEM B3pPOC/bIX NALMEHTOB, 0GHAPYKEHO MOBLILLEHWE YPOB-
HS MepUMOCTMHA B CbIBOPOTKE KpoBwW [71, 72], KOHAeHcaTe
BblAbIXaEMOro Bo3ayxa 1 MOKpoTe [7 3] npu TAXKeNom Te4eHnn
BA MO CpaBHEHUIO CO CPEAHETAKENbIM U NIETKUM TEYEHUEM
3aboneBanus. Hanpumep, E. Basha un coast. [59] npoae-
MOHCTPUpOBaNM 6ofiee BbICOKMIK YPOBEHb CbIBOPOTOYHOMO
nepuoctuHa y ageter 3—11 net ¢ Taxkenon BA no cpaBHeHMUIO
C [E€TbMW C JIETKMM W CPEefHETSKENbIM TedeHuem 3abone-
BaHuda, a C. MacanbCKui 1 coaBT. [74] NoXoxue pasnnyus
B YPOBHE CbIBOPOTOYHOIO MEPUOCTUHA BbLIABWUAW Y LeTen
6—18 neT co CpeaHETKENbIM U TErKUM TEYEHUEM aCTMbl.

Accoymnayums nepuocTMHa C KOHTpoJsiemM

cumntomoB BA u o6ocTpeHnemMm

Accounaumnio CbiIBOPOTOHHOrO MEPUOCTMHA C KOHTPOSIEM
Hag cumnTomamu BA n3yyanu B He6ObLIOM YUCne uccnemo-
BaHuMK. N. Scichilone 1 coaBT. [75], Hanpumep, aHann3nMpoBa-
/N CBSI3b YPOBHS CbIBOPOTOYHOIO NEPUOCTUHA C KOHTPOIEM
3a60/1eBaHMA Y B3POC/bIX NaLMEHTOB CO CpeaHETAKenon bA,
A. Licari n coaBrT. [68] — y geten ¢ anneprnyeckon bA. B o60-
MX clydasix CBSI3W CbIBOPOTOYHOIO NEPUOCTMHA C KOHTPOJSIEM
BA He 06HapyXeHO.

N. Scichilone u coaBT. [75] n A. Wardzynska v coaBT. [70]
3adumKcMpoBanu 6onee BbICOKUIA YPOBEHb CbIBOPOTOYHOIO
nepuocTMHa y B3pPOC/bIX MauMeHToB ¢ obocTpeHuamu BA
B TEYeHWe roga no cpaBHEHMIO C NauneHTamm 6e3 obocTpe-
HUK: 4047 n 222 Hr/mn, p = 0,001 [75], 27 v 19,5 Hr/mA,
p =0,036[70]. E. Basha u coaBrT. [59] BbISBUIMN BONee BbICO-
KWW ypOBEHb CbIBOPOTOYHOrO NMEPUOCTMHa B rpynne aetewn
¢ o6ocTpeHremM BA no cpaBHEHUIO C AETbMU BHE 060CTPEHUS
3aboneBaHua (60 n 48 Hr/mn; p < 0,001), C. Macanbckumn
M coaBT. [74] 3aduKcmnpoBanm 6051ee BbICOKME MOKalaTenu
CbIBOPOTOYHOIO NEepUoCcTUHa y AeTen, UMEBLIMX B TeYeHue
roga = 3 o6ocTpeHuit BA, No cpaBHEHWIO C A€TbMU C MEHb-
LIMM YncnomM o6ocTpeHu 3aboneBanuns (5,55 n 3,26 Hr/mn;
p =0,016), a H. LLlaxoBa 1 coaBT. [61] npoageMOHCTpUpOBanmu
NMOSIOXKUTENbHYIO KOPPENALMIO CbiIBOPOTOYHOIrO NEPUOCTUHA
C yacTtoton o6ocTpeHuit bBA'y geten (r = 0,53).

Accoumayms nepuocTuHa ¢ gpyrumm

XapaKTepucTuKaMmu Te4yeHus BA

CTumynupytoLlee BIMSHWE NepuocTMHa Ha passuTue IgE-
3aBUCMMOro BocnaneHuns npoaemoHcTpupoBanu J. Bentley



M COaBT. [76] B 9KCNepMMeHTabHOM UCCNeoBaHUM Ha ABYX
JIMHUSX MbIlEN — CUHTE3UPYIOLMX U HE CHUHTE3UPYHOLLMX
nepuocTuH. lMocne MHTpaHa3anbHOro BBEAEHMSI SKCTPaKTa
Kneliev AoMallHen Nbinn (C MOBTOPHLIM BBeAEHUEM Yepe3
7,14, 15 1 16 cyT) y MbllEN, CUHTE3UPYIOLLUX MEPUOCTHH,
OTMeYeHbl 60/1ee BbICOKas YyBCTBUTENIbHOCTb AblXaTeNbHbIX
nyTen K MeTaxoNMHy, a Takke 605ee BblpaxKeHHoe nepu-
OpoHXManbHoe BOcManeHue, MeTannasus CAUM3UCTON 060-
JI0YKM U cnHTE3 Th2-kneTKamu IL13 no cpaBHEHMUIO C Mblla-
MU, HE CUHTE3UPYIOLWNMMU MEPUOCTHUH.

A. James un coaBT. [52] npu ob6cnegoBaHMKM B3POCbIX
nauneHToB ¢ BA He 06HapyXuu accoLmaLnmn ypoBHS CbiBO-
POTOYHOrO nepuocTuHa c IgE-3aBUCMMON ceHCcMbunm3aum-
el K WHransauMoHHbIM annepreHam. Hanpotus, A. Patelis
W coaBT. [77] ycTaHOBUAN 6Gosiee BbICOKME YPOBHW CbIBO-
POTOYHOrO NEPUOCTUHA Yy nauueHToB ¢ BA, ceHCcMbunusu-
POBaHHbIX K MULWEBLIM W WMHIANSLUMOHHBIM anjepreHam,
Nno CpaBHEHMWIO C MNauMeHTamu, CEHCUBWUIN3UPOBAHHbLIMM
TONbKO K WMHransiuMoHHbIM annepreHam. T.Inoue u coaBT.
[57] npn obcnepoBaHuu aeten 6-16 net ¢ BA yctaHoBMAM
NONIOXMUTENbHYIO KOPPENSLMIO CbIBOPOTOYHOIO MEPUOCTMHA
C ypoBHeM cneundunyeckunx IgE K Knewam gomallHen nbiam
(r=0,29, p =0,035).

Accoymnanmnsi nepuocTuHa ¢ pyHKUMeH BHELUHEro

AbIXaHUs

Mo paHHbIM Y. Kanemitsu u coaBT. [78], BbICOKMI ypo-
BEHb CbIBOPOTOYHOrO MNepPUOCTUHaA (> 95 Hr/MA) y NauneHToB
¢ bA aBnseTcs He3aBUCUMbIM MPEANKTOPOM 3KCMPECCUU reHa
NepUOCTUHA, CHUKEHMS ob6bema (OPCMPOBAHHOIO Bbigoxa
3a 1 cek (OPB,) n npeanKTopoM cHmxeHna OPB, Ha = 30 mn
B roa. A. Mansur 1 coasT. [79] 1 J. Fingleton u coasrT. [80] onu-
canu OTpULATENbHYIO KOPPENaumMio YPOBHS CbIBOPOTOYHOIO
nepuoctnHa ¢ OPB, (r = -0,34 u r = -0,13 COOTBETCTBEHHO),
|. Bobolea v coaBrT. [64] 1 K. Takahashi u coaBT. [63] — oTpHu-
LaTenbHy0 KOPPENaLumio ypoBHS CbiIBOPOTOYHOIO NEPUOCTHHA
¢ nokasatenem OPB,/PXEN (r = -0,28 n r = -0,23 cooTBeT-
cTBeHHO). ROC-aHanvM3 npoaeMOHCTPUPOBan YAOBAETBOPHU-
TeNbHYI AWArHOCTUYECKYIO LlEHHOCTb CbIBOPOTOYHOIO Mepu-
OCTMHa B KayecTBe npeankTopa GMKCMpoBaHHOM 06CTPYKLMUU
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0O6o0cHoBaHme. [lopaxkeHue cepaua rnpu mykornoauncaxapmgose (MIC) | Tuna, cnHapome ypaep, uMeeT pa3Hbie GeHOTUNMYEC-
Kue nposiBieHus. OnncaHue KIMHUYEeCKOro ciy4as. B nepBom ciydyae cuMnToMbl 3a60/1€BaHUsI yKa3biBain Ha HaJmyne
OCTPO BO3HUKLLEN TSXKEI0N CepAeyHON He40CTaTOYHOCTH, KoTopas bbisia NoATBepKaeHa 1abopaTopHbIMU U MHCTPYMEHTa/ lb-
HbIMW MeToAaMu AMarHoCTUKK. [Tpu axoKkapanorpapmm BeisiBNEHbI Annatalmns 1€BbiX KAMEP cepaLua N CHUXEHNE COKpaTH-
TeJIbHOM CNOCOBGHOCTH JIEBOro XeJyao4yka. HetnnnyHoe TedeHne 3ab6osieBaHMsA C OTCYTCTBMEM [0JIOKUTEIbHON ANHAMUKMN
Ha (OHEe MOJMKOMIIOHEHTHOH Tepanuu CEPAEYHON HEeAOCTaTOYHOCTM MO3BOJIMIO 3arnofgo3puTtb 3abosieBaHMe 06MeHa
BELLECTB 1 NOATBEPAMNTL €0 C TOMOLLbIO TAHAEMHOM Macc-CreKTPOMETPUM U FEHETUYECKOr0 aHanmn3a. 310, B CBO 04epe/b,
MPMBEJIO K paHHEMY Havasly GepMeHTO3aMeCTUTENIbLHOM Teparnuu 1 aaloreHHoM TpaHenaaHTaLUmMm KOCTHOro Mo3ra, 41o 6/1a-
ronpusiTHO CKa3aJ/l0Chb Ha Ucxoae 3abosieBaHMs. Bo BTopomM npumepe npenctaBieH Knaccudeckui BapmaHT pa3sutus MIIC |
TUNa, KIMHUYECKME NPOSIB/IEHUS] KOTOPOIro B BMAE NaTo/I0rMU OrNOpHO-ABUratTesibHoro anmnapara, JIOP-opraHoB no3Boiniam
ANarHoCTMpPoBaThb M MNOATBEPANTL 60JIE3Hb C MOMOLLbLIO TaHAEMHOM Macc-CreKTPOMETPUU U FTEHETUYECKOIO aHan3a B BO3-
pacrte 3 nert. lNaTtonorus cepaua B BUAE yrnja0THEHUSI CTBOPOK MUTPAJIbHOIO KaanaHa ¢ peryprutaumen 2-m cTeneHn u CTeHO3
aopThl 6bl/IM AMArHOCTMPOBAaHbI M03Ke. PaHHee Hayasno Tepanuu, Ha Hall B354, AO/KHO MPUOCTaHOBMUTb MPOrpeccmpoBa-
HUE nopakeHusi cepaua. 3akmodeHue. OnmcaHbl PpasiMyHbIe KIIMHUYECKME BapuaHTbl natoaoruu cepaua rnpu MIIC | Tuna.
[okazaHa HeO6XOAMMOCTb MOCTOSIHHOIO KOHTPOJISi 3@ COCTOSIHUEM CepAeYHO-CcocyamcTon cuctemsl y geten ¢ MIIC | Tuna.
OTMEYEHO, 4YTO NopaKeHUe cepaLa MOXKET 6biTb MEPBbIM MPOSBAEHMEM 3a60/1eBaHMS.

Knr4yeBble cnoBa: MyKornoaucaxapuaos, A4eTH, cepaeyHas HeoCTaTOYHOCTb, KapAnoMuonaTnm, GepMeHTo3aMeCcTUTEIbHas
Tepanusi, AnarHocT1Ka.

(Ana uynTnpoBaHusa: BacuykuHa E.C., BepwwnHuHa T.J1., KoBanbuyk T.C., banHoBa E.H., MankuHa E.B., lNepByHuHa T. M.
MoparkeHne cepaeyHO-COCyANCTON CUCTEMBI NMPKU MyKomnonucaxapuaose | Tuna: KnMHu4eckue cnyvaun. Bonpockl coBpemeH-
Hov neguatpumn. 2019; 18 (5): 346-353. doi: 10.15690/vsp.v18i5.2058)

Elena S. Vasichkina, Tatyana L. Vershinina, Tatyana S. Kovalchuk, Ekaterina N. Blinova, Elizaveta V. Malkina,
Tatyana M. Pervunina

Almazov National Medical Research Centre, Saint Petersburg, Russian Federation

Damages of Cardiovascular System at Mucopolysaccharidosis
Type I: Clinical Cases

Background. Cardiac involvement in patients with mucopolysaccharidosis (MPS) type I, or Hurler syndrome, has various phenotypes.
Clinical Case Description. In the first case symptoms were indicative of acute severe heart failure which was confirmed by
laboratory and instrumental diagnostic methods. Left heart chambers dilatation and left ventricular hypocontractility were revealed
on echocardiography. Atypical disease course with no improvement on multicomponent therapy of heart failure let us to think about
metabolic disease, so we confirmed it with tandem mass spectrometry and molecular genetic testing. Therefore this led to timely
enzyme replacement therapy onset and allogeneic bone marrow transplantation that positively affect the disease outcome. The second
case showed classic course of MPS |I. Its clinical signs such as musculoskeletal and ENT-organ manifestations allowed us to diagnosis
and later confirm it by tandem mass spectrometry and molecular genetic testing at the age of 3. The cardiac pathology presented by
mitral valve leaflets thickening and 2nd degree regurgitation has been diagnosed later. In our view, early treatment onset should slow
down the progression of heart damage. Conclusion. Several clinical variants of cardiac pathology at MPS | are presented. The need of
constant cardiovascular system monitoring in children with MPS | is shown. It is also mentioned that cardiac pathology can be the first
manifestation of the disease.

Key words: mucopolysaccharidosis, children, heart failure, cardiomyopathies, enzyme replacement therapy, diagnostics.

(For citation: Vasichkina Elena S., Vershinina Tatyana L., Kovalchuk Tatyana S., Blinova Ekaterina N., Malkina Elizaveta V., Pervunina
Tatyana M. Damages of Cardiovascular System at Mucopolysaccharidosis Type I: Clinical Cases. Voprosy sovremennoi pediatrii —
Current Pediatrics. 2019; 18 (5): 346—-353. doi: 10.15690/vsp.v18i5.2058)



OBOCHOBAHME

[na mykononucaxapmgo3sa (MIC) xapaKTepHa WMpoKas
BaprabenbHOCTb KIMHUYECKUX NMPOSBNEHUNA — OT TAXENbIX
deTanbHO-HEOHaTaNbHbIX GOPM A0 CTEPTbIX BapuaHTOB,
KOTOpble AMarHocTMpyloTcs y B3pocnbix [1]. TeyeHne 3ab6o0-
NIeBaHUS, KaK NpaBWIO, HOCUT NPOrPECCUPYIOLLMIA XapaKTep
13-3a NOCTOAHHOI0 HaKOMIeHUa rMuko3amuHornukaros (FAlN)
B OpraHax M TKaHAX BEPXHMX OTAENOB AbIXaTesfibHbIX MyTen
W Nerkux, KOCTaX WM CcycTaBax, LeHTpanbHOW M nepudepu-
YECKOW HEPBHOW CUCTEME, ceplevHO-COCYAUCTON CUCTEME,
neyeHu, opraHax 3peHus u cnyxa [1, 2].

B ocHoBe pa3BWTUS cepaevHO-COCYANCTbIX OCTOKHEHUN
npu MIMC nexut nHounbtpaunsa Al KnanaHHOro annapara
cepaua (CTBOPKM KnanaHoB, pUOPO3HOE KOMbLLO, CYXOXKMWb-
Hble XOpAbl), 3HAOKapAa, MUOKapAa, CTEHOK KOPOHAapHbIX
apTepwui, aoptbl [3]. TAl U B YacTHOCTM renapaH-, gepma-
TaH-, XOHAPOWUTUH- U KepaTaHcynbdaTbl ABAAOTCA HOpMasb-
HbIMW KOMMOHEHTaMM KnanaHoB cepAua M MarMctpanbHbIX
cocynoB [3]. HakonneHne 4actM4yHO aerpaguvpoBaHHbix FTAl
NPUBOAUT K YTONWEHUIO M AUCOYHKLMKW KNanaHoB cepa-
ua, runeptpodmm MUOKapha, HapylweHWo NMPOBOAMMOCTH,
NMOPaXKEHUI0 KOPOHAaPHbIX apTepui u apyrux cocynos [1].
lNopaxeHne KnanaHoB cepaua sfBnsercs Hanbonee yacTom
(y 60-90% naumeHTOB) GOPMON NaTONOrMK CepPAEHHO-COCY-
avcton cuctembl npu MIMC [4-6]. CTeHO3 1 HeaOCTaTOYHOCTb
KanaHoB MOryT cTaTb MPUYMHOM MEperpysku, aunatauuu
W runepTpodun neBbix OTAENOB cepaua W, Kak creacrasue,
pa3BUTUSA CUCTONMYECKOM WM AMACTONIMHECKOM CcepaeyvHon
HepocTaTo4HOCTH [1, 6, 7]. MHTpamuoKapananbHas MHPUIb-
Tpaums TAl NpuMBOAUT K runepTpodun MuoKapaa S1IeBoro
wenypoyka (JIXK), 4to TpebyeT NOCTOSIHHOIO 3xoKapauorpa-
dunyeckoro (3xoKI) KOHTPONA TONWMHBI CTEHOK, pa3MepoB
M Maccbl MMOKapaa [6].

lMopaxeHne cepaevyHO-CcoOCyaAUCTON CUCTEMbI MOXKET
Habnogatbea npu Bcex Tunax MIC. OgHako Hawmbonee
yacTble U TAXKenble NnopaxeHus cepaua HabnogatoTes npu
MIC 1, Il, VI TvnoB [7]. N3 Tpex KIMHUYECKWUX BapuvaHTOB
Hanbonee Taxenon Gopmon ssnaeTcs cuHapom lypnep, ans
KOTOPOro XapaKTepHO MNporpeccupytollee Te4eHne c pas-
BUTMEM CepleyHOn HepocTatoyHocTH [2]. [loKasaHo, 4TO
y vy, ¢ 1-M KInHU4eckum BapuaHtom MIIC | H (cuHapom
[ypnep) cepaeyHas natonorua pasBuMBaeTcs 06bIYHO B paH-
HEeM BO3pacTe W ObICTPO MPOrpeccUpyeT, B TO BPEMS KaK
npu cuugpomax lypnep-Llene n Llene nopaxeHue cepa-
La NposiBASEeTCs CyWEeCTBEHHO MO3Xe W XapaKTepulyeTcs
6onee nerknMm u meganeHHolM TedeHuem [2, 3]. Mpu cuH-
apome [ypnep cpegHui BO3pacT yCTaHOBNEHUS AMarHosa
coctaBnser okono 10 mec. lNpK OTCYTCTBUM NEYEHUS PUCK
NeTanbHOro Ucxoaa B TedeHne 6amxkanimx 10 net ocraetcs
BbICOKMM [3, 8].

B KavecTBe MANOCTpaLIMK HUXKE NpeacTaBNeHO onncaHue
[BYX KIIMHUYECKMX CNly4aeB NnopaxeHus cepaua y nauueHToB
¢ MIC | Tuna, cnHapomom lypnep, HO C pa3HbIMU KIUHUYE-
CKMMW MPOSIBIEHUSIMM CO CTOPOHbI CEepPAEYHO-COCYANCTON
cucteMbl. B nepBom cnydae Kapauvonor §iBUACSA NepPBbIM
crneumnanmucTom, KoTopbi 3anogo3pun MIC ewe oo pas3su-
TUS KNAacCUYEeCKUX GEHOTUMUYECKMX U KIIMHUYECKMX MPOSB-
NeHUN. HeTunmMyHoe, KpanHe TAXKeNoe TeYeHne cepaeyvHon
HeJoCTaTO4YHOCTU, He nojjatoueecs MeaAnKaMeHTO3HOMY
NleYeHuto, 3acTaBuUIN CNELManMCcToB pacwmpnTb anddeper-
LUManbHbIM Kpyr 3a6oneBaHWi, acCOLMMPOBAHHbIX C Pa3BHK-
TMeM cepaeyHoOn HeaocTaToYHOCTU. PaHHee Havyano depmer-
To3aMecTuTeNnbHOM Tepanun (P3T) NPUBENO K BbipaxeHHOM
NONOXUTENbHON AMHAMWKE C HUBENMPOBAHWEM CMMMNTOMOB
CepPAEYHON HeaoCcTaTo4HOCTW, HOpManuaaluuen pasmepos
cepaua M coKpatutenbHon crnocobHocTn JIXK. Bo BTOpOMm
npumMepe NpoAeMOHCTPUPOBaHa Haubonee TUNMYHaa KapTu-

Ha naTtonoruun cepaua npu MIC | Tvna. AHanu3 aByx BapuaH-
TOB NopakeHns cepaua (PeAKoro U TUMUYHOIO KIIMHUYECKO-
ro) Npu ogHoOM U ToMm e Tune MIC no3BonuT Bpayam 6onee
LUMPOKO B3MSHYTb Ha NpobaemMy, paclumputb auddepeHLm-
anbHbIM Kpyr 3ab6ofeBaHni, acCoLMMPOBaHHbIX C pa3BUTUEM
cepAeyYHOom HeaoCTaTOYHOCTH, YTO, Ha Halw B3rnsg, npueeaet
K paHHeMy Ha4dany ®3T n 6naronpuaTHbIM 06pa3om NoBAnS-
€T Ha NPOrHo3 3abonieBaHus.

KNUHUYECKUA NPUMEP N¢ 1

O nauueHTe

[eBoyKa, Bo3pacT 2 mec, nepeseaeHa B Prey «HMUL],
uM. B.A. AnmazoBa» M3 OTAENEeHUS peaHuMauuMn AEeTCKOM
ropoAcKon 60bHULIbI B KparHe TSXKENOM COCTOSIHMM 3a CYET
OUBEHTPUKYNSPHON cepaevyHOM HeaoCTaTO4HOCTM C pa3Bu-
TUEM OC/NOHEHWN CO CTOPOHblI LeHTpPaibHOM HEpPBHOWM
cuctemMbl, POPMMUPOBAHMEM CMHAPOMA MOMOPraHHOM Hefdo-
cTaTo4yHoCcTU. [emoaMHaMMKa noaaepxmBanacb KOMOGUHUPO-
BaHHOW MHOTPOMHOKW Tepanuen (godamuH B 4ose 7,5 MKI/Kr
B MUHYTY, LOGYTaMWUH 2,5 MKI/KI B MUHYTY).

W3 aHamMHe3a XW3HW: AeBOYKa OT nepBon 6GepeMeH-
HOCTH, NpPOTEKaBLLEN Ha doHe aHeMUU 1-1 cTeneHun. Poabl
B CPOK, puaunonornyHole. Bec npu poxaenunn 3420 r, anu-
Ha Tena 54 cm, oueHka no wkane APGAR 8/8 6annos.
M3 pogooma BbinMcaHa Ha 5-e cyT, Haxoaunacb Ha rpyaHoOM
BCKapMauBaHuu. MepBble ABa mecsila pocna v pa3BuBa-
nacb Mo Bo3pacry.

N3 aHaMHe3a 60/1€3HM U3BECTHO, YTO B BO3pacTe 2 Mec
5 ¢yt (3a 4 cyT go rocnutanusaumm 8 HMUL, um. B.A. Aama-
30Ba) poaMTENM OTMETUNIN GECMOKOMCTBO M OAHOKPAaTHYO
pPBOTY Mocfe KopmfeHus, Yyepe3d 3 4 Mnocie o4YepeaHoro
npuemMa nulM — Bblpa*eHHOe 6eCrnoKOMCTBO, MOBTOP-
HYIO PBOTY, MOC/fe KOTOPOMW MNaumeHTKa O6MsAKIa M Mocu-
Hena. Yepes 40 mMuH Oblna gocTaBneHa B AETCKyO ropoa-
CKyto 60fbHMULY. B MalwuMHe CKOpoW MnomMolM pa3BUIUCH
CYOAoporu, KnMHU4YecKass CMepTb C MPOBEAEHWEM Cepaey-
HO-Nlero4yHon peaHumauuu. lpu noctynneHuu B oTaene-
HUE peaHMMaLUK OETCKOM ropoACKOn 60/bHULbI COCTOSIHUE
0Y€eHb TSXKEN0Ee C ABNEHUIMU cePAEYHON HeJOCTaTOYHOCTH:
KOXHble MOKPOBbl 6/eAHble, OTEYHOCTb auLa, MOSOBbIX
ry6, nepegHen OPIOWHOW CTEHKW, apTepuanbHoe fAasne-
Hue (A) 85/45 MM pT. CT., YacToTa CepAeyHbIX COKpalle-
HMK (HCC) 118-136 ya./MUH, NevyeHb +6 cMm, ceneseH-
Ka +1,5 cM. B KIMHMYECKOM aHanuM3e KPoBM — aHeMus
nerkon cteneHu. Mo AaHHbIM OGUOXMMMUYECKOrO aHanmn3a
KpPOBW — MOBbILWEHWE YPOBHSA naktataermaporeHasnl (JIAN)
n MB-dpakuun kKpeatnHpocpokunHasbl (KPK-MB). B 6uo-
JNIOTMYECKUX KMAKOCTAX (KPOBb, MOYa W C/tOHA) METOAOM
nonumepasHon uenHon peakuunun (MLUP) BbiABAEH BUpYC
reprnieca 6-ro Tuna (y poauTenenm — aKTUBHbIN Herpes
labialis). o gaHHbIM aneKkTpoKapanorpammbl (AKIN) — cuHy-
coBbirt puT™M ¢ HCC 130/MuH; no gaHHbIM AXoKIT — Kapauo-
Meranusi, CHUXEeHWe COKpaTUTENbHOW cnocobHocTH JIHK:
dpakuma Bbibpoca (PB) 39% (Teichholz). Mo pe3dynbratam
peHTreHorpadum opraHoB rpyaHOW KNeTKku — 6e3 o4aro-
BbIX U MHOWUABTPATUBHbIX M3MeHeHWW. [pu ynbTpa3BYyKO-
BOM MCCnefoBaHUK opraHoB GPIOLIHON NONOCTM — renarto-
cnneHoMeranus, yTofeHMe CTEHKM NOXaHKU N1EBOM MOYKH,
B GPIOWHOM M NNeBpasbHbIX NONOCTAX BbIMOT.

B TeyeHune 4 cyt npebbiBaHWs B OTAENEHUN peaHMMaLnn
COCTOSIHME OCTaBafOCb OYeHb TAXKEeNblM, AeBO4YKa Haxo-
AnNacb Ha MCKYCCTBEHHOM BEHTUAALMM NErkux, nonyya-
fla KOMOMHWPOBAHHYIO MHOTPOMHYIO NOAAEPKKY (AodaMuH
B Ao3e 7,5 MKI/KF B MWHYTY W gobytamuH 3,7 MKr/Kr
B MUHYTYy). Kpome TOro, 6611 Ha3dHa4yeHbl MPOTUBOBUPYCHas
Tepanus (auuKnoBup), aHTUbaKTepuanbHas Tepanusa (Kom-
OGUHMPOBaHHbIM MpenapaT aMnuUWIIMHa U cynbbaKTtama),
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KnuHun4yecKoe Ha6GnogeHue

NONMKOMMOHEHTHaa Tepanusa cepaevyHon HefoCTaTO4YHOCTH
(MHrMBUTOPLI aHrMOTEH3WHNpPEeBpaLWaolWero depmMeHTa,
OWYPETUKM), KapanomeTabonnyecKkasa Tepanusa (GocdoKpea-
TWH). MauneHTKa Haxo4unacb Ha NapeHTepanbHOM MUTaHUK:
amMuHOKKMcNoTbl 1,5 r/Kr B CyTKM, rioKo3a 10%. Ha 4-e cyt
OT Hayana 3aboneBaHusa 6o/nbHasf nepeBedeHa B KpanHe
TSIXKENOM COCTOSIHUK B OTaAeNeHne peaHumaumm rey «HMUL,
uMm. B.A. AaimasoBa» ¢ gMarHosom «[eHepanM3oBaHHas BU-
pycHass MHPEKUMS C MoparKEHWeM LEeHTpaibHOW HepBHOWM
cucTeMsbl, cepaua, nevyeHu, nodek. OcnoxkHeHus: CepaeyHas
HeAoCTaToO4YHOCTb, IV GYyHKLMOHaNbHbIM Knacc no Ross, cuHA-
POM MOAMOPraHHON HEAOCTATOYHOCTM».

dusukanbHaa gMarHocTMKa

llpy ocmoTpe: MO CO3HAHWIO OraylweHne 2 — conop
Ha ¢OHe MeauKaMeHTO3HOM cefauuu. MblleYHbI TOHYC
ONDPY3HO CHUXKEH, pedieKCbl He Bbi3biBaOTCA. TOHbI cepa-
La NpUrayleHbl, CUCTONIMYECKMI WYM Hag Bcew ob6nacTblo
cepaua. YCC 150-170 B MuH, A1 83/55 MM pT. cT. B nerkumx
[bIXxaHWe NPOBOAMTCSA BO BCE OTAENbI, OCNABMEHO B HUMKHUX
oTAenax crnpasa, NPOBOAHbIE XPUMbl B HUKHEOOKOBbLIX OTAe-
nlax B yMepeHHOM Konuyectse. [eveHb +6,5 cM, ceneseHKa
+1,5 cM. AHacapkKa.

AnddepeHunanbHas guarHocTuKa

B psa ansa guddepeHumanbHOM AnarHoCTUKM Bbln BKIIO-
YeHbl OCTPbI/ BWPYCHbIM MWOKapAUT (reprnec 6-ro Tuna),
BPOXAEHHbLIM MOPOK cepaua (aHOManuMs KOPOHapPHbIX
apTepuin), nepBuYHas AunatauMoOHHaa KapauomuonaTtus.
B 6noxnmMmnyecKom aHanmse KpoBu: TponoHuH 0,2 (Hopma
0,0-0,01) Hr/mn, KOK-MB 122,5 (Hopma 0-24) Eg/n,
NAr 546 (Hopma 125-220) Ea/n, ypoBeHb HaTpunypeTuye-
cKoro nentnga 82681 (Hopma 0—125) nr/mn. Kpome To0ro,
0TMEeYaNiochb MOBbILWEHWE YPOBHS anaHuH- 1 acnapTaTaMuHO-
Tpacdepas, runonporenHemMmnsa. MMMyHONOrMYECKUI cTaTyC:
nonoxutenoHasa [lLP KpoBn — BUpyC reprneca 4enoBeKa
6-ro TMna (HHV62,00x103 konuit JHK HHV6X10° kne-
TOK); nonoxutenbHasa MNUP cnoHbl (HHV6 1,00%x10° konwit
OHK HHV6x10° KNeToK); nonoxutenoHaa T[LP mouwn
(HHV6 7,00 10* konuit AHK HHV6 X 10° kneTok). B nnkso-
pe KapAnoTPOMHbIE BUPYCbl HE OGHAaPYKEHbI.

Mo paHHbIM OXOKI BbIIBNEHbI BblparKeHHas aunatauyus
JOK (KOP J1XK 39 mm, z-score 9,55) n nesoro npeacepans
(20X 29 MM), BblpaxKeHHOE CHUXKEHWE COKpPaTUTENIbHOM CMo-
co6HocTn JIK — dB 18,8% (Teichholz). OTHocuTenbHas
HeJOoCTaTO4YHOCTb MUTPabHOro KianaHa | ctenexHn. Pacyert-
HOe AaBfieHWe B MpPaBOM W NEBOM XenyaouyKax B Hopme.
Mpn3HakoB rMnepTpodum MUOKapaa He BbISIBIEHO, YCTbS
KOPOHapHbIX apTepuit pacnofioxXeHbl TUMUYHO, AMAMETPOM
no 2 mm. OTKpbITOE OBasjibHOE OTBEpPCTME 2 MM, cOpocC cre-
Ba Hanpaso. Cenapauns NUCTKOB nepukapaa o 4-5 mwv;
cenapauus MCTKOB nneBpbl cnesa Ao 12-13 mmMm, cnpaBa
0o 8—9 mMm. Beretaumn Ha KnanaHax U TPOM6GOB B MONOCTAX
cepaua He o6HapyKeHo (puc. 1).

Ha 3KI peructpupoBancs cuHycoBbii putMm ¢ HYCC ot
97 po 132 B MWH. MI3MeHeHus npoLeccoB penonspusa-
umn B otBeaeHuax |, lll, avL, aVF, V4-V6. [lMoBbiweHne
aneKkTpuyeckon aktuBHoctu JIXK. B xome cytoyHoro 3KI-
MOHUTOPUpOBaHUs cpeaHsas HYCC 148 ya./MuUH, MUHUMANb-
Haa — 128 ya./MuH, MakcumanbHass — 195 ya./MuH.
B TeyeHue 17 4 27 MWH perncrpupoBanacb noindoKycHas
npeacepaHas Taxukapaus ¢ YCC ot 128 o 195 ya./MuH.

Mo gaHHbIM MyNbTUCMIMPANbHOW KOMMbIOTEPHOW TOMO-
rpadun (KT) cocynoB cepala — BblpaxKeHHas aunartauus
JIK. TlaTonornyeckmnx M3MeHeHuU MarmcTpanbHblX COCyaoB
cepaua u ux BeTBen He BbiaBAeHO. OTXOXAEHMe Maru-
CTpanbHbIX COCYA0OB TUNUYHO. PeHTreHorpadus u KT opraHoB

rPyAHOM MONOCTK BbISBUAN NPU3HAKKU ABYCTOPOHHEN MONu-
cermMeHTapHo” nHeBMOHMW. HenpocoHorpadus ronoBHOrO
Mo3ra: MakpoMop®dOonorus rofoBHOr0 Mo3ra He U3MeEHEHa,
3XOMPU3HAKM CMELLEHUS CPEAMHHBIX CTPYKTYp He BbisiBe-
Hbl, 9XOMPU3HaKN NEerkom, aCUMMETPUYHON BEHTPUKYNOAM-
natauumun. dnektpoaHuedanorpadus — anunenTMGopmHoOm
aKTUBHOCTW He 3aperucTpupoBaHo, KT ronoBHoro mosra —
6e3 natonorun. OcmMoTpeHa BpayoOM-HEBPOSIOrOM: TFUMOK-
CUYECKU-ULLEMUYECKOE MOPaXKEHME LIeHTPasibHOM HEPBHOM
cucteMbl. CUHAPOM MblLIEYHOW AUCTOHUKU. CyoOPOXKHbINA CUH-
ApOoM B aHamHe3e. PEeHOTUMUYECKUX MPOSIBAEHWUI, XapaK-
TepHbIX ans cuHapoma lypnep, He 6bino.

MpeaBapuTeNbHbIA AUArHO3

OcHoBHov: OCTpblM MWUOKapauT, BEPOSTHO, BUPYCHOM
3TMONOrMK, TaKenoe tedeHue. OCNOXKHEHWUS: BUBEHTPUKY-
napHas cepaedHas HegocTatovHocTb IV OK (Ross). Monudo-
KycHas npegcepgHaa Taxukapaus. [ledeHoyHas Hepoc-
TATO4YHOCTb (CMHAPOM XoflecTasda, CUHAPOM LWTONAM3a W
HapylweHne 6eNKOBO-CUHTETUYECKON OYHKLUMU MNEeYEHM).
ConyTtcTByrowmi: [BYCTOPOHHSAS MNOSIMCErMEHTApHasa MHEB-
MOHMS. TMNOKCUYECKU-ULLEMUYECKOE MOPAXKEHNE LEeHTPab-
HOW HepBHOM cucTembl. CydOpOXKHbIA CUHAPOM. AHeMus
CMeLIaHHOro reHesa.

AnHamMmuKa n ncxogbi

B TeyeHune 15 cyT pebeHOK HaxoanICcs Ha UCKYCCTBEHHON
BEHTUNALUMM NETKKX, Ha MPOTKEHUM 23 CcyT nony4an KoMb6u-
HUPOBAHHYIO MHOTPOMHYO Tepanuto (106yTaMuH, JodamuH).
C uenbto HopManu3auuuM remogMHamMuKuM B TedyeHue 24 4
NPUMEHANN NeBOCMMeHAaH B 403MpoBKe 0,1 MKI/KI B MUHY-
TY BHYTPUBEHHO MUKPOCTPYMHO. B cBS3M C reHepann3oBaH-
HOW reprnecBUpyCcHON (6-1 T1N) MHPeKumen B TedeHmne 21 cyt
NPUMEHANN raHUMKIoBUP 10 Mr/Kr B CYyTKMU, @ TaKKe BHY-
TPUBEHHbIN UMMYHOINOGYIMH YenoBeYeCcKu B o3e 2 r/Kr
Ha KypC BHYTPUBEHHO MUKPOCTPYMHO. [poBOAMAM MNOIMKOM-
NMOHEHTHYIO Tepanuio cepaevyHon HeJoCTaTOYHOCTU (cepaey-
Hble MUKO3WAbl, MHTMOUTOPbLI @aHTMOTEH3UHMPEBPALLAOLWENO
depmeHTa, ANYPETUKHU, CMTIUPOHONAKTOH); aHTUAPUTMUYECKYIO
Tepanuio (aMmnogapoH); KapanometaboMYyecKylo Tepanuio
(bochoKpeaTnH); cMmnToMaTUYECKyl0 Tepanuio (NpPOTUBO-
CYAOPOXHasa, renatonpoTEKTOPHANA, XKen4yeroHHas, MHrans-
LMOHHaa Tepanus ¢ NPUMEHeHMeM GPOHXOAMNATUPYIOLLMX
M MYKOJIMTMYECKMX MpenapaToB), ABa Kypca aHTMOaKTepu-
anbHoOM Tepanuu (LuedoTakcum u LedTasngnum).

Ha ¢oHe Tepanuu 1 MNOAHOW 3NMMMHALMK BUpyca rep-
neca (Ha 11-e cyT OT Havyana NPOTMBOBMPYCHOW Tepanuu)
COXPaHSAN0Chb CTabWIbHO TAXENI0e COCTOAHUE NaLMeHTKM 6e3
KaKon-nMbo 3HaYMMON AMHaAMUKK. XapaKTep Te4yeHns 3abo-
NleBaHus, a TaKKe OTCYTCTBME OTBETA Ha TEPANUIO B TeYeHue
2 Hep 3acTaBWIO NPOAOMKUTL MOUCK 3TUONOrMYECKON NpU-
YMHbI cepAeyHon HepgocTaTovyHoCTU. lNosiBMNOCH Npeanoso-
EHWEe O Pa3BUTUKU KapanoMuonaTum BCneacTBue 601e3HM
obmMmeHa. [lpoBeneHa TaHAeMHas MaccC-CNeKTPoOMeTpus,
BbISIBIEHO PE3KOe CHUXKEHWE aKTUBHOCTM depMeHTa anb-
da-L-maypoHmagasbl go 0,12 MKMONb/n B 4Yac (Hopma Aans
naéopatopum 1-25 MKMOAb/N B 4ac). 3aTeM MeToAoM
CeKBeHMpoBaHMa 14 KOAMPYOLWMX 3K30HOB reHa anbda-
L-naypoHnagasel IDUA 6bin BbiiBNeH BapuaHT GIn63Term
B 3K30He 2 reHa IDUA B roMO3MroTHOM COCTOSIHMU. [lpo-
BEAEHO reHeTMyecKkoe obcnefoBaHne poanuTenen: y Kaxaoro
M3 poautenen pebeHka BapuaHT GIn63Term o6GHapy*KeH
B reTepo3nroTHOM COCTOSHMKU. [poBeAeH KONMYEeCTBEH-
HbIn aHanu3 Al MouM: o6llas KOHLEHTpauua cocTaBuna
144 mr/mmonb KpeaTuHuHa (Hopma 3,3-40 mr/mMmons).
bbiin o6HapyxeHbl cnegyiowme dpakuun TAlL xoHApOU-
TMHCYNnbdaT, renapaHcynbdart, AepmaHTaHcynbdat. B obuien



Puc. 1. 9xokapavorpaMmma nauuneHTkr N2 1 npu noctynieHunu
B HMUL, nm. B.A. AnmazoBa

Fig. 1. Patient N2 1 echocardiogram at admission to Almazov
National Medical Research Centre

lNpumeyaHune. A — yeTbipexkamepHasa nos3unuus: LA — nesoe
npeacepave, RA — npaBoe npeacepave, RV — npaBbli Xenyaoyek,
LV — neBbii xenynoyek; b — M-pexum.

Note. A — four-chamber view: LA — left auricle, RA — right auricle,
RV — right ventricle, LV — left ventricle; B — M-mode.

CNOXHOCTW MaLMeHTKa npoBena B OTAENIEHUMU peaHuMaLmm
26 cyT, B OTAENeHUn aeTckon kapaunonornn — 30 cyT.

Ha ocHoBaHWW pe3ynbTaTtoB NabopaToOpHbIX U MOSEKY-
NAPHO-TEHETUYECKMX NCCNEAOBAHUI Gblal YCTAHOBAEH KIIUHU-
YeCcKun anarHos «Mykononucaxapuao3s | Tuna». MNauymeHTke
6blna Ha3HaveHa Tepanusa (Yepes 4 mec nocne MaHudecTa-
LuMm 3aboneBaHus) npenapaTom napoHunasa (Anbaypasnm)
B fo3e 100 EA/kr 1 pa3 B Hel BHYTPUBEHHO MUKPOCTPYMHO
(N2 10). No6o4HbIX adPpekToB P33T He oTMeyeHo. B TeveHune
4 mec ot Havyana P3T npubaBKM B BEce W POCTe JOCTaToY-
Hble, anneTUT XOPOLUNA, CUMMNTOMbI CEPAEYHOM HeLoCTaTou-
HOCTM CTa/In MEHeE BbIPaXKEHHbIMUW; OTMEYEHO YMEHbLUEHWE
Aunatauuun NeBblX Kamep cepaua — KOHEYHbIM auacTto-

Puc. 2. 9xokapanorpamma naumeHTkn N2 1 yepes 4 mec

nocne ae6iota 3aboneBaHnsa 1 Yepes 1 Mec nocne crapta
dbepmMeHTOo3aMeCcTUTEeNbHON Tepanum

Fig. 2. Patient N2 1 echocardiogram 4 months after disease onset
and 1 month after enzyme replacement therapy onset

lNpumeyvaHue. A — YyeTblpexKamepHasa nosnums; b — M-pexum.
Note. A — four-chamber view; B — M-mode.

nnyeckmn pasmep (KAP) JIXK 34 mm (z-score 4,62), neBoe
npeacepave 19X21 MM, yBenMyeHne coKpaTtuTebHOM Crno-
co6HOCTM neBoro xenygodka — B JIXK 30% (Teichholz)
(puc. 2). Matonornun co CTOPOHbI APYrMx OpraHoB U CUCTEM
He BbISIB/IEHO.

MaumeHTKa 6blna KOHCynbTUpOoBaHa OHKonoramun (HUWU
O0MT um. P.M. lop6aveBon, CaHKT-leTepbypr). PeKomeH-
[0BaHO NPOBEAEHNE anfIOreHHOM TPpaHCNAaHTaLUM KOCTHOMO
Mo3zra (TKM). Yepea 8 mec nocne aebiota 3aboneBaHUs
n yepes 4 mec oT Havyana ®3T nauneHTKe Gblna BbIMNONHEHaA
annoreHHas HepoacTBeHHass TKM, nocne KOTOpow ypOBEHb
anbda-L-nagypoHunaasbl Hopmanusosanca (3,89 MKMOJb/N
B 4yac), B cBA3K ¢ Yem P3T Gbilna oTMeHeHa. TeM He MeHee
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Puc. 3. 9xokapanorpamma naumeHTkn N2 1 yepes 23 mec nocne
fne6tota 3a6oneBaHUsA U 7 Mec nocne BTOPOM TpaHCcnnaHTaumMm
KOCTHOro Mo3ra

Fig. 3. Patient N2 1 echocardiogram 23 months after disease onset
and 7 months after second bone marrow transplantation

lpumevaHue. A — YeTblpexkamepHas nosnuus; b — M-pexxnm.
Note. A — four-chamber view; B — M-mode.

yepe3 2 MeC B XO4e MIaHOBOro KOHTPONS YPOBHA dep-
MeHTa Obl/l0 BHOBb OTMEYEHO CHUXeHWe ypoBHSA anbda-
L-naypoHmaasbl go 0,59 mKkmonb/n B 4ac. P3T 6Gbina BO-
306HOBNeHa. Kpome Toro, B npouecce HabnwogeHus 6bina
oTMeYyeHa TruUNnodyHKUMSA TpaHcnnaHTata (HEeWTponeHus
3-11 cTeneHu), cMellaHHbI xumepuam. Yepes 6 mec nocne
TKM npousowno oTTopXeHne TpaHcnaaHTata (Moapo6HOro
ONUCaHUS KIIMHWYECKOW KapPTUHbl HA MOMEHT OTTOPXKEHUS
B MEAMUMHCKON AOKYMeHTauuun He 6blio). Y4uTbiBas BOS3-
BpaT CMMNTOMOB 3a60neBaHus, HU3KUIK YpOBEHb bepMeHTa,

OblN0 NPUHATO pelleHne O MOBTOPHOM anioreHHoM Hepoa-
ctBeHHoM TKM, KoTopas 6biia npoBedeHa vepe3 7 Mec
nocne NnepBoi TpaHcnAaHTauuu.

MNMocne noBTopHOM TKM nauveHTKa Habntogaetcs B Prby
«HMWL, um. B.A. AnmasoBa» perynapHo, amoéynatopHo. ¢3T
He nonyyaet. K 23 mec nocne gebtota 3aboneBaHns 1 Yyepes
7 mec nocne nostopHon TKM oTmedvaeTcs 3HaYnMmas noso-
UTeNbHas AMHaMWKa: HOpManuM3o0BaaUCb NabopaTopHble,
B TOM 4YMC/e CbIBOPOTOYHbIE, MapKepbl NOBPEXAEHUSA MUO-
Kapga (Tabn.), remoaMHaMUYECKME NMOKal3aTenn ¢ HopMasu-
3auunen pasmepos Kamep cepgua (KAP JIXK 31 mm, z-score
0,84) 1 cokpaTuUTenbHOM CNocoB6HOCTM MUOKapaa — B JIK
76,5% (Teichholz). MONMKOMMOHEHTHYIO Tepanuio cepae4yHon
HeJOCTaTOYHOCTM MauMeHTKa noflydyana B TEeYeHWe BCero
nepuoga HabnaeHUs 40 NOIHOW HOpMannsaumm pasmepos
W COKpaTUTENbHOM CNOCOGHOCTU NIEBOTrO Kenyao4ka (puc. 3).

KNIUHUYECKUA NMPUMEP N: 2

O nauueHTe

MauuneHT, ManbyunK, Bo3dpact 3 roga. lloctynun B nNna-
HOBOM MOPSiAKE MO HanpaBfeHUIO Bpaya MOAUKIUHUKK
B ®IrbY «<HMWL, um. B.A. AnmazoBa» ¢ guarHo3om: «Myko-
nonncaxapuaos, HEeYTOYHEHHbIM».

M3 aHamHe3a »KMU3HU:. PebeHOK OT 4-M BGepeMeHHOCTH,
1-9 1 2-9 6epeMeHHOCTM — KecapeBo ceveHune (bpaT u cectpa
300poBbI), 3-9 6epeMeHHOCTb — 3aMepluas. bepemeHHoCTb
npoteKkana Ha GoHe OCTPON PecnupaTtopHON MHPEKLMU Ha
paHHMX cpoKax. Poabl B cpoK. Bec npu poxaeHun 3260 T,
OnvHa Tena 52 cM. Ha rpyaHom BcKapmanBaHum Ao 1 roga.

N3 aHamHe3a 60/1e3HM W3BECTHO, YTO C 3-MeCcA4HOro
Bo3pacTa MaMa pebeHKa cTana 3ameyaTtb yBennyeHue pas-
Mepa KUCcTen, ¢ 6 mec nosiBunacb gedopmMauums rpyaHom
KNeTKn, ¢ 1 roga — yBenunyeHune Nob6HbIX 6yrpos, gedop-
Mauus 4depena. Kpome TOro, poautenu cranu obpaliatb
BHMMaHWe Ha HapacTatollee oTcTaBaHWe pebGeHKa B NCuXo-
MOTOPHOM Pa3BUTUU: CTan NepeBopaynBaTbes ¢ 6 Mec, cen
B 1 rog, nowen ¢ 1 rog 6 mec. B Bodpacte 11-12 mec nosiBu-
NIUCb 3aN0XEHHOCTb HOCa, AblxaHWe Yepes3 poT, Xpan BO CHe.
B Bospacte 3 netr obpatunucb B JIOP-otaeneHue. bbino
PEKOMEHAOBAHO OMEpPaTUBHOE fleyeHne — afeHoToMMuS,
OAHaKO onepauus He 6blia BbIMOMHEHA B CBA3KU C BO3HMK-
LWMMM TPYAHOCTAMK BO BpeEMS MHTYOaLuK (6onee noapobHas
MHOpPMaLMS B BbINMUCKE OTCYTCTBOBanNa).

dusukanbHaa gMarHocTMKa

Mpn noctynneHuun yepen 6Gpaxuuedanmyeckorn bopmbl,
COABNIEHHbIN B BUCKaX, rapromnanam, ryctble 4epHole 6poBu
W PECHULbI, KOPOTKas Lesl, BbICOKUIW 106, BblparKEHHbIE Haj-
GpPOBHbIE AyrH, YNIOWEeHHas nepeHocmLa, MacCUBHbIE BEKM
M ry6bl, MAcCCMBHbIE MOYKM YLIEW, B3AEPHYTbIN KOHYMK HOCA,
XpUN Npu naaye, MMKPOPETPOrHaTHS, YBEMYEHNE KMBOTA,
nedbopmauus rpyaHon KNetTku, aepopmauns KUCTEN No Tuny
«KOFTUCTOWM nanbl», YKOPOYEHHbIN MO3BOHOYHbIA CTONO,
nedopmMauma NO3BOHOYHMKA B TPYAOMOSICHUYHOM OTAene
(rMnepnopaos), rmnepTpmnxos. Ha wee cnepean NUrMeHTHoe
NATHO (OKpyrnon ¢dopmbl padmepom 8X12 Mm). HapyxHble
NMonoBble OpraHbl MO MYyKCKOMY TUMy. [ICMXOMOTOPHOE pas-
BUTUE: MbITAETCH CaMOCTOSTENbHO KyllaTb, JIOXKKY AEPHKMT,
cuauT, xoauT, 6eraer CcaMOCTOSATENbHO, HO ObICTPO YCTaeT,
oAeBaeTca M pasgeBaeTcs C NOMOLb Mambl. B peun —
3BYKM, CNOTU.

MpeaBapuTeNbHbIA AUArHO3

Mykononucaxapuaos | Tmna. XpoHUYEeCKU ageHOUaWT.
AneHouabl 2—3-1 CTeNeHU, XPOHUYECKUIN PUHOCUHYCUT, XPO-
HUWYeCKMr ageHomaunT. KpaHMocnHocTos. Kndo3 nosiCHUYHO-
ro otaena no3BOHOYHUKA. KepaTtonatus.



Ta6nuua. IvHamunka nabopatopHbIx NoOKa3aTtenen naumeHTkn N2 1 nocne ctapta GepMeHTo3aMeCcTUTENbHOM Tepanuun U TpaHcnaHTauuu

KOCTHOIo mMo3ra

Table. Laboratory shift table of patient N¢ 1 after enzyme replacement therapy onset and bone marrow transplantation

Mokaszarenu Hos6pb 2017 1. [eka6pb MapTt 2018 . CeHTA6pb 2018 T. ABrycr
(ne6loT 3a6oneBaHunna) 2018r. (Hayano ®3T) | (yepe3 2 mec nocne nepsoit TKM) 2019r.
NT-proBNP, nr/mn 82681 49568 3741 550 125
TPONOHWH, HI/MA 0,2 0,197 0,008 0,009 0,003
K®K, Ea/n 271 38 40 29 27
K®K-MB, Eg/n 125 73 38 28 17
NAr, Ea/n 546 242 239 234 210
Bupyc repneca 6-ro Tuna (+) (-) (-) (-) (-)

MpumevarHne. 3T — depmeHTO3amMecTUTeNbHasa Tepanus, TKM — TpaHcnnaHTaumsa KOCTHOro moara, MUP — nonvmepasHas uenHas peakums,
NT-proBNP — HaTpuitypetndeckuin nentug, KOPK — kpeatnHdocdoknHasa, KPK-MB — MB-dpakumsa KOK, JIAI — naktataermgporeHasa,

(+)/(-) — nonoxkuTenbHbI/oTpULaTeNbHbIN pe3ynbrart MLP

Note. ®3T — enzyme replacement therapy, TKM — bone marrow transplantation, MLP — polymerase chain reaction, NT-proBNP — natriuretic
peptide, KPK — creatine phosphokinase, KPK-MB — MB fraction of creatine phosphokinase, /I — lactate dehydrogenase, (+)/(-) — positive/

negative PCR result.

JlabopaTopHasi U HHCTPYMeHTaJibHasi AMarHoCTUKa

Mo pesynbrataM NabopaTopHbIX TECTOB BOCMaNUTENb-
HbIX M3MEHEeHWW, HapyleHWUN 3NEKTPONUTHOro 6GanaHca,
TUPEOUAHOrO cTaTyca, NOBbIWEHUA Kapauocneunduye-
CKMX GepMeHTOB He BbisiBAeHO. 10 peadynbrataM CyTO4YHOro
OKI-MoOHMUTOpPUpPOBaHMA HapylleHW! puTMa M NPOBOAUMO-
CTU He 3apeructpuposaHo. Mpu IxoKl: KAP JIXK 25,7 mwm,
KCP JTXK 17 mm, ®B 64,9% (Teichholz); Bu3yanuamposanucb
YyNAOTHEHWE CTBOPOK MWTPaNbHOrO KnamnaHa c perypruta-
umen 2-n crteneHu (puc. 4), rMNepaIXoreHHoCTb U MNpuU3Ha-
KW YMJIOTHEHUSA CTEHOK aopTbl C YMEPEHHbLIM YCKOPEHWEM
KPOBOTOKa Ha YpPOBHE AYrM U HUCXOAALLEN 4acTh aopTbl 4O
2,7-3,0 M/c, 4TO COOTBETCTBYET Ha4yanbHbIM MPOSABAEHUSAM
CTEHO3a aopThl (puc. 5).

MauneHT Obln HanpaB/ieH Ha KOHCynbTalMio K Bpady-
reHeTUKY, KOTOPbIM PEKOMEHLOBAHO NpoBefeHne TaHAEMHON

Puc. 4. OxoKkapanorpamma naumeHta N2 2 B yeTblpexkamepHom
nosuuum
Fig. 4. Patient N° 2 echocardiogram in four-chamber view

MpumevaHne. CTBOPKM MUTPANbHOro KnanaHa yniaoTHEHbI,
peryprutaumns 2-m cteneHun (oTMeyveHa cTpenkamu).

Note. Mitral valve leaflets thickened, 2nd degree regurgitation
(shown with arrows).

MaccC-CNeKTPOMETPUMN, OBHAPYKMBLIEN CHUKEHWE AKTUBHO-
ctv anbda-L-naypoHmaasel go 0,15 MKmMonb/n B Yac (Hopma
ana nabopatopuun > 1,96 MKMonb/n B Yac). B peasynbrate 6bin
yCTaHOBMEH AnarHo3 «Mykononucaxapuao3s | Tuna. CuHapom
[ypnep». B nocneaytouem aMarHo3 6bia NOATBEPKAEH reHe-
TUYyeckKu: B reHe IDUA o6HapyeHbl BapuaHTbl HYKNeoTUAHOM
nocnegoBatenbHoctn ¢.208C>T u ¢.223G>A — o6a B rete-
PO3UTrOTHOM COCTOSIHWUM.

[AvHaMuKa 1 ucxopasbl

MauneHTy HasHavyeHa P3T napoHuaason (Anbaypasum)
B TepaneBTMyeckon go3e 100 E[l/Kr. [o6GOYHbIX peakuun Ha
npuvem npenapaTta He OoTMe4yeHo. JaUTeNnbHOCTb HabntoaeHNs
B ®rbY «<HMWL, um. B.A. AnmasoBa» — 6 Mec, noc/ne Havana
®3T npowno 2,5 Mec. 3a UCTEKLWIMIA Nepuoa TevyeHue 3abo-
neBaHunsa 6e3 anHamMuku, IxoKl-nokasatenn 6e3 M3MEeHEHUN.

Puc. 5. 9xoKkapgnorpamma naumenTa N2 2 B naTMKaMepHOK
nosuuum
Fig. 5. Patient N2 2 echocardiogram in five-chamber view

lMpumevaHne. BU3yanuanpyrotTca rmnepaxoreHHOCTb U NpU3HaKu
YNIOTHEHUS CTEHOK @opThl (CTPENKaMU OTMEYEHbl YNI0THEHHblE
CTEHKMW aopTbl).

Note. Hyperechogenicity and aortic walls thickening are presented
(arrows show aortic walls thickening).
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KnuHun4yecKoe Ha6GnogeHue

MporHos

B o6oux cnyyasx, ¢ yyetom TOoro 4to MIC HocAaT npo-
rpeccupyloWnMii xapakTep, M KIMHUYECKUE MNPOSBAEHUSA
3a60/1eBaHMA yxyawalTcs ¢ BO3pacTOM U3-3a NOCTOSAHHO-
ro Hakonnexums FAl BO BCex opraHax W TKaHAX, MPOrHo3
ocTaeTcs HesicHbIM. OaHaKo, B Tex cnyyasx, Korga yaaetcs
Ha4vaTb Tepanuio C paHHero Bo3pacTa, MOXHO HadeaTbCs
Ha 6naronpuaTHoe TevyeHwe 3abofieBaHUs, COLMANbHYIO
ajantauuio NaunMeHToB U AOCTUXEHWE BbICOKOrO KayecTBa
KUBHMU.

OBCYXAEHME

OCno)KHEeHMA €O CTOpPOHbI cepAua npu OTCYTCTBUMU
cneundmnyecKon Tepannn 9BNSIOTCH HEOTbEMIIEMON YepTon
€eCTeCTBEHHOro tedyeHusa MIIC, xoTs xapaKTep noparkeHus,
Bo3pacT Aebtota, TeMMbl NPOrPeCCMPOBaHUSA 3HAYUTENBHO
pasHATcsa npu pas3nuyHbix Tunax MIC [8]. PaHHee BoBne-
YeHWe CepaeyHO-COCYAUCTOM CUCTEMbI B MATONOrMYECKUN
NpOoLLECC MOXKET NPUBOANTL K BbICTPOMY NPOrPeECCUPOBaHMIO
3ab60/1eBaHMA M NpPEXAEBPEMEHHOW CMEPTU BHE 3aBUCH-
MOCTM OT TOro, SIBASIETCH M NOparKeHWe cepaua BeayLiMm
CMMMNTOMOM WM COYETAETCS C NOPaXKeHWEM APYrMx opraHoB
n cuctem [8].

CnefyeTt OTMETUTb, YTO PACNPOCTPAHEHHOCTb MOPaXKEHMUS
cepaeyHo-cocyancton cuctembl npu MIMC octaetcs Hepo-
OLleHeHHOW. Bo-nepBblix, 3TO CBA3aHO C TEM, YTO 4YacCTb AeTen
¢ MIC, paxke nMmesa natonoruio cepaua, ocrattcs 6eccumn-
TOMHbIMK [8]. Bo-BTOpbIX, daTanbHas cepfevHas HejocTa-
TOYHOCTb Ha GOHE KapAMOMMOMNATUU MOXKET ObiTb NEpPBbIM
cumntomom MIC — elle 40 MaHUbecTaLmn Apyrux KIUHKU-
YECKUX NposABAeHUN 3aboneBaHus, OCTaBAAsS 3TUONOIMIO
ceplevyHor HeaoCcTaTO4YHOCTM M KapAMOMMOoMaTUM HEesICHOM
INs AeTCKMX Kapanonoros [1, 8].

C nosiBNeHWEM B KIMHMYECKON npakTtuke ®3T u TpaHc-
naaHTaLnmM reMonoaTUYeCKMX CTBOSIOBLIX KNETOK NosSiBUNACh
M BO3MOHOCTb PaHHEro Hayana fle4eHus Npu BCex Tunax
MTIC. 3Tn MeToabl NeYeHnsa 3aMeaNsaoT nporpeccupoBaHmne
naTofIorMyecKoro npouecca, B T.4. B CEPAEYHO-COCYANCTOM
CUCTEME, UK JaXKe cnoco6CTBYHOT o6paTHOMY pemMonesnu-
poBaHuIO (T.e. HOpManusaumnm 06BLEMOB/Pa3MepoB) yKe
CYLLECTBYIOLNX M3MEHEHUIN, MOBbIWAA Ka4yeCTBO XW3HU
NauneHToB, MONOXMTENBbHO BAWSAS Ha MPOrHO3 M, COOTBET-
CTBEHHO, A0JITOCPOYHYIO BblXMBaemocTb [1]. B 4acTtHOCTH,
A. Hirth n coaBT. [9] 1 J. Wraith 1 coaBT. [10] npoaeMOHCTpHK-
poBanu, 4yto ®3T npuBOANUT K 06GpaTHOMY pPemMoaennpoBa-
HUIO Kamep cepfla M BOCCTAHOBJIEHWIO COKPATUTENbHOWM
Cnoco6HOCTM MMOKpaada. Bmecte ¢ Tem R. Parini 1 coaBsT. [4],
a Takke P. Russo v coaBT. [5] nokasanu, 4To Jake CBOeBpe-
MeHHast P3T He BbI3bIBAET perpeccmn U3MeHeHun Knana-
HOB cepaua. Kpome Toro, B psiie nccineaoBaHui nokasaHo,
4YTO OnNTUManbHbIM ABNsSeTcs nposeaeHne TKM B paHHeEM
Bo3pacrTe [3, 5, 8].

MTMC | Tvna — oaunH 13 Tpex Tunos MIC (Hapsay ¢ MIC I
n VI TMNoB), NpU KOTOPLIX Hanbonee 4acto U B 6oJiee TaxKe-
non ¢dopme BOBEKAETCA CepleyHO-cocyancTas cuctema
[3, 7]. B cBoto o4epeab, cuHapoMm lypnep sBnsieTcs Hanbonee
He6naronpuaTHeIM GEHOTUNOM CPeAn OCTallbHbIX BapnaHTOB
MTMC |, np1 KOTOPOM paHHUI AEBIOT KapanOMMONATUKN MOXKET
npensaTcTBOBaTb cBoeBpeMeHHOM TKM u3-3a Taxenoro
COCTOSIHMS NaLmMeHTa, 06YCNOBAEHHOIO cepaevyHon HejocTa-
TOYHOCTbIO. B ¢BA3K ¢ aTnM y nauueHToB ¢ MIIC | n Taxxenown
Kapgnomuonatuen go TKM uenecoobpa3Ho npoBeaeHue
®3T ¢ npoaomKeHMeM nevyeHnsa Ao HopManu3aluu YpoBHS
3HAOreHHoro depmeHTa [3].

bpuTtaHCKMMKU y4yeHbIMM M3 KOponeBCKOro AeTcKoro
rocnutansa (r. MaH4yecTep), KOTopble MMeKT 60/bLIOW OMbIT
BegeHua naumeHToB ¢ MIC, B Tom yucne go v nocne TKM,

npeanaraetca nogospesaTtb MIIC | Tmna (cuHapom lypnep)
y noboro pebeHKa ¢ HeOObACHUMOM TSXKENOoM cepaevHon
HeloCTaTOYHOCTbD. Kpome Toro, ata e rpynna yyeHblx
pekoMeHayeT o6s3aTenibHO nucnonb3oBatb P3T, TaK KaK aTa
Tepanus No3BOASET CTAabMAN3MPOBATb U YNYYlUTb COKpa-
TUTENIbHYIO CNoco6HOCTb JIXK, ynydwas pesynbtatel TKM
3a cyeT NPOPUNAKTUKM CepaeYHO-COCYANCTbIX OCOXHEHWN
B NOCTTPAHCMNIaHTaLMOHHOM nepuoae. ABTOPbI CHMTALOT TaK-
e, yto TKM nyywe npoBoauTb, Korga dpakuus BbiGpoca
JIXK pocturaet 25-30% [8].

B onnMcaHHOM Hamu NePBOM KJIMHWYECKOM Clly4ae Kap-
[vMonor ABWACS MNepBbIM CNEeLManMcToM, KOTOpbIA 3ano-
nospun MIC ewe A0 pa3BUTUS KlACCUYECKUX (BEHOTU-
MUYECKUX W KIMHUYECKUX MPOSBNEHUN 3aboneBaHus.
HeTununyHoe, KpanHe TaKenoe Te4YeHue cepaeyHon Hepao-
CTaTOYHOCTH, He noajatolieecs MeauKaMeHTO3HOMY nevye-
HUWIO, 3aCTaBUIIO CNeLmanMcToB PacllMpUTb Kpyr 3aboneBa-
HUWM ana auddepeHLmanbHON ANarHOCTUKN. PaHHUI cTapT
®3T npuBen K BblPaXXeHHOM MONOXKUTENbHOW AWHAMUKe
C KyNMpoOBaHWEM CUMMTOMOB CEPAEYHON HEAOCTAaTOHHOCTH,
HOpManu3auun pasMepoB cepaLa U COKpaTUTENbHOM Cno-
cobHocTn JIK.

3AK/TIOYEHUE

B nocnegHve rogbl ¢ NOSBIEHUEM COBPEMEHHbLIX METO-
noB Tepanun MIC, Takmnx Kak @3T u TKM, BO3HUKNA BO3-
MOXHOCTb PaHHEro fieYeHusl, NpeaoTBPaLLEHUS WM OCTa-
HOBKM GbICTPOro NporpeccupoBaHuns 3abonesaHus. B cBs3u
C 3TUM B HacTosllee BpeMs CyLWecTBYeT KpanHAs HeobXxo-
OMMOCTb B paHHEeN AMarHoCcTMKe 3Tux 3aboneBaHui obme-
Ha, KoTopas MO3BOMAMT NauMeHTam MoayyYuTb crneunoduye-
CKYyl0 Tepanuio B aebtote 3aboneBaHus. [JeTCKM Kapamonor
MOXET fBUTbCS Kto4eBon durypon B auarHoctuke MIIC,
Koraa elle OCHOBHble GeHOTUNblI 3a60NeBaHUS HE O4eBU-
Hbl MW HE pacno3HaHbl ApyrumMu cneuunanuctamu. Moatomy
npaBwibHas UHTEpNpeTauus KIMHUYECKMX U NabopaTopHbIX
[aHHbIX, a TakKe pesynbratoB SKIN 1 IxoKIm MoxkeT noMoyb
B YCTA@HOB/IEHMM KIMHMYECKOrO AMarHo3a. K corkaneHnwuio,
Ha CEroAHsWHWA [OeHb COXPaHSAIOTCA CNOXHOCTU BeAeHUs
nauneHTOB C KapanMomMuonatuen, OCNOXHEHHON cepaeyvyHom
HeJoCTaTOYHOCTbIO y naumeHToB ¢ MIC, No npuynHe oTcyT-
CTBUSI PYKOBOACTB MO OMTUManbHOMY fleHEHUIO CepAEYHOM
HeJOCTaTOYHOCTM y 3TWUX AeTer. Heo6XxoaMMOCTb B TaKMx
PYKOBOACTBAxX NPOAMKTOBAHa TEM, YTO XOpOLINe pe3ynbTaThbl
TKM MoryT 6biTb AOCTUIHYTbI TOMIBKO MOcfe cTabunusaumu
COCTOSIHMA NaLMeHTa U Ha GOHe KOHTPOIMPYEMbIX MOKa3aTe-
new cepaevyHon GyHKLNUK.
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0O6ocHoBaHue. OcTpbie KuLeyHble nHpeKumn (OKU), BbizBaHHbIE LWNIOTOKCUH-NpoayumpyoLes Escherichia coli n conpo-
BOXKAalOLMECS] Pa3BUTUEM rEMOJIMTUKO-ypemMmndecKoro cuHapoma (I'YC), otinyarotces 6bICTPOMPOrPeCcCUpyoUM TEYHEHUEM
n HebnaronpusiTHbIM MPOrHo3omM. Kak B paHHeEM, TaK M B 04POCTKOBOM BO3PacTe Mpu Hajlu4uu KPOBSIHUCTOM Auapeun
(remoKonmTa) Heo6Xo0AMMO CBOEBPEMEHHOE 06palleHUe 3a MEAMLMHCKOM MoMolybto. Tsaxxenoe TeyeHme ['YC Ha ¢poHe OKMU,
006YC/I0B/IEHHON 3HTEPOreMopparM4eCKUM 3LEePUXMO30M, TpebyeT A0MNOTHUTEIbHOr0O BPavyebHOro BHUMaHUsi U CBOEBpe-
MEHHOM 3aMeCTUTE/IbHOM MOYEeYHOM Tepanuu (remoananin3a). OnucaHme KIMHNYecKoro cayyas. [lpeacraB/ieHbl onucaHme
n aHanma Tsxenoro tevyenms 'YC, ocnoxHuBlwero OKHW, y AeBo4YKM-nogpocTka B Bo3pacte 14 net. OTMeYeHbl TpyAHOCTH
rpu NoCTaHOBKE AuarHo3a Ha HadaslbHbiX 3Tarnax 3ab0/eBaHusl N, KaK CleACTBUE, 3a/l€PIKKa Hadvasaa natoreHeTn4ecKom
Tepanun. [upoepeHumnanbHas AMarHOCTMKa MpoBOAMAAaCk MEXAY TUMMYHbIM M1 atunmyHbiM [YC. 3abosieBaHne xapakte-
PU30BaaoCh CTPEMMUTEIbHLIM Pa3BUTMEM OCTPOH MOYEYHON HEAOCTAaTOYHOCTH, HapylLEHUMEM MO3roBOro KpOBOOOGpaLleHMs
M Uwemmen, Haamymem nonMopraHHoOM HeAoCTaTOYHOCTU U CUHAPOMOM AMCCEMMHMPOBAHHOINO BHYTPUCOCYAMCTOIO CBEp-
ThIBaHMs KPOBH, YTO MPMBEJIO K JIeTaslbHOMY Ucxoay. 3akndeHune. AtnnnyHbin ['YC sBasieTcss Hanbosiee 4acTou MpuinHom
ro/IMopraHHoN HegoCTaTOYHOCTH Ha OHE OCTPOro MNO4YE4YHOro noBpexxaeHus. [pobaemMbl paHHeN ANarHOCTUKU aTUMMYHOIo
r'YC B netckom Bo3pacTe Ha CeroAHSWHMIA JeHb 0 KOHLa He pelueHbl U TPebyioT AOMNOJHUTEIbHOrO BHUMaHUSI BpadYen
neanaTpUYECKoro npogus. B ctatbe paccMOTPEH KIMHUYECKMI Cayqan aTtunmiyHoro ['YC, 0CA0KHUBLUMKI TEYEHUE KULLEYHOM
MHGEKLMNN, BbI3BAHHOM SHTEPOreMopparm4eCKoNn KMLLIEYHOM NaioyKom. TsKecTb TeyeHus: 3abosieBaHuns 6blia 06ycioB/IeHa
pPaHHen MaHupecTaLmen aKCTpapeHasabHbIX CUMITOMOB U [0JIMOPraHHON HEAOCTAaTOYHOCTbIO.

KnioyeBble cnoBa: ocTpasi KulevyHass MHpeKUusi, aHTeporemopparmnyeckas Escherichia coli, reMoinTUKO-ypemMn4ecKmi
CUHAPOM, OCTpasi noYyeyHasi HeA0CTaTOYHOCTb, AMAarHOCTUKA, Ie4eHne, AETH, KIIMHUYECKNI ClTy4Yal.

(Ana umtnpoBanus: Epowosa T.1H0., AmuHoBa A.W., NaxoBa C.A., Tym6aToBa 3.®d., ActamupoB M.K., BpyHoBa O. 0.
TpyAHOCTM AMArHOCTUKM U Nle4YeHUsT aTUMUYHOIO FEMOSIMTUKO-YPEMMYECKOrO CUHAPOMA, aCCOLMMPOBAHHOIO C OCTPOWM
KULLIEYHOM MHEeKLMEN, Y NOAPOCTKA: KIMHUYECKUI crydain. Bornpockl coBpeMeHHou neanatpumn. 2019; 18 (5): 354-361.
doi: 10.15690/vsp.v18i5.2059)

OBOCHOBAHME aHTUKOAryNsaHTbl), ayTOMMMYHHble 3aboneBaHus, 6epe-

[emonuTnko-ypemuyecknin cuHgpom (FYC) — octpoe
3aboneBaHne ¢ TpMaaon cumntoMoB: Kym6c-HeraTuBHOM
remMoJIMTUY4ECKOM aHEMMEN C dparMeHTUPOBaHHbBbIMWU 3PUT-
pouuTamun (lnsoumtTamu), TPOMOOLIMTONEHNEN U OCTPOM
noYye4yHOM HepocTaTO4YHOCTbIO [1]. BbigenstoT ABe OCHOB-
Hble GopMbl 'YC — TUMUYHYIO M aTUNUYHYI0 [2—4]. TMNUYHBIN
['YC accounnpoBaH C WKra-TOKCMHOM U Anapeen Ha GoHe
nHbmumnpoBaHus Escherichia coli nnn Shigella dysenteriae
1N I Atunnyubin YC He ¢BSI3aH C lWMra-TOKCMHOM U Aua-
peew. MNpUynHOM ero BO3HUKHOBEHUS MOTYT GbiTb 6OIE3HU
perynsumMmM KomninemeHta (reHeTM4yeckne unu npuobpe-
TeHHble), GaKkTepumn (Streptococcus pneumoniae), BUPY-
Cbl (BUPYC MMMyHOAeDULMTa YenoBeKa), IeKapCTBEHHbIE
npenapatbl (MPOTUBOOMYXOSEBbIE, UMMYHOCYNPECCUBHbIE,

MEHHOCTb U poabl. TaecTb TevyeHusa n nporHo3 'YC onpe-
OEenaTcs Halu4yMem M MPOAOIKMTENbHOCTbIO aHypuu,
INTUTENBbHOCTBIO AuManusa, NIEMKOLMUTO30M > :I.O><109/n,
NOBbLIWEHNEM YPOBHA anaHnHamuHoTpaHcdepasbl (ANT)
6onee 4yem 1,3 pasa 1 acnaptaTammHoTpaHchepasbl (ACT)
B 1,5 pasa, nopaxeHneM LeHTpasibHON HEPBHOW CUCTEMBI
(LHC) [5].

B 6onbwunHcTBe cnydyaeB (90%) B paHHEM [ETCKOM
BO3pacTe pa3BMBaETCs TakK Ha3blBAEMbIM NOCTAMAPENHbBIN
Tnn4YHbin NYC [1, 6]. [MaBHasa ponb B BOSHUKHOBEHWUWN 3TOM
NnaToNorMmM MNPUHAANIEKMUT LWIKMra-TOKCUHY, KOTOPbIA MpOoAy-
LMPYIOT 3HTeporemopparuyeckme wrammbl E. coli (Shiga
toxin-producing Escherichia coli, STEC-I'YC). Han6onbliee
4Yucno cnyvyaeB 60NE3HU PErUCTPUPYETCH Y AeTen B BO3pac-



Te go 3 net [1, 6]. 3aboneBaeMocTb cocTaBnsgeT 2—3 cnyyas
Ha 10000 geten [6, 7]. B ocHoBe naToreHe3a 3aboneBaHus
NEXUT MOBpEXAeHWe 3JHAOTENUs apTepuanbHbiX COCYA0B
LWIMra-TOKCMHOM C pa3BUTMEM PaCNpPOCTPAHEHHOW OKKIIO-
3uKn TpoMbGamMu COCyaoB MENKOro Kanubpa, npexae BCero
COCy[0B MOYEK, C Pa3BUTUEM OCTPOM NOYEYHOW HEeJOCTaTOY-
HocTu [1, 6, 7]. Teuenne STEC-T'YC, Kak npaBuno, Taxenoe,
C pa3BUTUEM IKCTPapeHanbHbIX CUMMTOMOB W MOAMOPraH-
HOW HeAoCTaTOYHOCTM B Mepuoj pas3BuTUS 3aboneBaHus
[7]. B nepsyto o4yepenb Ha GoHe OCTPOW MOYEYHOW Hepno-
CTaTO4YHOCTU B MaTosIOrMYeCKUin NPoLEecc BOB/IEKAIOTCS LiEH-
TpanbHaa HepBHad, cepAe4vHo-cocyaucTas U [AbixaTeSibHas
CUCTEMbBI, pPEXKe OopraHbl XenyAo4HO-KULLIEYHOro TpaKTa.
MaTonormyeckme uameHeHus co ctopoHbl LHC gasnstoTtca
YrpoXKalownmMm 415 KU3HU NauMeHTOB U ONpeaensioT Teve-
HMe, MPOrHo3 M ucxon 3aboneBanusa [7, 8]. lNaToreHes
nospexaerns LIHC npu STEC-TYC fO KOHU@ He M3yyeH.
MHeHus ncenegoBaTenen 3aecb pa3gesManchb: OJHU CcUYUTa-
[0T, YTO B OCHOBE NIEXMUT TPOMBOTMYECKAs aHrMonaTus ¢ pas-
BUTUEM ULIEMWUU FTONNIOBHOIO MO3ra [8], Apyrue, OCHOBbIBasICb
Ha aHanusax pesynsratoB anuaemuun 2011 r. B [epmaHuu, —
4YTO B OCHOBE NEXMUT NMOpaxKeHne acTPoLMUTOB U MUKPOIIUK
[9]. CywecTBYIOT NPeAnoNoXeHUs 0 CMELIaHHOM (TOKCHUYe-
CKOM W BOCManutenbHoM) U IgG-onocpefoBaHHOM MeXaHU3-
max nospexaerHns LUHC npmn STEC-I'YC [10].

AtnnunyHbin TYC 06yCnoBfIEH FEHETUYECKMMM Hapylue-
HUAMU UIN UBMEHEHUAMU B UMMYHHOM CUCTEME, KOTOpble
NPMBOAAT K MaTOSIONMM CUCTEMbBI KOMMAMMEHTa [1, 6, 11].
KuweyHas uHpeKuma n anapes Moryt CnpoBOLMPOBaTb
nepBUYHbIM anM3o4 atunuyHoro N'YC, 4to nHorga 3aTpyaHsaeT
anddepeHumanbHylo AMarHoCTUKY C TUNMUYHBIM BapuaHTOM
3ab6oneBaHus. B ocHoBe naToreHesa atunuyHoro N'YC nexur
HapylleHWe aKTMBALMW anbTepHATUBHOIO NYTU KOMMAEMEH-
Ta, NpMBOJsLLEE K KOMMIEMEHT-0NnocpeaoBaHHOMY TPOMOGO-
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06pa30BaHUIO, MOPaXKEHUIO IHAOTENUA Kanuinsapos U apTe-
puon € pasBUTMEM TPOMOOTMYECKOM MUKpOAHrnonatuu
[12, 13]. Hanbonee 4yBCTBUTENEH K MOBPEKAEHMIO FIOMEPY-
NAPHbIV SHAOTENINM, YTO CBA3AHO C MOPaXKEHMEM MoYeK npu
atunnyHoM [YC. OgHaKO M3MEHEeHUs B MUKPOLIMPKYNSTOp-
HOM pycfie MOryT NPosBAATLCA M B APYrMX OpraHax u cucre-
Max (FroSIOBHOW MOST, IETKUE, XeNYyAO4YHO-KULLIEYHbIN TPaKT),
4yTo 06YyCcnoBAMBaAET pa3BUTUE CHMMMNTOMOB MOJMOPraHHOM
HegoctaToyHoCTH [11, 14].

Manudectnpyet 'YC B cpegHeM Ha 6-e cyT nocne nosis-
JIEHUsT NepBbIX CUMNTOMOB OCHOBHOIO WHMEKUUOHHOro
3aboneBaHus (B cnydyae OKUM TaKoBbIMM ABASAIOTCA AMapes
W FeMOKO/IUT) C HeagomoraHus, cnabocTn U pa3BUTUS ONU-
ro-/aHypum [1, 10]. YMEHbLIEHNE KONMYECTBA MOYM Ha HOHE
remMopparMyeckoro Konuta y pebeHKa yKkasblBaeT Ha pas-
Buture 'YC. MNepBoHavanbHo nopaxkeHmne LLHC moxeT npoTte-
KaTb KaK CYAOPOXHbIA CUHAPOM C Pa3BUTUEM MPEKOMATO3-
HbIX 1 KOMA@TO3HbIX COCTOSHUIW WU HACTyNJeHWeM neTanbHOro
ncxoda npv BOBAEYEHUM B NATONOMMYECKMI NpoLIecC CTBOMA
ronoBHoro mosra [1, 7, 15]. Taxenble meTtabonuyeckue
HapyweHus npu N'YC xapaKTtepusyloTcs pa3BUTUEM cepaey-
HO-/IEFOYHbIX OC/IOXHEHUI B dopme WIeMnn MUoKapaa
W aputMun [5-=7]. Tlpn NopaxKeHUn Kenygo4HO-KULLIEYHOro
TpaKTa pas3BMBaloTCsH reMopparM4yecKu KOMUT M HEKPO3
KulieyHuKka [1, 2, 15].

CumntomaTnka atunuyHoro NYC aHanormyHa KiuMHu4e-
cKkoMy TeyeHuto STEC-TYC, 3a UCKIOYEHWEM TeHepann3o-
BaHHOIO WK PELMAMBUPYIOLLErO TeYeHUss TPOMOOTUYECKON
MWKpoOaHrnonatun. 310 06YCNOBAMBAET pPa3BUTUE IKCTpa-
peHanbHbIX NPU3HAKOB 3aboneBaHus, CBA3aHHbIX C nopa-
EHWEM MWKPOLMPKYNATOPHOrO pycna roaoBHOro MoO3ra,
cepaua, Nerkux M }enyaoyHo-KuweyHoro tpakta. C uenbio
BepMdOUKaALMKN OMarHo3a npu NoAao3peHMUM Ha aTUMNUYHbIN
'YC y Bcex nauueHToB Heobxoanmo mcknountb STEC-TYC
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Background. Acute intestinal infections (All) caused by Shiga-like toxin-producing Escherichia coliand accompanied by hemolytic uremic
syndrome (HUS) development are characterized by rapid progression and poor prognosis. Bloody diarrhea (hemorrhagic colitis) requires
timely medical treatment both at young age and at adolescence. The severe course of HUS affected by All caused by enterohaemorrhagic
Escherichia coli requires additional medical attention and timely renal replacement therapy (hemodialysis). Clinical Case Description.
The description and analysis of the severe course of HUS affected by All in 14 years old adolescent girl is presented. There were some
difficulties during diagnostics and thus the pathogenetic therapy onset was delayed. Differential diagnosis between typical and atypical
HUS was performed. The disease was characterized by rapid progression of acute kidney injury, cerebrovascular disease and ischemia,
multiple organ dysfunction syndrome and disseminated intravascular coagulation resulting in fatal case. Conclusion. Atypical HUS is
the most frequent cause of multiple organ dysfunction syndrome alongside with acute kidney injury. The challenges of early diagnostics
of atypical GUS in childhood are not fully solved nowadays and require additional attention of pediatricians. The clinical case of atypical
GUS complicated by intestinal infection caused by enterohaemorrhagic Escherichia coli is described in this article. The severity of the
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KnuHun4yecKoe Ha6GnogeHue

M TPOMBOTUYECKYIO TPOMBOLMTONEHMYECKYo nypnypy [1, 14].
[JuarHoctnyecknm Kputepuem atunmyHoro YC aBnsertca
HannM4yne reMmonMTUYECKON aHEMUM U TpomMboumToneHnu. Mpwn
3TOM YPOBEHb reMornobuHa cHwxkaetcs < 80 r/n, B maske
KpoBW onpegenstotcs wndountbl 4o 10%, oTMevyaeTcs CHU-
YEeHue KonmyecTsa TpoMboLuToB A0 50-70X 109/11, BO3MO-
eH nefikoLmMTo3 > 20X 109/, Pa3BuUTHE OCTPON MOYEUHON
HEeAOCTaTOYHOCTU XapaKTepu3yeTcs aHypuen/onuroaHypuen
M MOBbILWEHWEM YPOBHS KpeaTUHWHA U MOYEBWHbI B CbIBO-
poTKe KpoBM [1, 2, 6].

CKPUHUHT Ha STEC-T'YC BK/to4aeT noceB Kana u npume-
HEeHWe nofrmepasHoW LeNHOM peaKLMu Ha LUMra-TOKCUHbI,
Ceponornyeckoe nuccnefoBaHne CbIBOPOTKU KPOBKU Ha aHTH-
nunononucaxapuaHble aHtutena [1, 14]. Ans UCKNoYeHUs
TPOMOBOTUYECKON TPOMOBOLMTONEHUYECKON MypPNypbl NpK atu-
nuyHom N'YC onpegensatoT aktuBHOCTb ADAMTS-13 (Kputepum
nypnypbl — CHUXeHWEe 3HavYeHnn nokasartens < 5%) [1, 14].
BceMm nauveHTaM HEOGXOQMMO TaKXKe UcCnefoBaTb KPOBb
Ha cogepraHue C3, C4 KOMMNOHEHTOB KOMMEMEHTa 1 ayTo-
aHTuTena K dakropy H ang Bbibopa TaKTUKK nevenus [1, 14].
MoneKynsapHo-reHeTu4ecKoe uccnefoBaHue urpaet Hemarsno-
BaXKHyl0 POSib NPU MNOArOTOBKE MaLMeHTa ¢ atununyHeiM YC
K TpaHcnnaHTauumn NoYKKu, XoTs U He ABSETCH HEOOXOAMMbIM
019 NOCTaHOBKM 3TOro AMarHosa [14].

[encTtBuns Bpaden B oTHOWeEHUK nauuneHTos ¢ 'YC perna-
MEHTUPOBaHbl COOTBETCTBYIOWMUMWU KIIMHUYECKUMU PEKO-
MeHpauuamu [1, 14]. Npu BO3SHUKHOBEHWUW ONIUIO- WU aHy-
pUK HEOBXOAMMO B KpaTyanline CPOKM MHULIMMPOBATbL CTapT
3aMeCTUTE/IbHOM MOYEYHOW Tepanuu (auanus, NpoasieHHas
BEHO-BEHO3HasA remMoavaduibTpaums) C Lenbilo yaaneHus
M3 KPOBOTOKA KPYMHbIX MONEKy/, NaTOreHeTU4YeCKM CBA3aH-
HblX ¢ pa3suthem INYC [2, 11]. BkaoyeHue B Tepanuio BbICO-
KMUX J03 dypocemMuaa He peKoMeHAyeTcs B CBA3M C BbICO-
KMM PUCKOM pas3BUTUSA Aernapatauvn v UWeMUYecKoro
noBpeX/aeHns NoYeK u apyrux opraHos [1, 11, 16]. NuTtaHne
1 Npuem BOAbl NaLMeHTaM peKoMeHayeTCca NPOBOANUTL MNepo-
pafibHbIM MyTeM, OAHAKO MpW BblpaXXeHHOW pBOTe, Anapee
WK KONUTE BO3HUKAET HEO6X0AMMOCTb Nepexoia Ha napeH-
TepanbHbIW NyTb BBEAEHMS KuaKkoctu [7, 11]. MNepenvBaHue
3PUTPOLIMTAPHON MAcCCbl Ha4YMHAOT MPU CHUMKEHUU YPOBHS
remorniobuHa < 70 r/n [2]. Mpu Taxenom TedveHun [YC,
0Cco6eHHO npu nopaxeHun LIHC, HeobxoamMmo nepenvBa-
HWE CBEXEe3aMOpPOXEeHHOW nna3mbl KpoBu [11]. BBeaeHwe
TPOMBOLUMUTAPHOM Macchl PEKOMEHAOBAHO TOMLKO MpU 3Ha-
4YUTENIbHOM KPOBOMOTEPE B pe3y/braTe KPOBOTEYEHUH, YTO
CBSI3aHO C PUCKOM BO3HUKHOBEHWS MWKPOTPOM6030B [1].
AHTMOMOTUKOTEPANUA MPOBOAMTCH C OCTOPOXKHOCTbIO, TaK
KaK MOXeT crnoco6CcTBOBaTb MOBbIWEHUIO KOHLIEHTpaLWn
lWMra-TOKCMHa B pe3ynbTaTte Jin3nca MUKPOOHbIX KIETOK
[1]. Tpn pa3BUTUN XPOHWUYECKOM MOYEYHOW HeaocTaToy-
HOCTM MOKazaHa TpaHcnnaHTaumsa noyvku [17]. CornacHo
POCCUNUCKUM KIIMHUYECKUM pekoMmeHaauusam [14], nnas-
Madepe3 aBnsetrca 6osee NpPeanoyYTUTENIbHbIM METOA0M
Tepanun y nauueHToB C Onurypuen, nopaxeHuem LHC
M cepaua, TaK Kak He Bbl3blBAaeT Pa3BUTUS TMNEPBONEMUN
n runeprugpatauuun. Kputepuem apheKTUBHOCTU NeyHeHus
C/TYXXMT MCYE3HOBEHME TPOMOOLUTOMNEHUN U MpPEKpaLLeHne
remMonusa (Hopmanusauua YpoBHA naKrataerngporeHasbl).
B cnyyae TeyeHus atunmyHoro MNYC ¢ aKcTpapeHanbHbIMU
CUMMTOMaMu NepBON JIMHUEN Tepanuu aBAfeTCH npenapar
rpynnbl KOMMIEMEHTUHTUOUPYIOLLMX aHTUTEN (3KYNn3ymab)
[1, 14]. Tepanus MOXET NPOAOCIKATLCA NOXMIHEHHO, OHAKO
PUCK pa3BUTUS peLunanBoB 3abofieBaHMS U XPOHUYECKOWM
no4YevyHon HegocTaToyHOCTM Npu al'YC AOCTaTOYHO BbICOKMM.

Cneundunyecknx MetogoB NpodunakTUKK KU peabunutayum
He CylLecTBYET.

CBoeBpeMeHHas W ajeKBaTHas cuMNToMaTUyecKas
Tepanusa N'YC 3Ha4MTEeNbHO MOBbLIWAET BEPOSATHOCTb BbI3A0-
poBfeHWs 1 npeponpeaensier 6naronpuaTHbIM NPOrHO3 AN
nauuneHTta. OfHaKoO crepyeT y4yuTblBaTb, Y4TO JieTalbHOCTb
npu TunuyHom NYC y feten coctaBnger 1-5%, npu atmnuy-
HoMm [YC — no 10% [16]. OCHOBHOW NPUYMHOM CMEPTH NpU
STEC-TYC aBnsetcs nopaxenue UHC [1, 7, 16]. B 601bLUKH-
cTBe cnyvyaeB Tpuaga cumntomoB 'YC Ha ¢doHe cBoeBpe-
MEHHOWM W afleKBaTHOM Tepanuu ucyesaeT B TeyeHue 2 Heq,
OIHAKO B HEKOTOPbIX Cy4asix BOZMOXHO pa3BUTME XPOHUYe-
CKOM novyeyvyHoW HepocTaTtoyHocTK [1, 11]. Beicokas netanb-
HOCTb Npu atunnyHom YC cBsi3aHa ¢ 6osiee TsenbiM Teve-
HMEM, BbICOKMM PWUCKOM peumanBa 60Ne3HW U PasBUTUEM
XPOHMYECKOM MOYEYHOM HeaocTaTo4HOCTH [16].

Y4ynTbiBasi CNOXHOCTb AMdOEpPEHLMANbHON ANArHOCTU-
KW TUMMUYHOro M atunun4yHoro N'YC Ha paHHMX 3Tanax 3abo-
NeBaHns Ha QoHe KMUWeYyHOM WHbEeKUUn, 06YyCNOoBAEHHOM
3HTEeporemMopparuvyeckon E. coli, npefactaBnsgeM onucaHue
KNMHUYECKOro HabntoaeHus.

KNIUHUYECKHUIA NPUMEP

O nauueHTte

MauneHtka K., Bo3pact 13 netr 9 mec. B Havane
ceHTabpsa Oblla gocTaBneHa 6puragon CKOPOW mnomoum
C NOJO3PEHMEM Ha SI3BEHHbIN IHTEPOKOUT U KENYAOUHHO-
KWULWEYHOE KPOBOTEYEHWE B MPUEMHOE OTAENIEHUE XMUPYP-
rmn [1eTCKOW rOpOACKOW KIAMHMYECKOW 6onbHuMubl N2 9
uMm. . H. CnepaHckoro (MockBa). lNpu noctynieHun pebe-
HOK MpeabsaBaan }anobbl Ha 6071 B XUBOTE, UAKUN CTyN
C KpoBblto, cnabocTb. locne UCKIOYEHUA OCTPON XMPYPru-
YeCKOW MaTofiorMmM U C y4eTOM TSXKECTU COCTOSIHUS [1eBOY-
Ka 6blna rocnutann3vpoBaHa B OTAENEeHWEe peaHuMaLuu
N MHTEHCcUMBHOM Tepanuun (OPUT).

N3 aHamHe3a. Co cnoB poauTtenen, pebeHoK poc U pas-
BMBasncs 6e3 ocobeHHocTeN. HacneacTBEHHbIN U annepruye-
CKMI @aHaMHe3bl He OTAroWEHbl, U3 3MUAEMMUONOTMYECKOrO
aHaMHe3a M3BECTHO, YTO B npeabiaylem Mecsue pebeHoK
npoxkmBan B npuropoae BeHbl (ABCTpUS).

[eBoyka 3abonena ocTpo, 3a TPW AHA A0 MOCTYNIeHuUs
B CTaUMOHap Yy Hee MNOsIBWIUCb PBOTA, XWIAKWUK CTyn A0
10 pas/cyT; NoBbILWEHMA TeMMepaTypa Tefla He 0TMeYanochb.
Ha npoTtsxkeHun aAByx AHen pebeHOK nonyyan cuMmnromaTmye-
CKYIO Tepanuio (camosieyeHune), HanpaBieHHylo Ha noaaep-
YKaHWe BOAHO-3NeKTponuTHoro 6anaHca (PernapoH 1000 mn
OPOBHO B TEYEHWUE CYTOK) U KULIEYHbIK aHTUCENTUK (HUDY-
poOKcasua — MPOTUBOMUKPOBGHOE CPeAcTBO HUTPodypaHo-
Boro psiga no 200 mr 4 pa3sa/cyT). OaHaKO NONOXKUTENbHOM
[AVWHAMUWKK B Te4eHne 3aboneBaHna poauTeNn He oTMedanu,
YyacToTa CTyna CHM3MNach, HO B KanoBbIX Maccax NnosiBUANCh
naToNorMyeckne npuMMecu B BMUAE KPOBW W CAM3M, NaLu-
€HTKa CTasia )anoBaTtbCs Ha 60N B XMBOTE, BblParKEHHYIO
cnabocTb, pefKkoe MmoyencnyckaHme. B cBA3KM ¢ yxyaweHnem
COCTOSIHUS pebeHKa poauTenu Bbi3Banun 6Gpuragy CKOPOW
MeAMULMHCKON NOMOLLM.

dusukanbHas gMarHocTMKa

Ha momeHT ocmoTtpa B OPUT cocTosiHne pebeHKa O04YeHb
TsKenoe. TAKeCTb COCTOSAHUA 06yCNoBAEHa 3KCUKO30M, TOK-
CMKO30M, MHTOKCMKaALUMOHHbIM, abAOMUHANbHbIM, KMULIEY-
HbIM M MOYEBbLIM CHHAPOMaMW. PebeHOK npu nocTtynne-
HUMM Obl1 B CO3HAHWM, NoBedeHWe ajeKkBaTHoe. [leBO4YKa
KOHTaKTHa, Ha OCMOTP pearnpoBasna CroKOMHO, oTMeyvana



Bblpa*KeHHyto cnabocTb. [pn ocMOTpe 3payvyku paBHOMEp-
Hble, OS = OD, peaKuus Ha CBET MBas, COAPYKECTBEHHAS.
Buavmon o4aroBow, MEHUHrea bHOM CUMNTOMATUKKU U CYyLO-
por He 6b110. OTMeYanuncb NPU3HaKK gernapataumm u UHTOK-
CMKaLMK: CYXOCTb KOXHbIX MOKPOBOB M BUAMUMbIX C/IU3UCTbIX
0605104€K, BblpaxkeHHas 61eAHOCTb, nepuopbuTanbHble
TeHU. JK3aHTeMa M 3HaHTeMa OoTcyTcTBoBanu. Cnuaucras
060/104Ka 3eBa He runepeMmpoBaHa, MMHAANUHbI HE YBENU-
YeHbl. [y6bl 6/1€AHO-PO30BbIE, Cyxue. Typrop TKaHEN CHUMKEH.
MNepudepunyeckne numdaTnyeckune yasnbl HE YBENUYEHDI.
KaTapanbHble cMMATOMbI OTCyTCTBOBanu. lpu nepkyccuu
Haf NerkMMu onpenensanics ACHbIM Iero4Hbln 3BYK. JbixaHne
B NIErKUX BE3UKYNSPHOE, paBHOMEPHO MPOBOAMIOCH BO BCE
OTAENbI, XPUMbl HEe BbICAYLIMBaNUCh. [NoKazaTenun catypauuu
Ha doHe AblxaHus aTMocdePHbIM BO3AYXOM Oblnn B npege-
nax Hopmbl. O6nacTb cepiua M MarucTpasbHbIX COCYAOB
BM3yallbHO He M3MeHeHa. CepaeyHble TOHbl MPUIYyLWEHbI,
PUTMUYHbIE, YacToTa cepAeyHbIX CoKpaleHnn 111 ya./MuH
(Hopma 70-80). Mynbc HUTEBUAHBIN, cnabbli. UBOT yme-
pPEeHHO B3AyT, Npu nanbnaunmn 60Ne3HEHHbIM BO BCEX OTae-
nax, YpYuT Mo X0Ay KuLeYHWKa. [eyeHb yBenuyeHa, Kpaw
NJ10THOBATbLIM, BbLICTYNaeT W3-Nnoj Kpas pebepHon ayru
Ha 2 cM. Cene3eHKy He nanbnupoBanu. CTyna Ha MOMEHT
0oCMOTpa He 6bIno. Peb6eHoK He Mo4unsica 6onee 8 u.

MpepBapuUTeNnbHbIA AUArHoO3

OcHoBHo. OcTpas KullevyHas MHOEKUMA HESCHOW 3TUO-
noruu, N'YC. OcnoxHeHUs. IKCUKO3 1-i cTeneHn, TOKCUKO3
1-2-1 cTeneHw.

AnHamMmuKa u ucxopabl

MpK noctynneHun B CTaLMOHap BbiIBAEHbI cnegylolme
U3MEHEeHUs B NnabopaToOpHbIX UCCNeAoBaHUAX. B KanMHUYe-
CKOM aHa/in3e KpoBu: NENKouuTo3 36 TbiC./MKN (HOpMma
4,5-13), TpomboumToneHnsa 28 Toic./MK1 (Hopma 150-400).
B 61MOXMMHYECKOM aHann3e KpoBM: a30TEMUS — MOYEBMHA
26 mmonb/n (Hopma 4,3-7,3), KpeatnHnH 501 MKmonb/n
(Hopma 35-110); runonpotenHemuss — anbbymuH 23 r/n
(Hopma 37-55); noBbIWEHWE aKTUBHOCTU NEYEHOUYHbIX dep-
MmeHToB — AJIT 58 En/n (Hopma go 40), ACT 146 Ea/n
(Hopma po 40), C-peaKTuBHbIM 6enok 174 mr/n (Hopma
< B), npoKkanbUUTOHUH 39 Hr/mn (Hopma o 0,05); ritoKo-
3a 8,3 mMmonb/n (Hopma 3,3-5,6), naktat 2,8 MMONb/N
(Hopma 0,5-2,2), HaTpui 114 mmonb/n (Hopma 32-156).
Mo pesynsTaTtaM ynbTPa3ByKOBOMO MUCCAeLOBaHUS OpraHoB
OpPIOLHOM NOIOCTM ONpeaensncs raponepuToHeym: cronne-
HWE XMOKOCTU B MasioM Tasy, 1eBOM M NPaBOM naTepanbHbiX
KaHanax, B MeXneTneBblX NpoMexXyTKax o 70 min.

Tepanns B OPUT: aueTa wagawas, pexum oXpaHuTenb-
HblM, aHTMGaKTepmanbHasa (uedenum B gose 100 mr/Kr
B CYTKM B 3 npuema) U aHTUKoaryiaumMoHHasa Tepanus (aan-
TenapuH Hatpusa 50 ME/Kr B CyTKM NOAKOXHO B 2 npuema);
pEeKOMEeHA0BaH BHYTPMBEHHO KanefibHO KasbLUMS MOKOHAT
10% 10 mn 2 paza/cytr. C MmomeHTa noctynnenns B OPUT
oTMeYanacb oOTpuuUaTenbHas AWHAMWKa, reMoAuHaMuKa
HecTabubHas C MNEPUOSMYECKUM CHUMKEHWEM apTepuanb-
HOro AaB/ieHus, B CBA3M C YeM NaLMeHTKa nosnyvyana KoM-
OMHUPOBAHHYIO KapAUOTOHUYECKYIO NOAAEPKKY: AodaMuH +
[06YTaMUH BHYTPMBEHHO KanenbHO No 10 MKI/Kr B MUHYTY.
B cBfi3n ¢ nporpeccupylowen runoToHMen B Tepanunio 6bin
BK/tOYEH agpeHanuH 1% B go3npoBKe 0,1 MKI/Kr B MUHYTY.

Yepe3 3 4 nocne rocnutanusaumm Ha ¢GOHe feyeHus
y pebeHKa NosABUACA CYAOPOXHbIM CUHAPOM, OTMeYeHa
pBOTa aNiol KpoBblo, 3adMKCUMpOBaHa MOTEPS CO3HAHMS.

CyAOpOXKHbIA CMHAPOM KyNMpOBaH BBeAeHWEM Auasenama
2,0 Mn BHYTPMBEHHO CTpynHO. lpoBefeHa nHTy6auusa Tpa-
Xeun, N pebeHOK NepeBefieH Ha UCKYCCTBEHHYIO BEHTUSILIMIO
NEerkux. B cBsI3u ¢ ycuneHnem remMopparmyeckoro cMHapoma
C reMoCTaTM4YeCKOWM Liefiblo Ha3HavyeHa TpaHeKcaMoBas K1C-
nota 5 mr/kr, atamaunar 2,0 M/, MEHaAMOHa HaTpus GUcCyb-
éut 2,0 Mn. Havata TpaHcdysua (BHYTPMBEHHO KanesbHO)
900 M CBEXE3aMOPOXEHHON NAa3Mbl.

Ona nposepeHns anddepeHuManbHOW AUArHOCTUKM
MEXIY ¥eNyAo4YHbIM U HOCOBbIM KPOBOTEYEHUEM B TeYeHUe
50 MKH nocne ero BO3HMKHOBEHMWS eBOoYKa Oblla OCMOTpe-
Ha BpayoM-oTonapuHronorom. MposegeHa TaMmnoHaga HOCo-
BbIX XOA40B, OHAKO KPOBOTEYEHUE OCTaHOBWUTbL HE yaanocChb.
Yepe3 5 4 nocne BO3HWMKHOBEHUSA remMopparn4yecKkoro CuH-
ApomMa BbINONHEHA 330daroracTpoayoAeHOCKOMNMS, BbISB-
NIEHO Auanefe3Hoe KPoBOTEYEHWE M3 POTO-FOPTAHOIIOTKM.
3a nepsble cyTKM nNpebbiBaHns B OPUT KpoBonoTteps cocTa-
Buna o 1300 mn. B ¢BA3M ¢ OCTpoK nocTreMopparn4ecKkomn
aHemuen (remornobuH 86 r/n, remaTokput 27%) NnpoBoau-
nacb reMoTpaHchy3ust apUTPOLMTapHOM B3BECUM OOGBHEMOM
320 mn B TeveHue 2 .

Yepes 9 4 nocne nocTyn/ieHns B CBA3M C Npu3HaKamu
rMAPONEPUTOHEYMA, BbISIBIEHHLIMU MpPU YNbTPA3BYKOBOM
ncenegoBaHMM GPIOWHOM MOMOCTU, BGpUragon AeXKYpPHbIX
XUPYproB. 6blS1 NpoBeAeH fNanapoLeHTes. N3 6ptoWwHon nono-
CTM nony4eHo okono 100 ma cepo3HO-reMopparnyeckomn
XuAKocTu. Ha doHe aHypuu y pebeHKa HapacTan oTeYHbln
CMHAPOM M nocne cTabunnsaumm reMogMHamMuK1 1 BONEMU-
4ecKoro ctatyca 6bl1 HayaT remognannMa — ceaHc 3aMecTu-
TeNbHOM MOYEYHOM Tepanun B peXnmMe HenpepbIBHON BEHO-
BEHO3HOM remodunbTpauumM ¢ napameTpaMyv KpOBOTOKa
10 130 Mn/MUH 1 o6bemMom 3amelleHns 900 mn. B ganbHen-
LEeM ceaHCbl 3aMeCTUTENIbHOW NOYEYHOW Tepanuu NPoBOAK-
N1 B Te4yeHne Bcero nepuona HaxoxxaeHus B OPUT. MNpn aTom
y AEBOYKM CoxpaHsanach Taxmkapans o 120 ya./MuH, apTe-
puanbHoe aaBneHue nosblwanock Ao 160/100 MM pT. CT.
Ha 4-e cyT ¢ MOMeHTa rocnuTannsauum pebeHKy nposegeHa
NOBTOPHAsA NanapoCKOMus, HEKPO3 KULIEYHUKA WUCKIOYEH
W U3 BGPIOWHOM NONOCTU nonyyeHo 1,5 n remopparnyeckon
MIOKOCTU. YCTaHOBEH ApeHax no [eHepanosy.

HecmoTps Ha NpoBOAMMYIO TEpanuio, y AEBOYKKN coxpa-
HAMUCb aHeMusa (KOHUeHTpauusa remornobuHa ot 53 go
103 r/n), TPOMOOLUTONEHUS (YUCNO TPOMOOLMTOB OT 48 [0
121x10°%/n), NeiKoLMTO3 (Y1CNO NelKouuToB oT 10,2 Ao
19,7><109/n) C HEUTPOOUNbHBLIM CABUIOM, MOBbIWEHHAs
CKOpOCTb ocefaHus aputpouuntoB (0T 20 go 56 MMm/u).
C MOMeHTa nocTynaeHuns B cTaumoHap pebeHok Habnogancs
HeBponaTonorom. O6palyanv Ha cebs BHUMaHUE CUMNTOMbI
Taxenoro nopaxenusa LHC: pasBuTMe CYyAOPOMKHOIMO CUH-
apoma 4vepesd 3 4 nocne nocrynnenuns B8 OPUT n oTeKka mo3ra
Ha 4-e cyT npebbiBaHUSA B CTauMoHape, 4To noaTBepxaaeT
BbIIBNIEHHas runepnepdy3nss MHTpaKpaHMallbHOrO KPOBO-
TOKa Mo pes3ynbratam TpaHCKpaHuanbHOW gonnaeporpadum
COCy[0B rO/0BHOIrO Mo3ra. Ha 4-e cytT nonyyeH pesynbrart
nccnefoBaHUs Kana MeToaom nosiMmepasHom LEenHoOn peak-
umn: BblageneHa AHK aHTeporemopparmyeckoro wramma
E. coli 0057. Pe6eHOK 6bll KOHCY/IbTUPOBAH MMaBHbIM BHELL-
TaTHbIM MHbEKUMOHUCTOM [enapTaMeHTa 3apaBooxpaHe-
HUS . MOCKBbI Ha 6-e CyT rocnutanu3aumu. KanHuyeckun
anarHo3: «0cTpas KuweyHaa MHOEeKUUs MHBa3UBHOIoO Tuna,
Taxenaa dopma YC, TMnnyHas dopma, TAKENOW CTEMEHM
TaxecTu. OTEK rofIoBHOro mMo3ra. dHuedanonatua cMellaH-
HOro reHesar. Ha 7-e CyT rocnutanu3auun Ha 3NEKTPOIH-
uedanorpamMme BbISIBAEHbI MPU3HAKW BbIPpaXKEHHOro and-

BOMPOCbI COBPEMEHHOW NEAUATPUM /2019/ TOM 18/ N¢ 5



KnuHun4yecKoe Ha6GnogeHue

QY3HOro yrHeTeHMS GUOINEKTPUYECKOM aKTMBHOCTU MO3ra.
Ha KoMMblOTEPHOM TOMOrpaMmMe rofIOBHOMO Mo3ra Ha 9-e cyT
npe6biBaHnsa B OPUT BbiiBNieH Anddy3HbIM OTEK BellecTBa
MoO3ra 1 nponabuMpoBaHMe MUHAANIMH MO3XKe4Ka B 60/blIoe
3aTbl/IOYHOE OTBepcTHE. [N UCKIOYEHUS TPOMGOTUHECKOM
TPOMOOUMTOMNEHMYECKOM Nyprypbl Ha 4-e CyT rocnurtanu3aa-
LMK 6bln B3AT aHAIM3 KPOBU [/15 onpeeneHns akTMBHOCTH
ADAMTS-13. B pe3ynbraTtax, Nofly4eHHbIX Ha 14-e CyT, BbISiB-
NIEHO CHWXeHWe aKTuBHocTM ADAMTS-13 ao 42% (Hopma
80-110%), 4To xapaKTepHo ans atunuyHoro YC. Takxke
Ha 14-e cyT rocnuTanu3auuMuM B KPOBWU ObiNU BbISIBAEHbI
LWN30UNTLI A0 6%.

B cBA3W C OTCYTCTBMEM MOJIOKUTENBHOW AMHAMWKKU Ha
dOoHe NpoBOAMMONM Tepanuu 3anogo3peH atunuyHbin YC,
B CBA3KW C 4eM pebeHOK Obll MPOKOHCY/bTUPOBAH Hebpo-
JIOTOM LEHTPa TrPaBUTALMOHHOW XMPYPrMM KPOBWM U remo-
omanunsa. 3aknodenue: «YC. OcTpas noyeyHas HegocTa-
TOYHOCTb (aHypusa 14-e cyT), 3amecTuTeSibHasg noye4yHas
Tepanua. CynopoxHbih cuHapom. OTek mosra. Koma Il
(BblICOKasi cTeneHb pucka GOpMMPOBaAHWS anasain4yecKo-
ro cuHgpoma)». bblno peKomeHZOBaHO MPOBEAEHUE KOM-
NI1eMeHTONOKUpPYIOWEN Tepanuu 3IKyIM3nmabom npu
CHWXXEHMM BOCMNaNuUTeNbHbIX MapKepoB KPOBU. Bbicokune
3HaYeHMs NpoKanbLUMUTOHUHA (0T 9 A0 136 Hr/Mn) oTMevanu
Ha MNPOTSXEHUM BCEro nepuofa HabNOAEHMS, YTO yKasbl-
Basi0 Ha TAXenoe npecentnyeckoe coctosiHne. OTMevanumchb
BblPa)EHHbIE MPU3HAKM MOYEYHOW HEeAoCTaTOYHOCTH:
azoteMunsa (MoyeBMHa OT 13,6 g0 22 MMONb/N, KpeaTu-
HUH OoT 214 no 467 MKMOMb/N), YyCUNMBAIUCL MPU3HaKK
umtonusa (ACT ot 77 po 237 Ep/n), COXpaHsaUCb BbICO-
Kne ypOBHW BOCMNanuTEeNbHbIX MapKepoB (C-peaKTUBHbIN
6enoK ot 65 go 212 mr/n). B KoarynorpaMMe — NpU3HaKK
rMnoKoarynauun: aHtTuTpoMouH Il 61% (96-126), Tpom6bu-
HoBoe Bpemsi 60 ceK (14-21), aKkTUBMPOBAHHOE YacCTWY-
Hoe Tpom6onnactuHoBoe Bpemsi 54 cek (28-38). TonbKo
Ha 16-e CyT rocnutanusaumv nauneHTKe yaanocb HadvaTb
Tepanuio aKynuaymabom B gose 900 mr no «nporpamme
6bicTporo ctapTta» (4 Heg no 900 mr 1 pa3/Heq; 5-9 Heg —
1200 wmr, 3atem no 1200 mr 1 pa3 B 2 Hef). Ha 2-e cyt nocne
NOAK/IOYEHNS KOMIMIEMEHTONOKUPYIOLWLEN Tepanuu YUCno
TPOMOOUMTOB KPOBM YBEINYMAOCH [0 279X 109/n, YPOBEHb
remornobvHa — o 84 r/n; ypoBeHb MOYEBWHbI CHU3WJI-
ca go 19,9 mMonb/n, KpeaTuHuHa — [0 142 MKMONb/N.

BpemeHHas wkana

3-U cyT OT Hayana

1-e cyT 3aboneBaHus

1-e cyT NnpebbiBaHKA

OfHaKo B AMHaMMKe Ha 18-e CyT COCTOSAHWE MaLMEeHTKU Bbl1o
pacueHeHO BpavyoM KaK KpalHe Taxenoe, 06ycnoB/EeHHOe
aHOKCUMYECKUM NMOopaXKeHneM rofIoBHOro Mo3ra ¢ pa3BuUTHem
oTeKka, komon Il ctenenun. Ha 4-e cyT oT Havana Tepanuu aKy-
nM3nMabom y 601bHOM OTMEYEHO BOCCTaHOBMIEHWE AMype3a
(50-70 ™mn/cyT), HO NMPOAO/KaNW HapacTaTb M3MEHEHUS
B cucteme remocrtasa. K 20-m cyT rocnutanusaunm ypoBeHb
D-aMmepa B KpoBwM yBenuuuncs oo 2353 Hr/mn (Mpy NocTty-
nneHnn 1467 Hr/Mn; B HOpMe JaHHbIM NoKa3aTteslb COOTBET-
ctyeT 550 Hr/mn).

[Mpy npoBefeHUN TeHeTUYecKoro wuccnefoBaHus Ans
UCK/IOYEHUA HacneacTBEHHOW TpoMbodunuun (24-e cyt npe-
O6blBaHUSA B cTauuoHape) 6binu BbiiBAEHbl reHotnn 4G/4G
reHa MHrMbutopa akTnBaTopa nna3muHoreHa (PAI1), acco-
LIMMPOBAHHbIN C BbICOKUM PUCKOM KPOBOTEYEHUN U OTHOCU-
TENbHO HWU3KOW GUOPUHOIUTUYECKON aKTUBHOCTBIO KPOBMH,
a TaKXe HOocuTenbCTBO reHotuna T/T meTuneHTeTparnapo-
donatpenyKkrasbl (MTHFR), acCOUMMPOBAHHOIO C pa3BUTUEM
rMNepPromMoLUCTEUHEMUMN.

Ha 27-e cyT pe6eHOK KOHCY/bTMPOBaH Bble€3HOW Hen-
popeabunutaunoHHon 6purago. Ha ocHOBaHMM HEBpPO-
JIOTMYECKOro OoCMOTpa W 3neKTpoKapanorpadu4ecKoro
nccnefoBaHus ObIIO CAeflaHo 3aKoyveHne o anddysHoM
HeobpaTMMOM MOBPEXAEHMUM TOJIOBHOIO Mo3ra u Hebnaro-
NpUATHOM peabunutTauMoHHOM NPOrHo3e. HecMoTps Ha npo-
BOAMMOE Nle4YeHne, CoCcTosiHe pebeHKa ocTaBanoCb KpanHe
TSXKENbIM 3@ CHET NPOrpeccupoBaHuns NoJMOPraHHOW Heao-
CTaTO4YHOCTM (MO3roBasi, OoCTpas noyeyHas, AbixaTenbHas,
cepaeyHo-cocyancTas, KuwedHasa) u [BC-cuHapoma, 4To
npUBENO K eTanbHOMy Ucxoay Ha 49-e cyT rocnutann3auuu.

KnuHuyecKkun guarHos

OcHoBHoM anarHo3. OcTpasn KulieyHas UHbeKUMS (aHTe-
poremopparuyeckas E. coli). I'YC, atunnyHasa dopma, Taxxe-
noe tevyeHue. OcnoxHeHus. MonnopraHHas HeAoCTaTO4HOCTb
(Mo3roBasi, ocTpas noyeyHas, gblxatenbHas, cepae4Ho-cocy-
ancTas, KuwedHas). ABC-cuHapom. OTeK rofioBHOro moasra.
Koma. ConytctBytowmn auarHo3. CoctosiHue nocne fanapo-
CKOMWK U ApEeHUpPOBaHUA GPIOLLHON NOMOCTK Mo [eHepanosy.
OU-kepatuT.

MaTonoroaHaTomMM4yecKoe mnccnegoBaHMe B CBA3MU C fe-
TanbHbIM MCX0A0M 3abofieBaHUs He MpPOBOAMNOCH M3-3a
OTKa3a poauTenen.

14-e cyt npebbiBaHUS

49-e cyT NnpebbiBaHUs

3aboneBaHuns

B CTauMOHape

B CTalMoHape

B CTallMOHape

e PBoTa, YacTbli
KUAOKUA CTYN

KpoBb B cTyne,
onuUrypusi, pesKkas
61€AHOCTb, BANOCTb,
cnabocTb
[ocnutanusauus

B CTaLMoHap

e Yepes 3 4y nocne e OlMH coxpaHsaeTca e JleTanbHbI Ucxoa
NoCTYNNEHNS e Hapacraet
B OPUT peskoe nonnopraHHas
yxyaleHue HeJoCTaTo4YHOCTb
COCTOSIHUS, Femop- e OtcyTcTBUE
paruyecKkui NONOXKMUTENBbHON
CUHAPOM, MULIEeMK- OMHaMMKKU Ha doHe
YecKoe NnopakeHune NPOBOANMOWA
LHC, cynoporw, Tepanuu
NPEKOMaTO3HOE CO- e [InarHoCcTMpoBaH
cTosiHMe, koma, OlNMH atMnuyHbIN [YC

e [InarHoCTMpoBaH
TUNUYHBIN [YC

MpumeyaHue. OPUT — oTaeneHne peaHnMaLMm v MHTeHeuBHOM Tepanuu, LULHC — LeHTpanbHas HepBHas cuctema, OMNH — octpas noyeyHas

HefoCTaToYHOCTb, 'YC — reMONUTUKO-YpeEMUYECKNA CUHAPOM.

Note. OPUT — intensive care unit, LLHC — central nervous system, OIMH — acute kidney injury, 'YC — hemolytic uremic syndrome.




OBCYXAEHUE

AtunuyHbin 'YC o6ycnoBneH reHeTM4eckuMu Hapylle-
HUAMMU MMMYHHOW CWUCTEMbI, MPUBOAAWMMN K AUCHYHKLMUM
CUCTEMbI KOMMJIEMEHTA M €e HEKOHTPOIMPYEMOW aKTUBaLMK
no anbTEPHATMBHOMY NMYTH, NOBPEXAEHUEM IHAOTENNS COCY-
[10B C pa3BUTMEM TPOMOBOTUYECKON MUKpOoaHrmonatum [12].
ATUnunyHbin TYC MOXHO cyMTaTb OpdaHHbIM 3ab0neBaHu-
€M, T.K. ero pacnpoCcTpaHeHHOCTb cocTaBnseT 1-7 cnyyaes
Ha 1000000 Hacenexus [14].

MpencTtaBneHHbIV KIMHUYECKUI cllydal AeMOHCTpUpyeT
TPYAHOCTb AnddepeHUManbHON ANArHOCTUKM aTUMUYHOIO
1 TMnnyHoro NYC Ha HavanbHbIX 3Tanax 3aboneBaHUs Ha
GOoHe Kule4yHON MHOeKUunn. 3aboneBaHue NpeacTaBnsano
Yyrpo3y [ANns »U3HU pebeHKa u TpeboBano HeMeaNeHHOW
aZleKBaTHOM Tepanuu, 4Tobbl n36exaTb JieTalbHOro ucxona
B peaysibTaTte Heo6pPaTUMOro NOBPEXAEHUSA HUSHEHHO BaX-
HbIX OpraHoB v cuctem [1, 5, 71].

MpoBouupyloWwmMMK GaKTopaMu, 3anycKalWwnmMn axTu-
BaUMIO KOMMJAEMeHTa C pas3BuTMeM atunu4yHoro [YC,
ABNAIOTCA MHOEKLMM BEPXHUX AblXaTeNbHbIX NMYyTEN U XKeny-
[I04YHO-KMLLIEYHOro TpakTa [1, 14]. B npeactaBneHHOM Ku-
HMYECKOM crydyae Tpurrepom atunuyHoro YC aBwunacob
avapes, Bbi3BaHHasA KULWEYHON MHDEKLMEN (3HTEpOreMop-
parnyeckun wrtamm E. coli), 4to 3atpygHuno aunddeper-
umMaumio ¢ TunndHbiM YC B Hauvane 3aboneBaHus. [lpwu
noctynnennn B OPUT anarHos tunuyHoro N'YC He Bbi3biBas
COMHeHuI. Mpu nabopaTopHbIX UCCEAOBaHMAX B aHanuse
KPOBW BbIABNANNCE JIEMKOLMTO3, CABWUI NIEMKOLMUTAPHOM
dopMynbl BNEBO, YyBeNUYEHWE HEUTPODWIBLHOMO MHAEKCa,
NOBbLILIEHWE CKOPOCTU OcCefaHUs 3PUTPOLIUTOB M KOHLEH-
Tpauun C-peaKTMBHOro 6enka, runepdepmeHTemMus, rmno-
NPOTEUHEMMUS, BblpaXKEHHble rMnepa3oTemMus 1 TPoM6OL M-
ToneHusa. CopepxaHue remornobuvHa pe3Ko CHU3UNOCh
Ha poHe MacCUMBHOIO KPOBOTEYEHUS U3 CIU3UCTbIX 06010-
YeK XKeNyooYHO-KMULWEYHOro TpaKTa Yyepes 3 4 noce nocry-
nnerna B OPUT. OTKIOHEHMI B KoarynorpaMme BbISBJIEHO
He 6b110. Yepe3 9 4 Ha PoHe nporpeccupyowero remop-
parnyeckoro cuHapoma, notepu 1200 mn Kposu (B nep-
Bble cyT — 1300 M), CHU¥KeHUA remornobuHa ao 86 r/n
Oblla HayaTa remocraTMyecKkas Tepanus (HeoLHOKpaTHoe
nepennMBaHUe CBEXE3aMOPOXEHHOM M1a3Mbl, TDOMOOKOH-
LieHTpaTta, TpaHchy3nun OTMbITbIX 3PUTPOLMTOB). HecmoTps
Ha remMocTaTU4YecKylo Tepanuio, nafjeHue remornobuHa
npogomkanocb (K 20-m cyT npebbiBaHMA B CcTauMoOHape
[0 64 r/n), NpeapacnofoXXeHHOCTb K MOBTOPHOMY pa3Bu-
TUIO reMopparM4ecKoro CUHApPoOMa coxpaHsaiacb B Te4eHue
BCEro BpeMeHu npebbiBaHus pebeHka B OPUT.

KnuHnyeckaa KapTuHa atunmyHoro 'YC xapaKkrepuay-
eTca noNMMopdu3mMoM CUMMNTOMOB WM pPa3BUTUEM TPOM-
60TMYECKOW MWKpoaHrnonatuu. Knaccuyeckow Tpuaaown
CUMMTOMOB SIBMIAIOTCS TpoMGoLmTOoneHus (< 150x109/n),
MWKpoaHrnonatnyeckas Kymbc-HeraTMBHas remonutuye-
CKas aHemus (remornobuH < 100 r/n, oTpuuaTenbHas
peakuua Kym6ca, 4MCNnoO WKM30UUTOB B Ma3ke nepudepu-
yecKon Kposu Bblwe 0,1%) n ocTpoe novyeyHoe MOBPEXK-
[leHune, nposBasiolweecs aHypuen/onuroanypuen [1, 14].
OKCcTpapeHasnbHble NPosiBNeHUa 60ne3HM CBA3aHbl ¢ ANG-
GY3HbIMW  HapYLIEHUAMU MWUKPOLIMPKYNATOPHOrO pycna
B pas/IM4HbIX OpraHax U cucteMax (ros1I0BHOM MO3T, cepjLie,
ENYAOYHO-KULIEYHbIM TPaKT), YTO NMPUBOAMT K Pa3BUTUIO

NOMOPraHHOM HEeAOCTaTOYHOCTU. Y NauUMEeHTKU Ha ¢doHe
racTPO3HTEPOKONUTA TAXKENON CTENEHU PAa3BUINCE TPOMBO-
TUYECKass MUKpOaHrnonatus ¢ TpombouuToneHnen (remo-
rmo6buH ot 53 po 103 r/n), reMONUTUYECKON aHEeMUEN
(+ nosiBNEHME WKN30UMTOB B MadKke nepudepmnyeckon Kposu
oT 1 go 6%), ocTpbiM MOYEYHbIM MOBPEXAEHUEM (aHy-
pus 1M asoTemus). B nepBble CYyTKM Mocne MOCTYN/eHUs
B OPUT y pebeHKa nosiBUIUCb MNPU3HAKKU TPOMOOTUYECKOM
MWKpPOAHrMonaTum u pas3BUINCL 3KCTPapeHasbHble CUM-
NTOMbl, KOTOpble MPUBENM K MOAMOPraHHOM HeAoCcTaTou-
HOCTU c nopareHuem LIHC (Ha 3-u cyt 3aboneBaHus).
Mnonepdy3uns ronoBHOrO MO3ra, UeMUYECcKre odarm, oTeK
MO3ra C BK/IMHEHMEM MWHAAIMH MO3Xe4yKa B 6osbluoe
3aTblI0O4YHOE OTBEPCTUE MPUBENN K PA3BUTUIO KOMbI 1 Onpe-
Oennn Heb6naronpUATHBIM NPOrHO3 AaHHOro 3abofieBaHMS.
CornacHo ony6/aMKOBaHHbIM AaHHbIM, Ais atunuyHoro NYC
TaKXe xapaKTepHo paHHee nopaxkeHue LIHC, onpegensio-
Liee neTanbHbIM Ucxoq 3aboneBanus [1, 5, 13].

Y naumeHToB ¢ atunuyHbiM 'YC 3a6oneBaHue pa3Bu-
BaeTCs MOJIHUEHOCHO, MO3TOMY B C/ly4ae pa3BuUTUS TPOM-
60TUYECKOM MUKpOaHrnonatum Heoo6xoaAnMMo BepuUPUuMm-
poBaTb AnarHos, ucknwuns STEC-T'YC n TpombGoTUYECKYIO
TpoMbouuToneHn4eckyto nypnypy. Ana ncknovenmsa STEC-
F'YC onpenensioT Hanun4yme lIUra-TOKCMHa B Kane wu/unu
CbIBOPOTKE KPOBW U @aHTUTEN B CbIBOPOTKE KPOBU K E. coli
cepotuny 0157:H7. Ona WCKIOYEHUS TPOMOBOTUYECKOM
TPOMOOLMTONEHNYECKON Mypnypbl HEOBGXOAMMO WCCneno-
BaTb ypoBeHb daKtopa ADAMTS-13 [14]. Ona Tpombo-
TUYECKON TPOMOOLUMTOMNEHMUYECKOW Myprypbl XapaKTepHO
CYLLECTBEHHOE CHUXKeHue ypoBHA ADAMTS-13 — < 5%
OT pedepeHCHON HOPMbI, TOrga Kak npu atunuyHom YC
ypoBeHb MapKepa npeBbiwaer 10%, HO OCTaeTcsl HUXKe
50% [14]. Y naumneHTa ¢ TpPOMBOTMYECKOM MUKpOaHruona-
THnen mncknoveHme STEC-T'YC n TpombOTMHECKOM TPOMOBO-
LMTONEHMYECKOW Nypnypbl NO3BOASET AMArHOCTMPOBATb
atunuyHbin INYC.

Bcem nauueHTam C BbIIBA€HHOW TPOMOGOTUYECKOM
MWKpOaHrnmonatmem Heob6XxoaMMO WccnefoBaTb KPOBb Ha
cogepxaHune C3 n C4 KOMMNOHEHTOB KoMmieMeHTa [1, 14].
CHMKeHue nokasartena C3 aBnseTcsd HeocnopuMMbIM apry-
MEHTOM B MO/b3y MOATBEPKAEHUS AMArHo3a aTMNMYHOIo
'YC [14]. OgHaKo y 60NblIMHCTBA MaUMEHTOB 3HayeHue
[JaHHOr0 MoKas3aTenss ocTaeTcs B npegenax HOPMbl, 4TO
HEe UCKIOYaeT aTUMUYHbIA BapuaHT TedyeHus 3aboneBaHus.
[n§ BbISBNEHUS AUCPYHKLIMM CUCTEMBI PErYASLMKM KOMMe-
MEHTa Yy NauMeHTKM UccnefoBav KPOBb Ha COAeprkaHue
C3 n C4 komnoHeHTOB KomnnemeHTta. OJHAKO CHUMKEeHUs
C3 BbIIBNEHO He 6blN0, YTO HE UCK/IOYaNo AMarHo3a aTu-
nuyHoro IYC [1, 14]. Ang nayMeHToB C aTtunu4yHbiM [YC
XapaKTepHbl MyTaLMK B reHax perynaTopHbix 6en1KoB v dak-
TOopoB KomnnemeHnTta (CFH, MCP, CFl, THBD, CFB n C3).
Hanuune aHtUTEN K 9TMM daKTopam NPUBOAMT K MOBPEXK-
AEHWIO JHJOTeNnanbHbIX KNETOK COCyaoB M Tpom6o3am
B MUKPOUMPKYNATOpPHOM pycne [12-14], ux noBpexae-
HWIO C nocneaylwmm obpa3oBaHMeEM TPOMOGOB B cocyaax
MUWKPOLMPKYNATOPHOro pycna [12—-14]. BoiaBneHne AaHHbIX
reHEeTUYECKUX M3MEHEHUN Hanbonee MHPOPMATUBHO ANA
onpeaeneHus NporHosa TpaHCnAaHTauuMuM MnoyYeK, NnoaTo-
My B MpPeAcTaBfeHHOM K/IMHWYECKOM Cilydae OHO He Mpo-
BOAMNOCH.

BOMPOCbI COBPEMEHHOW NEAUATPUM /2019/ TOM 18/ N¢ 5



KnuHun4yecKoe Ha6GnogeHue

AddeKTMBHON Tepanuen npmn atunmyHom NYC cumtaerca
BBEJEHNE CBEKE3aMOPOXKEHHON MNasMmbl, MPU 3TOM MOXKHO
MCM0/Ib30BaTb KaK pPeXnM UHOY3UW, TaK M nnasmoobmeHa
[1, 14, 18]. HecmoTps Ha TO, YTO BBEAEHUE CBEXKE3AMOPO-
YKEHHOW NNa3mbl NO3BOMSET COXPAHUTb XKN3Hb BOMbLIMHCTBY
60/bHbIX, IeTaNbHOCTb BO BPEMS NMEPBOro ann3oaa 60/1e3HU
y Oeten ¢ Mmytaumsamu ¢aktopa H o HacTosilero BpemMeHu
coctaBnsier 20-30% [1, 6, 14]. Kputepusamm apdeKTUBHO-
CTW Nna3moTepanuu BASIOTCS UCHE3HOBEHWE TPOMBOLMTO-
NeHWn U HopManusaumsa YypoBHS NaktataerngporeHasbl [14].
TpaHcdy3nn TPOMOBOKOHLIEHTPATA Yy NaLMEHTOB C aTUMUYHbIM
'YC moryT npoBoumpoBaTb HOBblE 3NWU304bl MUKPOTPOMGO-
o6pasoBaHug [1, 14]. CoyeTaHne nnasmo- 1 renapuHoTepa-
nuu Yepes MHhY30MaT BOZMOXKHO Y MaLMEHTOB C aTUMUYHbIM
['YC B TOM cniydae, ecnin y HUX OTCYTCTBYET BblpaxKeHHas Kpo-
BOTOYMBOCTb M TPOMBOLMTONEHUSA. 19 KOPPEKLMN aHEMUM
NPOBOASAT NepennBaHne OTMbITbIX APUTPOLIUTOB C MHAMBUAY-
albHbIM Noa6opoM (NpoBeAeHME HEMPAMOro aHTUIN06Yn-
HOBOIO TecTa, onpeaeneHune rpynnsl Kposu no cucteme ABO
N pesyc-NMpUHaANIEXHOCTU peunnueHTa) nin 3pUTPOLIUTHOM
Macchbl [1, 6, 14]. MauneHTKe ¢ NepBbiX CYTOK NpebbiBaHUA
B OPUT npoBoaunacb 3aMecTUTeNbHas novyeyHaa Tepanus
B PEXMME HeNpepbIBHON BEHO-BEHO3HON remodunbTpaLmu.
[na KynMpoBaHUs reMopparM4eckoro cMHapoma BBoAUIaCh
CBEXXEe3aMOpPOXKEHHas Naasma, ¢ Lenbio KOppeKLMmM aHeMum
NPOBOANAN TPAHCHY3NUM OTMbITbIMKU IPUTPOLIUTAMM, OAHAKO
Ha pOHe Tepanuun CoXpaHaIMCb OCTPOE NOYEYHOE NOBPEKAE-
HWe, TpOMBOLUTOMNEHUS U aHeMusl. Ob6pallana Ha cebs BHU-
MaHWe TOPMNUAHOCTb K Tepanuu, YTo 3acTaBu/I0 YCOMHUTLCS
B AnarHose tunuyHoro Nyc.

B cny4asx HeaddeKTUBHOCTM Nna3moTepanuu, a Takxe
npu HanMynu y nauuMeHTa MOJMOPraHHOM HeLOCTaTOYHO-
CTW cnefyeT HasHavyaTb npenapaT rpynnbl UMMyHoZenpec-
CaHTOB 3Ky/n1u3ymab, npeacraBnsiowmn cobon pekomowu-
HaHTHOE FYMaHW3MPOBAHHOE MOHOKIOHANbHOE aHTUTENO.
MpenapaTt cnoco6CTBYET CHUMKEHUIO MPOBOCHANUTENBHOTO,
NPOTPOMOBOTUYECKOIO U NIUTMYECKOro aencteus CH5 Kom-
NOHEHTa KOMMJIEMEHTa 3a c4yeT ONIOKMPOBKM ero pac-
WwenneHuns, B pesynbrate Yero npekpalialTcs npouecchb
MWKPOLIMPKYNATOPHOIO TPOMOG0OOOpa30BaHUs, YTO B CBOIO
oyepeab npegynpexgaetr NporpeccMpoBaHMe MopaxKeHus
NnoYeK W Crnoco6CTBYET paHHEM OTMeEHe nnasmoTepanuu
[14, 18]. CornacHo MexayHapoaHbIM pEKOMEHAaUUSAM, IKY-
nmM3ymab cyuTaeTca npenapatom NepBoW IMHUKW B clyvae
OnarHocTmkmn atunuyHoro FYC [3]. lMpu BbiSBNEHUU Nep-
BblX MPU3HaKoOB aTunun4yHoro NYC cBoeBpeMeHHOE Haua-
10 Tepanuu, GNOKMUPYIOLLEN TEPMUHANbHYIO aKTMBHOCTb
KOoMMJieMeHTa, Cnoco6CTBYET reMaToI0rM4yecKomn peMmncecum
M NpefoTBpalleHUIO NeTanbHOro ncxoda 3aéonesanus [14].
B paccmoTpeHHOM crydae Tepanusa aKynaM3ymabom OGblfia
HayaTa B CBSI3U C TAXKECTbIO COCTOSAHMUS NALMEHTKM U OTCYT-
CTBMEM OTBeTa Ha npoBoaMMyto Tepanuio. CTapT Komnne-
MEHTONOKMPYIOLWEN Tepanum C MHULMANbHOW AO30M npe-
napata B go3vpoBke 900 Mr BHYTPMBEHHO Oblil OTI0XKEH
[0 16-X cyT npebbiBaHWA B CTalMOHape B CBA3KU C BbICOKOM
aKTUBHOCTbIO BOCManUTENbHbIX MapKepoB KpoBMW. PeTpo-
CMEKTUBHO MOXHO KOHCTaATUpOBaTb, YTO NO3jHee Hayano
KOMMNIEMEHTONOKMPYIOLWEN TepanMm He OKalano oxuaae-
MOTrO MONOXUTENBHOIO BAUSHUA Ha TeyeHne 3abosieBaHus.

HecMoTps Ha TO 4YTO Ha doHe Tepanuu Ha 20-e cyT OTMe-
4Yanocb BOCCTaHOBMiEHWE [uype3a M MNOBblLEHME Yucna
TPOMGOLIMTOB, MO-MPEKHEMY COXPAHAINCH MPU3HAKK TEKY-
e aKTMBHOM GaKTepuanbHON MHPeKUNK (C-peaKTUBHbIN
6enok 353 mr/n, NpoKanbUUTOHWH 35 Mr/n), 4To ycyrybns-
N0 TeyeHne 3aboneBaHUs U SBNSNOCH OrPpaHUYeHneM Ans
fanbHenwero NnpUuMeHeHus akynusymaba [1, 14].

3AK/TIOYEHUE

MpeactaBneHHbI Cnyd4an AEMOHCTPUPYET CAOXKHOCTb
anobdepeHumanbHOM AMarHOCTUKU TUMMYHOTO U aTUMMYHOMO
['YC Ha paHHUX 3Tanax 3aboneBaHus Ha GoHe Tpurrepa OKU
(sHTeporemopparmyeckun wramm E. coli) B NOAPOCTKOBOM
Bo3pacTe. MIMeHHO 3ToT daKT urpaeT HeManoBaXKHylo Pofib
B noabope aAeKkBaTHOM Tepanuu W CYLLECTBEHHO BAWS-
€T Ha TeyeHWe U ucxof 3aboneBaHns. CBOEBPEMEHHOCTb
M BbICTPOTa AMArHOCTMYECKOro npouecca npu aTUnUYHOM
F'YC saBnseTca CNOXHbIM MPOLECCOM WM MOXET 3aHUMaTb
[OCTaTO4HO AnuTenbHoe Bpems. BepuduumpoBatb anarHos
MOXHO TOSIbKO Mocne nposeaeHns anddepeHLumanbHon ana-
rHOoCTUKKM co STEC-I'YC, HacneacTBEHHOM UM NPUOBpPETEH-
HOM TPOMOGOTUYECKOM TPOMOOLIMTONEHUYECKON MNypnypow.
ATMNn4YHbIN TYC OTHOCAT K peakum 3abosieBaHusM, MNpu
KOTOPbIX CYLLECTBYIOT ONpeaeneHHble TPYAHOCTM C MOCTaHOB-
Kow guarHosa. AuddepeHunanbHasa amarHoctnka STEC-T'YC,
TPOMOOTMYECKON TPOMOOLMTONEHUYECKOW Nypnypbl U aTu-
nuyHoro YC npeacrtaBnser cobor AOCTAaTOMHO MPOAON-
YUTENbHbIA U C/OMHbIM MPOLIECC, MOCKOMbKY OTAE/IbHble
K/IMHUKO-NabopaTopHble MPOsiBNEHUs 3ab0/ieBaHU UMEKT
BblpakeHHOe cxoAcTBO. AtunuuyHbin YC gaBnsetca ogHowm
M3 Haubosiee 4acTbiX NPUYMH MOSIMOPraHHOM HeaocTaToM-
HOCTU Ha GOHe Pa3BUTMS OCTPOro NOYEYHOIO MOBPEKAEHMS.
Mpo6nembl paHHEN AMarHOCTUKM U CBOEBPEMEHHOW Tepa-
nuM B AETCKOM BO3pacTe Ha CErogHsAWHMN AeHb A0 KOHUua
He peLLeHbl U TPEeBYOT JONOSHUTENbHOIO BHUMaHWSA Bpayen
neguaTpu4ecKoro npoduns.
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0O6ocHoBaHue. KonxuUMHPEe3UCTEHTHbIE CJlyyan CeMenHOM cpean3emMHOMOpPCKon anxopaaku (CCJ1) conpsix<eHbl ¢ BbICO-
KMM PUCKOM pPa3BUTUS aMUJIOMA03a MOYEK M TAIKEbIM TEYEHUEM MPUCTYMNHbIX NEPUOAOB BOE3HMU, XapaKTepU3YIOLMXCS
HebpuIbHON TMXOPAAKON, apTpuTamMm, naeBpuTamu, nepmkapantTamm. KoHTposib 60/1€3HU Y KOIXUUMHPE3UCTEHTHbIX 60/1b-
HbIX TPYAHOAOCTMXUM M TPEBYET UCMOb30BaHMSA Mr€HHO-UHXEHEPHbIX BUMOI0rMYECKNUX rnpenapaTtoB. OnMcaHue KInHhYe-
cKoro cayyas. [lpegcraBieHo HabloAeHNe CEMENHOro ciyydas Tskenoro te4eHmsi CCJ/l. OnucaHo ycrnelHoe npumMeHeHme
MOHOKJ/IOHaJ/IbHOro aHTUTeNa K MHTEPJIeNKUHY 1 KaHaKnHymaba y cectep ¢ KOXULUMHPEINCTEHTHON GOPMOH 3ab0/1eBaHMs.
Yike yepes 4 Hep nevyeHunss 6blsiv MOJHOCTbIO KYNMMPOBaHbl INXopadKa, CycTaBHOM 1 ab4OMUHa bHbIN CUHAPOMbI, OTMEYeHa
Hopmanu3aums 1abopaTopHbIX MPU3HAKOB BocrnaseHns. Yepes 32 Heg tepanuu nabopaTopHble MoKa3aTesim aKTUBHOCTH
60/1€3HM (CKOPOCTb OCeAaHUsi IPUTPOLIMTOB M KOHLEeHTpauusi C-peakTMBHOro 6esika) COXpaHsanCh B npegenax pepepeHc-
HbIX 3Ha4YeHU, NPUCTYNoB 601e3HM He 6bi10. 3a nepuoa HabawgeHns (32 Hel) Ha GoHe Tepanum KaHakMHyMmabom pa3BuTUS
HexKenaTtesibHbIX peakunii He oTMe4yeHo. 3akmdeHune. [lokaszaHa BbiCOKasi 3POEKTMBHOCTb KaHakMHymaba y nalmeHToB
¢ TsKenbiM TedeHnem CCJ1, pe3nCTEHTHOM K Tepanmm KOJIXMLMHOM.

KnroyeBble cnoBa: €T, ceMeinHasi Cpean3eMHOMOPCKas IMXopaaKa, KIMHUYECKMI CayYan, nepmoandeckas 60/1€3Hb, KOJI-
XMUMH, KAHaKMHYMab, NHTEPJIENKUH 1, aKTUBHOCTb 60/1€3HU, HEXXEaTe/IbHble peaKLmu.

(Ana ymTnpoBaHuns: luroctaesa E.A., LlypnkoBa H.A., UbiraHok M. A., Ko63eBa H.H., ABaoeeHko B. 0. Tepanuns KaHakuHy-
MaboM cecTep C KONXULMHPESUCTEHTHOM GOPMON CEMENHON CPEAN3EMHOMOPCKOM TNXOPaAKKU: KITMHUYECKOE HabntoaeHe.
Bonpochkl coBpemeHHow neanatpumn. 2019; 18 (5): 362-368. doi: 10.15690/vsp.v18i5.2060)

Elena A. Ligostaeva, Nadezhda A. Tsurikova, Irina A. Tsiganok, Nataliya N. Kobzeva, Vadim Yu. Avdeenko

Regional Children’s Clinical Hospital, Rostov-on-Don, Russian Federation

Two Sisters with Colchicine-Resistant form of Familial
Mediterranean Fever on the Canakinumab Therapy:
Clinical Case

Background. Colchicine-resistant cases of familial Mediterranean fever (FMF) are associated with high risk of kidney amyloidosis and
severe episodes of the disease with pyretic fever, arthritis, pleurisies, pericarditis. It is difficult to achieve disease control in colchicine-
resistant patients and it is required to use genetically engineered biologic drugs. Clinical Case Description. The observation of the
family with severe course of FFL is presented. The successful use of canakinumab (monoclonal antibody to interleukin-1) in sisters with
colchicine-resistant form of disease is described. Fever, articular and abdominal syndromes were completely reversed after 4 weeks
of treatment as well as normalisation of laboratory tests was noted. Laboratory indexes of disease activity (erythrocyte sedimentation
rate and C-reactive protein level) have stayed in reference ranges after 32 weeks of therapy, no new episodes of the disease were
recorded. There were no adverse effect on the canakinumab therapy during the observation period (32 weeks). Conclusion. The high
canakinumab efficacy in patients with severe colchicine-resistant forms of FMF is shown.

Key words: children, familial Mediterranean fever, clinical case, periodic disease, colchicine, canakinumab, interleukin-1, disease
activity, adverse effect.
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OBOCHOBAHME

CemerHaa cpeanseMHoMmopcKas nmxopagka (CCJl;
aHm. Familial Mediterranean Fever, FMF) — cuctemHoe
aytoBocCnanutenbHoe 3abofieBaHue, Bbi3BAHHOE U3MeHe-
HWEM HYK/IeOTMAHOM nocnefoBaTenbHOCTM B reHe MEFV
(mediterranean fever gene), oTBevatoLlleM 3a cMHTE3 6enka
NUpUHa: U3MEHEHMe CTPYKTypbl nupuHa npu CCJ1 Beget
K yBEMYEHMIO BbIpabOTKM MPOBOCMANUTENbHbIX LIMTOKK-
HoB [1, 2].

CCJ1 xapakTepu3dyeTcss ayTOCOMHO-PELLECCUBHBIM
TUNOM HacnefoBaHuWs, NPOTEKaeT C KOPOTKUMWU U peLu-
AVBUPYIOWMMU 3NM30A4aMU TMXOPAAKK, MOAUCEPO3UTOB,
CUHOBWTOB, BOCManUTENIbHbIX MOPAa*KEHUN KOXW, C pas-
BWUTMEM Y HEKOTOpbiX nauuneHtoB AA-amunouposa [1, 2].
MaHudecTtauna 601e3HU MPOUCXOANUT, KaK npaBuno,
[10 necATuneTHero Bo3pacta [3]. PacnpoctpaHeHHocTb CCJ1
B MUpe, No pa3HbiM oLeHKaM, coctaBnseT 100-150 Toic.
yenosek [4, 5]. B mMupe cpean pasnmyHbiX 3THUYECKMUX
rpynn Hanbonee yacto CCJ1 BcTpeyaeTcs cpean xutenen
cpeansemMHomopbs — apaboB, rPEKOB, TYPKOB [6]. Ha Tep-
putopun Poccurickon depepauymm CCJ1 Hanbonee 4vacto
peructpupyetca y espeeB-cedpapioB, apMaH, HapoLoB
KaBkasa [7].

OaHo 13 nepsbix onucaHunin CCJ1 66110 ony6/MKOBaHO
B 1908 . T. Janeway 1 H. Mosenthal. 3a6oneBaHue pa3su-
nocb y 16-neTHen eBpeNCKON AEBOYKH, Y KOTOPOM C poXKae-
HUA PErMCTPUPOBAIUCb KPAaTKOBPEMEHHbIE MPUCTYMNbl 60K
B XMBOTE U 3Nn304bl nuxopasku [8]. B 1948 1. X. PeHmaHH
BMepBble BBE/N TEPMUH «Nepuoanyveckas 60/e3Hb», onucas
B OCHOBHOM Yy NpeacTaBUTeNen eBpPenCcKOM HauMoHanbHO-
CTW NEepPUOAMYECKYIO NTMXOPaAKy, BO3HUKAIOLLYIO B AETCKOM
BO3pacTe U nepcucTupylowyo B opraHname go 10 net [9].
B otaenbHyto Ho3onorunyeckyto ¢opmy CCJ1 6bina BblaeneHa
B 1992 r.[2, 10].

Matorenes CCJ1

feH MEFV koaupyeT MUpUH (MU MapeHOCTUPUH) —
AA-npoTenH, coctoawmn n3 781 aMMHOKKUCAOTbI. [MUpUH
CUHTE3UPYIOT HENTPOPUIbI, 303UHOP U LI, MOHOLIUTBI, AEH-
APUTHbIE KNTIETKU U CMHOBUWanbHble pubpobnacTbl [11, 12].
B Hopme nupuH y4yacTBYyeT B MHaKTUBaUMW GaKTepuaib-
HbIX TOKCMHOB W PpEerynupyeT CeKpeuuto WMHTepnenKkuHa
(interleukin, IL) 1 [1, 11, 13]. OnucaHo, 4YTO B OCHOBE
pa3sutnga CCJ1 nexaT To4yeYHble M3MEHEHUS HYKNeoTUA-
HOW nocnefgoBaTenbHOCTM reHa 6enka nupuHa (onuca-
HO 6onee 50 BapuaHTOB reHa [14]), pacnonoXeHHOro
B KOPOTKOM nneye xpomocombl 16 (16q) [2]. CornacHo
OfHOM rnnoTese, 06bACHSAOWEN MexaHn3m pa3sutua CCJI
(«cekBecTpaLMOHHasa» runotesa), UBMeHeHne HyKIeoTua-
HOW nocnegoBaTtenbHOCTU reHa MEFV npuBOaWUT K U3Me-
HEHWIO CTPYKTYPbI MMPUHA, KOTOPbIM B pe3yfnbTaTe He cro-
cobeH noAaBnATb aKTMBHOCTb Kacnasdbl 1 — depMeHTa,
yyacTBYIOWEro B MNpeBpalleHUM HeaKTUBHOro npo-IL1p
B aKTUBHYIO ¢GopMmy C nocneaylowen runepnpoayKum-
en IL1B u pasButuem BocnaneHunsa. CornacHo BTOPOK
runoTtese passutusa CCJ1 (rMnotesa «MMPUHOBON UHPNAM-
MacoMbl»), MUPUH, NOAOOHO KPMOMUPUHY, yHacTByeT B Gop-
MUWPOBaHWN MHGNAMMacOMbl, aKTUBMPYIOLWEN npoKacna-
3y 1 M nNocpeacTBOM 3TOro depmMeHTa CTUMYIMPYoLEen
cuHTE3 IL13 [15].

B HacTosAWMW MOMEHT BbISBAEHO 8 TUNOB MyTauui
B C-KOHLIEBOM y4acCTKe reHa nupuHa, Npu KOTOpbIX Mpounc-
XOAMT 3aMeHa 04HON aMUHOKKUCNOTbl. M3 Hanbonee YacTbIx
MyTaUui BbIAENSIOT TPW, Ha OO KOTOPbIX MPUXOAMTCA
okosio 90% cnyvae CCJl: M680Il (3ameHa u3onenumHa
Ha MEeTMOHWH), M694V (3ameHa BanMHa Ha METUOHUH),
V726A (3ameHa anaHuMHa Ha BanuH) [11, 15, 16]. Mpu
aToM BapuaHT M680I BcTpeyaeTcs B OCHOBHOM Y apMsiH,
BapuaHTbl M694V n V726A — BO BCEX 3THUYECKMX rpynnax
[2, 17-19]. Tak»Ke 6bl/I0 yCTAHOBMIEHO, YTO AETU C BapuaH-
ToM M694V 3a6oneBatoT B 605ee paHHEM Bo3pacTe U nme-
10T 6onee Taxenoe TevyeHne 6onesHun [2, 18]. MHTepeceH
TOT daKT, YTO reHeTUYecKoe TeCTMpoBaHMe NO3BOASET Noa-
TBEPAWTb AnarHo3 nuwb 60% NnaunMeHToB C TUMMUYHbIM TeYe-
Huem CCJ1[17, 20].

KnuHuyeckaa KaptuHa CCJ1

K Knaccuyeckum KiuMHUMYeckuM nposasneHuam CCJ1
OTHOCHAT NOBTOPSIOWMECS, cCaMOOrpaH1M4MBatoLWMecs anu-
304bl $ebpubHON NMXopaaku, 60nb B rpyau (Bcneactesune
BO3MOXHOIo pasBUTUA NNeBpuTa, nepukapauta), 60/b
B JXMBOTE, OOGYC/MOBMIEHHYIO B HEKOTOPbLIX Clyyasx pas-
BUTMEM acenTUYEeCKOro NepuToHUTa, apTpUTbl U POXKENOo-
[o6Hyto apuTemy. B nepuoa npuctyna y naumneHtos ¢ CCJ1
perucTpupyeTcs NemKoLMUTO3, NOBbILEHWE CKOPOCTHU Oce-
faHusa aputpoumnTtoB (CO3), CbIBOPOTOYHON KOHLEHTpaLMK
C-peaKtnBHoro 6enka (CPB) u A-amunonaa, 4To cBUAeTENb-
CTBYET O BbICOKOM pUCKe pa3BuTmusa AA-amnnoungosa novex
[2, 21, 22]. BtopuyHbih AA-aMUnonaos ABASETCA O4HUM
M3 Haunbosiee TaXenblx ocnoxHeHun CCJ1, npoTeKatolwmnx
C NPeuMMyLLeCTBEHHbIM BOBEYEHWEM B MATONOrMYECKUI
npoLecc MNo4vyeK, HaAMOYEYHWKOB, MEYEHU W CENEIEHKM,
pasBuUTMUEM TEPMUHANIbHOW MOYEYHOW HEOOCTaTOYHOCTH.
B psge uccnegoBaHWi OTMEYEHO, YTO PUCK pPa3BUTUS
amMuionao3a 3aBUCUT OT ITHUYECKOW MPUHAANEKHOCTH
M BapbMUpyeT B pasHbix nonynsumnsax ot 10-40 go 60-70%
[2, 21, 23].

C uenbio cBOEBpeMeHHOW BepuduKaunu auarHosa
6blIM NPEANOXKeHbl 60blKne U Mmanble Kputepuu CCJT [15]:
e (GONblUME KPUTEPUM — peLUaUMBMPYIOLLME 3MU30AbI

NINXopaaKu ¢ nonmcepo3nTom, AA-ammnaonaos npu oTeyT-

CTBUM APYTrUX NPUYKH, 3IOPEKT OT Tepanmm KONXMLUHOM;
® Malble KPpUTEPUU — PELMAMBUPYIOLLME 3MU304bl TMXO-

pagKku, poxenogobHble BbiCbiNaHusd, Hanndne CCJI

Yy POACTBEHHMKOB 1-W NTMHMUKN POACTBA.

Mpn Hanuuuu 2 60MblUMX KpUTepmneB unnm 1 60abWworo
M 2 Manblx roBopaT 06 onpeaeneHHoM auvarHose CCJ1, npu
1 60/bWOM U 1 ManoM — O BEPOATHOM AuarHosze [15].

Tepanusa CCJl

B 2016 r. EBponenckas nura npoTuB peBmMaTnu3ma
(aHrn. European League Against Rheumatism, EULAR)
pekomeHgoBana anropmutm nedeHns 6onbHbix CCJ1, cornac-
HO KOTOPOMY B Ka4ecTBe CTapTOBOM Tepanuu cieayeT Ha3Ha-
yaTb KOAXMuMH [18]. Y meten B Bo3pacTe A0 5 NneT gosza
KonxuuuHa coctasnsetr 0,5 mr/cyt, y geten 5-10 netr —
0,5-1,0 mr/cyt, y geten ctapwe 10 net u B3pOCAbIX —
1,0-1,5 mr/cyt [18]. bonbwurHcTBO (90-95%) nauuneHToB
¢ CCJ1 geMOHCTPUPYIOT XOPOLLUMM OTBET Ha Tepanuio KOIXu-
LIMHOM, B OCTalbHbIX Cly4asx peBmMaToIor cTajaKkmnBatTcs
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KnuHun4yecKoe Ha6GnogeHue

C KONXMUMHpEe3ncTeHTHon dopmon 3aboneBaHus [18, 20].
KputepusmMmn ycToMYMBOCTU K KONXMLMHY ABNSIOTCS cne-
ayolne ycnosus: 6onee 6 TUNUYHbIX OBGOCTPEHUN B rog
Mnu 6onee 3 TUMNUYHLIX 0OOCTPEHUN B TevyeHue 4—-6 Mec;
HEeMNONHOLEHHble 060CTPEHNS C HE MEHEE YeM ABYKPATHbIM
noBbllleHnemM nokaszatenen CPB, CO3 n/unun cbiBOPOTOY-
Horo amunouga A (CAA) mexay obocTpeHusmu [24, 25].
HenonHoe o060CTpEHWE HOCUT PEeLUaMBUPYIOLLIMK XapakK-
Tep, conpoBoxaaeTrcs 601eBbIM CUMHAPOMOM M OTIMYaeT-
Ccsl OT TUMKUYHOrO (MOJIHOTO) 06OCTPEHMUSA Hannynem 1 nnu
2 NPU3HAKOB U3 HUXKecneaywmx [25]:

e TemnepaTypa Tena HopManbHasa unu Huxe 38 °C;

® aTaKu MNPOAO/IKMUTENIbHEE WM KOpoYe, Yem O6bl4HO

(HO He MeHee 6 4 1 He npogomkuTenbHee 1 Hep);
® HEeT NPU3HaAKOB NepUToHUTa BO BpeMs abaoMUHa bHON

aTaku;

e abgoMuHasbHas ataka HOCUT JIOKalM30BaHHbIM Xa-
pakKTep;
® apPTPWT MHbIX CYCTaBOB, KPOME YKa3aHHbIX BblLLeE.

B cny4yae oTcyTCTBUSA KOHTPONSA Hag TeYeHUeM 60/1e3HHU
y AETEN, NONYyYaloOLWMX KONXMLMH, paccMaTpmuBaeTcs BONPoC
O BO3MOXHOM MOBbIWEHUN AO3UPOBKU KOMXWUUMHE [0
2 Mr/cyT MakcumanbHo [15, 26].

Mpu perncTpaunmn KONXMUMHPEIUCTEHTHOINO BapuaH-
Ta CCJ1 nM6o npu HEenepeHoCUMOCTM KONXULUMHa cneayeT
paccMoTpeTb BOMPOC O Ha3Ha4yeHMM npenapaToB BTOPOW
NNMHUN. QPPEKTUBHOCTb U 6E30MaCHOCTb 3TUX NpenapaToB
nM3y4yanacb B psige uccnegosaHuin [26—28]. BBuay noHM-
MaHus naToreHesa 60/€3HM B HacTosillee BpeMs Bce
6onbllee BHUMaHWE yaenseTcs naydyeHnio apOeKTMBHOCTH
M 6e30nacHOCTM MHITMBKUTOPOB IL1 (aHaKMHpa, puaoHaLenT,
KaHaKnHymao).

[MonyyeHbl gaHHble B NOAb3Yy ObICTPOro U YCTOMYMBOIo
paspeleHns CUMMNTOMOB W/WAKW HOPMann3aunn YPOBHS
nabopaTopHbIXx MapKepoB y 60bHbIX CCJT Ha doHe Tepanuu
nHrnéutopamu IL1L [7, 25, 28]. KaHakKnHymab — eOuH-
CTBEHHbIN 3aperncTpmpoBaHHbin B Poccuiickon ®enepauunn
npenapart U3 rpynnbl MHrMGuUTOpoB IL1 ans mMoHoTepanuu
CCN y B3pocnbix 1 aeten B Bo3pacte = 2 net. CornacHo
pekomeHgaumam EULAR, npumeHeHre 6n0OKaTopoB peLlen-
Topa IL1 cunTaeTcs «nepCcnekTUBHbIM BapuaHTOM Tepanuu
BTOPOM NIMHWUW» B CNEeayoLLMX CRyYHasX:
® YCTOMYMBOCTb K KOJIXMUMHY: = 1 060CTPEHUSA B Mecsl,

Ha ¢&OHe JieYeHUs KONXULMHOM B MaKCUMalbHOMU

NnepeHoCUMon 403e ANUTENbHOCTbIO HE MeHee 6 Mec,

HO TONIbKO NOCNe MOATBEPXKAEHWUS MPUBEPKEHHOCTH

Nle4yeHuto;
® naoxas NepeHOCUMOCTb [Aaxe HevyacTbiX 060CTPEHWH

WU MPU3HAKKU 3HAYMMOIO CTOMKOro CyOKIMHUYECKOro

BOCMaseHus, T. €. BbICOKUI PUCK Pa3BUTUS aMUIOMA033;
® HenepeHoCUMOCTb KONXULMHA.

bnokaga peuentopoB IL1 urpaetr 0COGEHHO BarKHytO
pofib B JfIe4EHUM MALMEHTOB C CEMEWHbIM aHaMHE30M
AA-amunongosa [18, 24, 25].

Y4ynTbiBas HU3KYIO 4acTOTy BCTPEYAEMOCTM KONAXMLMH-
pe3ucteHTHon dopmbl CCJ1 cpeaun aeten, aktyanbHO Npea-
cTaBneHne AaHHbiXx 06 3DDEKTUBHOCTM M 6GEe30MacHOCTU
Tepanum UHrMbutopom IL1 Taknx nayMeHToB.

B HacToaWwmMMn MOMEHT noj Hawum HabnageHnemM Haxo-
OATCA ABe CecCTpbl, TYPYaHKU MO HALMOHANbHOCTHU, C KOf-

XMUMHpPe3ncTeHTHoM dopmon CCJI1, nonyyatowme Tepanuio
KaHaKnHymabom.

KNUHUYECKUHA NPUMEP

MauyueHTKa A. (cTaplias cecrtpa)

MaymeHTKa A., Bo3pacTt 10 neT, NOCTOSHHO NPOXKMBAET
B PocTtoBcKon o6nactu. Bnepsble o6patunacb B 'BY PO
«OKbB» ¢ )xanobamun Ha 6011 B KMBOTE, a TaKKe 60/1b, yBe-
IM4eHne B 06beME U OrpaHUYeHnE ABUKEHUIN B KOMEHHbIX
cycTaBax.

AHaMHe3 3abosieBaHus. CunTaeT cebs 60/IbHON C O-neT-
Hero BO3pacTa, Korga BMepBble BO3HWK 3anun3oa abgo-
MWHaNbHOIO W CYCTaBHOIO CUHAPOMA, XapaKTepu3yembli
BblpaXXEHHOW NPUCTYyNnoo6pa3Hon OCTPOoM 60Nb0 B KUBO-
Te, a TaKxe 60/blo, OrpaHUYEHUEM ABUKEHUN B MpaBoOM
KOJIeHHOM cycTaBe 6e3 Npu3HakoB cnuHoBuTa. lNpun obene-
[OBaHWW MO MECTY XKMUTENbCTBA B KIMHUMYECKOM aHanu-
3e KpoBM noBbllweHne CO3 go 23 MmM/4, B BUOXMMUYE-
CKOM aHanunse KpoBu — CPB oTpuuaTenbHbin. Xupypramu
C MEeCTa XMUTeNbCTBa Ha amMbBynaTopHO-MOANKINHUYECKOM
YPOBHE 6bl/T UCKITIOYEH OCTPLIN KMBOT. [leBOYKe Obl1 HAa3Ha-
yeH aMKnodeHak Ha 5 cyT n3 pacyeta 1,5 Mr/Kr B CYTKH,
Ha $oHe nNpMemMa KOTOpPOro NpuUcTyn Kynuposasncs. Janee
Kaxable 3—4 Hepa y AeBOYKM 6€3 BUAMMbBIX MPUYUH CTanu
OTMeYaTbCH pPeuuanMBUPYIOLLME MPUCTYMbl BbIPaXKEHHbIX
OCTpbIX 60M€EN B XWBOTE, CONPOBOXKAAEMble BPEMEHaAMU
M3MEeHeHMeM cTyna (CTyN KalunueoobpasHbli C NPUMECHIO
CN3K), a TakKe 60J1bl0 B JIOKTEBbIX, KOJIEHHbIX U FTONEHO-
CTOMHbIX CycTaBax; AMTENbHOCTb MPUCTYNOB COCTaBnsna
no 5-7 cyt. [leBoyKa Habawoganacb neguvatpamu nonu-
KNIMHWKKM MO MECTY XWTenbCTBa, BO BPEMS MNPUCTYNoOB
npuHMMana cna3moinTnuku. B Bospacte 10 net BnepBble
rocnuTanuavpoBaHa B neguatpuyeckoe otaeneHuve BY
PO «OAKB».

AHaMHe3 XW3Hu. Pogunacb OT nepBon 6GepemMeHHo-
CTW, poabl B cpoK Ha 38-1 Hen. Pocna u pasBuBanach
no Bo3pacTty. [podunakTMyecKkne NPUBUBKKU MPOBELEHDI
COMNacHO POCCUMCKOMY HalMOHaNbHOMY KaneHgapto npo-
dUNaKTUYECKUX NPUBUBOK. M3 nepeHeceHHbIX 3aboneBa-
HUA — OCTpble pecnupaTtopHble MHbEeKuMM o 5-6 pas
B rod, GyHKLMOHaNbHblE PAaCCTPOMNCTBA XeNyAo4YHO-KMLLEY-
HOro TpakKTa, racTpwT.

CemeliHbIn aHaMHe3. I3BECTHO, YTO poAUTENN NaLMEHT-
KW — TypKK. Y oTua cumntombl CCJ1 OTCyTCTBYIOT, Y MaTepu
oTMevaloTcs nepuoguyeckme 60nM B cycTaBax AuTeNb-
HOCTblO A0 5-6 cyT, BbiIBNIeH MNaTO/IONMYECKUM BapuaHT
B reHe MEFV — M694V. lNonyyaeT Tepanuio KONXMLUHOM.

dunsmnkanbHaa guarHoctuka. lNpu ocmoTpe oTMeyvanu
HannymMe rpsA3HO-XKENToro Haneta Ha s3blke, 60/b MNpwu
nanbnauyuMuM B anuracTpanbHoM 065acTh, 3KCCyaaTUBHbIE
M3MEHEeHUS B KONEHHbIX cycTaBax, 60/b, OrpaHU4yeHue
[OBWKEHUIN B HUX; YTPEHHSAS CKOBAHHOCTb B CycTaBax OTCYT-
cTBOBana.

JlabopaTtopHad M WHCTPYMEHTasbHass AuarHoCTUKa.
Mo A@HHbIM KIMHWMYECKOro aHanu3a KpoBW (BTOpble CyT-
KW rocnutanusauunu) 6bi710 BbiIBIEHO MoBbllweHMe CO3
0o 30 mm/4. Mpun dubporactpoayoaeHOCKoNMK (BTOpble
CYTKM rocnutanuM3daunmn) obHapyrKeHbl 3HAOCKOMUYECKue
NPU3HaKK ractpogyodeHuta. o gaHHbIM KOMMbIOTEPHOM
TOMOrpadumn KONeHHbIX CYCTaBOB (TPETbM CYTKU rocnuTanu-



3auuMun) naTonorMM He BbiiBieHO. Bo Bpemsa rocnutanusa-
LMK 6blNO YCTAHOBMIEHO, YTO y MAaALen cecTpbl NaLUeHT-
KM A. ¢ 6-neTHero Bo3pacta OTMe4aloTcs nepuoamyeckoe
noBblleHWe Temnepatypbl Tena go 39 °C 6e3 KaTtapasbHbIX
NPOSIBAEHUI, 60/ B KOJIEHHBIX U FONIEHOCTOMHbIX CycTaBax.
Matepu 6blna NpeasoxKeHa rocnuTannsaunsa B ctalMoHap
Mnagwen govepu ., oT KOTOPOW MaTb OTKa3anach.

lpeaBapuTebHbIN AUarHo3. XpOHUYECKNIM NOBEPXHOCT-
HblIV FracTpuT, ob60CcTpeHme. 3anogo3peHo TeveHune CCJI.

HasHayeHbl Tepanus UHrMbuTopamMm MPOTOHHOM MOM-
Mbl, HECTEPOUAHbIE MPOTMBOBOCMANUTENbHbIE MpenapaThbl
(aMKknodeHak Kypcom Ha 1,5 Hef 13 pacyeTa 2 Mr/Kr B CYTKK)
C NONOXWUTENbHON AMHaAMWKON. locne KynupoBaHusa abao-
MWHaNbHOrO M CyCTaBHOro npuctyna pebGeHoK Obll BbiMu-
CaH M3 CcTauuoHapa B CTabUbHOM COCTOSIHMM Ha 12-e cyT
C peKoMeHAauuen NOBTOPHOM rocnuTanm3auum obeunx
cectep B BY PO «OKB» 4epes 3 mec. lpu BbINUCKE
PEKOMEHLOBAHO reHeTuyecKkoe o6cnefoBaHne Ha Hannyume
n3MeHeHun B reHe MEFV. lMocne BbINUCKU M3 CTauMOHa-
pa reHeTnyeckoe obcnegoBaHue poauTensaMu He 6bi1o
npoBeAeHo.

Mauunentka . (Mnagwasa cecrtpa)

MayueHTKa [l., BO3pacT Ha MOMEHT NepBUYHOro obpa-
weHus B 'bY PO «O4KBE» 10 net, NOCTOSHHO MNPOXKMBAET
B PocTtoBCKOM o6nacTtu. [JeBoyKa 6blna rocnutannsanpoBa-
Ha BMecTe CO cTaplen cectpou A.

AHamHe3 3ab6osieBaHMs. W3BECTHO, 4TO y O6ONbLHOM
¢ 6 net oTMeyvaloTca NepuoanvyecKoe MOBbIWEHWE Temne-
patypbl Tena o 39 °C 6e3 KatapabHbIX NPOsiBeHUN, 60/1b
W NPUNYXI0CTb B 060UX KOMIEHHbIX U FOIEHOCTOMHbIX CycTa-
Bax, NPUCTYMNHbIM nepuog oTMe4veTcad 1-2 pasa B Mecsl,
NPOAO/IKUTENBHOCTb MNPUCTYNHOro nepuoga 7-14 cyt.
K Bpayy He o6pautanuce. B 10 neT BnepBble rocnnutanmnsu-
poBaHa B 'BY PO «O1KbB».

AHaMHe3 XU3Hu. Poamnacb OT BTOPOM GepPeMEHHO-
CTW, poabl B cpoK Ha 38-39-i Hed. [JeBo4yKa TaK ¥Ke, Kak
W cTaplias cectpa, pocfia W pas3BuBanacb Mo BO3PacTy.
MpodurnakTMyeckne NPMBMBKM NPOBELEHbI B COOTBETCTBUM
C POCCUMCKMM HauMoHaNbHbIM KaneHgapem. M3 nepeHe-
CEeHHbIX 3abofieBaHU — OCTpble pecrnupaTopHbie UHDEK-
UMK, OYHKLMOHAbHbIE PACCTPOMCTBA XKENyAo4HO-KMULLEY-
HOro TpakKTa, racTpur.

®dusunKkanbHasas guarHoctmka. lpu ocMmoTpe oTmede-
HO Ha/inyme rpsa3HO-KENTOro Hanera Ha A3blke, B CycTa-
Bax — 9KCCyAaTMBHblE U3MEHEHUS B KOJIEHHbIX CycTaBax,
COMPOBOXJaBLINeca BblparkeHHbIM 60/1€BbIM CUHAPOMOM,
GYHKUMOHaNbHOW HEOCTAaTOYHOCTbIO B HUX; YTPEHHSASA CKO-
BaHHOCTb B CycTaBax OTCyTCTBOBana.

JlabopaTopHasi n MHCTPYMEHTa/lbHasi AuarHocTmka. B Knu-
HWYECKOM aHa/n3e KpPoBM (BTOPbIE CYTKM roCnuUTanmMaaumm)
BbiiBIeHO noBbiweHne CO3 go 43 mm/4, B BUOXMMUYeE-
CKOM aHanu3e KpoBW (BTOpPble CYTKM rocnutanuvsaumm) —
CbIBOpPOTOYHas KoHueHTpauus CPb 254 mr/n. MNocne Kynu-
poBaHWs NpUCTyna oTMeyanacb HopmanuM3auus 3HaYeHUn
nabopaTopHbIX MOKa3aTeNen BocnaneHus.

lpeaBapuTesibHbIN AMArHo3. Y4uTbiBasd ITHUYECKYHO
npeapacnofioXeHHOCTb MNauMEHTOK, AaHHble aHamHesa
3aboneBaHunsa 1 pesynbTaTbl NPOBEAEHHOro obcnefoBaHus,
BbicTaBneH gnarHo3d CCJ1 (KNMHUYECKM).

AuHamuKa u ucxopabl

lMocne BbINUCKU M3 CTalMOHapa naumeHTKa A. Ha npo-
TAXEHWWU roa Habntoganacb No MECTY XXUTENbCTBA, K Bpaydy
He obpalwanacb. [1o cnoBam maTtepu, y AEBOYKM COXpaHs§-
NIMCb NEePUOAMYECKM BO3HUKaOWME ¥Kanobbl Ha MPUCTYNoO-
ob6pasHble 60111 B }KMBOTE, 60/b U YBETMYEHUE KOMEHHDIX,
JIOKTEBbIX M FOIEHOCTOMNHbIX CYCTaBOB, BPEMEHAMM C orpa-
HUYeHMEM GYHKLMKU, Kynupyemble NpueMoM AnKnodeHaKa
13 pacyeta 1 Mr/Kr B CyTKM B TedeHue 5-7 cyT. B 11 net
nauueHTka A. NMOBTOPHO rocnutanM3vMpoBaHa B neaua-
TpudecKkoe otgenenve 'bY PO «OKB» (B TOT e nepuopn
rocnutannauMpoBaHa M Mnagwas cectpa [.). Mpu noctynne-
HUM NauMeHTKa A. npeabsaBnsana *anobbl Ha 60/1b B 060MX
KOJIEHHbIX CyCTaBaX, OrpaHW4YeHne ABUMKEHWUN B HUX, yBe-
NIM4EeHNe KONEeHHbIX CyCTaBOB B 06beme. B comaTnyeckom
cTaTyce OTMevyaNlocb HallnymMe BblParKEHHbIX 3KCCyaaTUB-
HbIX N3MEHEHWN B KOJIEHHbIX CycTaBax, 60/1b, OrpaHuyeHne
OBWXEHWN B HUX, YTPEHHSAST CKOBAHHOCTb OTCYTCTBOBa-
na. B kKnnHnMyeckom aHanuse KpoBu — noBbiweHne COJ
10 35 MM/4, B OBUOXMMMUYECKOM aHan3e KPOBWU — MOBbI-
LEHNEe CbIBOPOTOYHOM KOHLEHTpauum CPB go 133 wmr/n.
1o AaHHbIM PEHTreHO/I0rMYEeCKOro UccneaoBaHuUs KOMeH-
HbIX CYCTaBOB KOCTHO-AECTPYKTUBHblE M3MEHEHWUSA B HUX
He 06Hapy»XeHbl. INTeNnbHOCTb MPUCTyNa cocTaBuna 8 cyT.
Mo 3aBepleHnn NpUcTyna B KIMHUYECKOM U BUOXUMUYe-
CKOM aHanu3ax KpoBW B AMHAMWKe MpPM3HaKOB Bocnase-
HUS HE BbISIBJIEHO.

C nomMoubio aHannsa TevyeHuss 60N1e3HN YyCTaHOBEHO,
4TO y 06enx cectep oTMeYanncb peLunanBupyloLine cyctas-
Hble CMHAPOMbI, y CTapwen cecTpbl — peuuavBupyolime
abJoOMMHaNnbHble CUHAPOMbI, Y MAaAWen — peunanBupy-
oume anmaoabl GebpubHOM NTMXopaaKu, B 060MX crydasnx
NPUCTYNbl COMPOBOXAANIUCH BOCNANUTENbHLIMW MU3MEHE-
HUSIMW B aHanu3ax; ANUTEeNbHOCTb MPUCTYNOB COocTaBasNa
oT 5 go 10 cyr. Ctapwasi cecTpa HECKO/bKO pa3 Obina
KOHCY/IbTMPOBaHa XMPYProm rno MecTy KUTeNbCTBa C LeNblo
WCKJTIOYEHUS «OCTPOro KMBOTa». Y cTaplien cecTpbl B BO3-
pacte 12 net, a y mnagwen B Bo3pacte 11 net npw
NpoBeAEHUN MOJEKYNSAPHO-TEHETUYECKOTO 06CNe10BaHuUA
BbISIB/IEH MaTONIOrMYEeCKM BapuaHT B reHe MEFV B romo-
3UrOTHOM COCTOSIHUU (M694V). C pedynstatamu aHanusa
MaTb o6paTunachb K reHeTUKY: KaK MaTepu, Tak 1 ee Jo4e-
psiM 6bII0 PEKOMEHAOBAHO HayaTb TEPANMUI0 KOMXMULIMHOM.
PeKomeHayemas o03a KONXMLMHA Ha TOT MOMEHT COCTaBNs-
na 1 Mr/Kr B CyTKM ana o6eunx cecrep.

Ha MOMeHT oyepeaHoOW rocnutanusauuun B neanaTpu-
yecKoe otaenenue 'bY PO «O4KB» cTapwen cectpe 6bi10
14 net, mnagwen — 13 netr. Ha ¢doHe Tepanum KOnxu-
UMHOM Yy 06eunx cecTep OTMeYalucb peuuanBupylolme
a6aoMWHaNbHblE U CyCTaBHblE CMHAPOMbI, XapaKTepuaye-
Mbl€ BblpaK€HHON 60/bl0 B XMBOTE, CUHOBUTAMMU JIOKTE-
BbIX, KOJIEHHbIX, FOJIEHOCTOMHbLIX CycTaBoOB, $Geb6puIbHON
NIMXOPaAKON, BblparKEHHbIMW BOCMNaNUTENbHbBIMW U3MEHE-
HUSIMWM B aHanmM3ax KpoBu (nosbiweHue COJ, cbiBOpO-
TOYHOW KOHUeHTpauun CPBE). JleBo4yKkaM BbICTaBNEH guar-
HO3 «AyTOoBOCNanuTenbHbiM cuHagpom — CCJl». MNpoBeaeHa
KOPPEKLMS Tepanuu KONXMUMHOM: 06enMM cecTpam [o3a
npenapata yBenuyeHa o 1,5 mr/cyt. locne Koppek-
UMK Tepanuu KOHTpons TeyeHus 3aboneBaHua AOGUTbCS
He yaanocb: y o6eux cecTep Npoao/Kanu oTmedvaTtbes

BOMPOCbI COBPEMEHHOW NEAUATPUM /2019/ TOM 18/ N¢ 5



KnuHun4yecKoe Ha6GnogeHue

peunanBupyloLmMe anmM3oapl CyCTaBHOro CMHAPOMa, y cTap-
Len cecTpbl, MOMUMO 3TOro, oTMevascs abaoMUHaNbHbIN
CUMHAPOM, a y Mnaawen — anu3oabl GebpubHOM nnxopaa-
KW, NPUCTYNbl BO3HMKann 1-2 pasa B 4-6 Hed, 4MIUCH
0o 10-14 cyT 1 conpoBOXAanuCb MOBbLILWEHWEM OCTPO-
das30BbIX MapkepoB BocnaneHus. B despane 2018 T.
06e 4eBOYKM rocnuTanmManMpoBaHbl B peBMaToorMyeckoe
otaenedne ®ray «HMWL 3gopoBbsa aetein». B otaeneHune
o6enM cectpam MNpoBeAeHO reHeTuyeckoe obcnegoBa-
HWe, BbIIBUBLLEE HapylleHWe HYKNeoTWAHOM nocnefoBa-
TeNbHOCTU B reHe MEFV B roMO3MroTHOM COCTOSIHUM —
¢.2080A>G.

YuntbiBass HEIPPEKTUBHOCTb Tepanum KOJXULMHOM,
K Tepanuu 6bin Ao6aBNEH FEHHO-UHMKEHEPHbIN MHITMOUTOP
IL1 KaHakMHymMab B o3e 2 Mr/Kr Ha BBEeJEHME MO CXeme
1 pas B 8 Hefd. YKe nocne nepBon UHbEKLWK 3aperucTpu-
poBaHbl Hopmanusaums yposHs CPB n CO3 y o6enx cectep.
Yepe3 4 Hep nocne Havyana neYeHUss KaHaKUHymMabom
y 06eunx cectep MNOJIHOCTbIO KynmMpoBanUCb NMXOpajKa,
CyCTaBHOM M aBAOMWHaNbHbIA CUHAPOMbI, BOCMaUTENbHbIE
M3MEHEHNS B aHanu3ax KpoBu. Yepes 32 Hen Tepanuu
nabopaTopHble MNoKasaTeNn aKTMBHOCTM 60ne3Hn (COJ,
CPB) coxpaHsinucb B npegenax HopmasbHbIX 3HA4YE€HWUH,
NPUCTYNOB He 3aperncrtpupoBaHo. [JeBOYKM nocelatoT
LUKONY, MONHOCTbIO COLMaNn3npoBaHbI.

MporHos

YuutbiBas otcytcteue npuctynos CCJT y obeux cectep
Ha NpoTsXeHun 32 Hep nocne Ha3HavyeHus Tepanun KaHa-
KMHYMaboMm, a TaKkke NpuHMMasi BO BHUMaHWE pesynbra-
Tbl psiga uccnegoBaHWK, MOCBALWEHHbIX 3QOEKTUBHOCTH
1 6e30MacHOCTU KaHakuMHymaba y nauueHtoB ¢ CCJ1, npor-
HO3 A1 XXM3HW NaLUEHTOK 6/1aronpUATHbIN.

MHeHue nauueHTa
Co cnoB maTepu, Tepanus KaHakKuMHymabom 6naro-

NPUATHO MOBAMANA Ha COCTOSIHUE 3[0POBbS €e JoYepe.

BpemeHHas wkana

CneayeT OTMETUTb BbICOKMM KOMMJAEHC MeEXAy Bpadyamu
M CeMben B Nepuoj nedvyeHus aeten. [JeBOUYKM nonydvatoT
Tepanuio perynsipHo 1M 4yBCTBYIOT ce6s 340POBbIMU, MpPU-
BEPXXEHHOCTb MPOBOAUMON TEPANUMU BbICOKas.

OBCYXAEHUE

CCJ1 — cucteMHoe aytoBocnanutenbHoe 3aboneBa-
HWE C ayTOCOMHO-PELECCMBHbLIM TUMOM HaciefoBaHus,
Bbl3BaHHOE WM3MEHEHWEM HYKNEOTUAHOW nocnefoBaTesb-
HOCTM B reHe MEFV v xapaKTepuaylolieecs peuuanBupyto-
WMMHK 3NU30A4aMK IMXOPaAKK, NONNCEPO3UTOB, CUHOBUTOB,
BOCMaUTENbHbIX MOPAaXKEHUM KOXU. U3BECTHO, YTO y NaLu-
eHTOoB, cTpagatowmx CCJ1, NponUCXOaUT CHUMKEHME KavyecTBa
JKW3HUW, pa3BMBaETCs [Lenpeccusi, onucaH BbICOKWUM PUCK
pa3sutna AA-ammnnongosa — Hanbosiee OnacHOro OCoX-
HeHus [29].

K Hanbonee 4acTblM NaToreHHblM annensam B reHe MEFV
oTHocuTes pP.M694V, pacnpocTpaHeHHOCTb KOTOPOro Kose-
6netca ot 36,5% (B ApmeHuu, Cupumn) oo 65% B nonynsaumm
eBpees [10, 30]. YctaHoBneHO, 410 56% nayMeHToB C nep-
CUCTUPYIOLLEN aKTUBHOCTbIO SBASIOTCA FOMO3WUIOTHbIMU
HocUTeNnaMK naToreHHoro annens p.Me94V B reHe MEFV
[25]. MpumepHo y 20% nauuneHToB ¢ CCJT aKTMBHOCTb
BO BHEMNPUCTYNHOM nepuoae 601e3HM He CHUMKaeTCs, YTo,
KaK NpaBwi0, CBWAETENbCTBYET O TAXKENOM deHoTune,
BbICOKOACCOLUMUPOBAHHLIM C HanMineM rOMO3UIOTHOro
HOCUTENbCTBaA NaTonorMyeckoro annend p.Me94v [29].
Haunbonee 4yactbiM ocnoxHeHuem CCJT aBngeTca MWUKpPO-
LMTapHaa aHeMus, accoLMmnpoBaHHas ¢ NePCUCTUPYIOLLUM
XPOHMYECKMM BOCMNaneHMeM. Yactota aHeMUK, NO AaHHbBIM
pasHbiX MccnefoBaHWM, BcTpeyanacb y 53% nauueHToB
C BrepBble ycTaHOBNEHHbIM agMarHo3om CCJ1, y 31% naum-
E€HTOB Ha Tepanuu KonxuumHom [31]. Y 48% peten ¢ nep-
cucTupytowen aHemuen O6bl10 BbISIBEHO TOMO3WIOTHOE
HOCUTENbCTBO Martonoruyeckoro annens p.M694v [31, 32].
B rpynne peten ¢ XpoOHUYECKUM apTpuTtoM Ha ¢doHe CCJI
yactoTa natoreHHoro annens p.M694V B romMo3uMroTHOM
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WU FreTepo3nMroTHOM BapuaHTe coctaBnseT 70%, ¢ OCTpbIM

apTputom — 63%, a B ob6uwen nonynaumu nauneHToB
¢ CCNN — 54% [32].
Jluxopagka — Haub6onee 4actblin cumntom CCJT —

BcTpevaeTca y 90% aeten n 100% B3pocnbix [29]. bonb
B uBote npu CCJ1 npoao/IKUTENbHOCTbIO HE MEHbLle
6 4 oTmMevaeTcs B 82—-96% cnyy4aeB, cBA3aHa C acenTtu-
YECKUM MEPUTOHWUTOM, XapaKTePU3YeTCH MONOMKMUTENbHbI-
MW MEepPUTOHEaNbHbIMWU CUMMNTOMaMK U SBASETCS BTOPbLIM
no 4vactote nposieneHnem CCJ1 [25]. ApTtput npu CCJl,
KaK npaBwnio, npotekaet B ¢opmMe MOHOapTpuTa C nopa-
EHMEM KOJIEHHbIX, FONEHOCTOMHbIX MAKM Ta306e4peHHbIX
cyctaBoB [33, 34]. YactoTa apTtpuTa cpeau 605bHbIx CCJI
Konebnetrca ot 26—-37% B apabckux cTpaHax [30, 32]
0o 47% B Typuwnu [35].

B 2016 r. EULAR paspaboTaH U peKoOMeHAoBaH CTaH-
JapTHbIK anroput™M fiedyeHunss CCJl: KONXMUMH — aBASeTCS
CTapTOBbLIM NpenapaTtoM ANns fedYeHns gaHHoro 3abonesa-
Hus [25]. B ToM cnyvae ecnv perncTpupyroTcst KONXULUUHpe-
3UCTEHTHbIN BapuaHT TedyeHnsa CCJ1, nMbo HenepeHOCUMOCTb
KONXMLMHa, paccMaTpuBaeTcs BOMPOC O Ha3HavyeHue npe-
napatoB BTOpon nvHuKU. brnokaga peuentopoB IL1 cuntaet-
Csl «NMEepPCNeKTUBHbIM BapuMaHTOM Tepanuu BTOPOW NIUHWUW»
ANS AAHHOW rpynnbl NaLMeHToB.

B npeacraBneHHOM HabnlOAEHUUM CEMENHOro cny4vas
KONXMUMHpe3ncTeHTHoro TedeHmnsa CCJ1 y cectep Typeu-
KOW HaLMOHaNbHOCTK ObI/I0 BbIABIEHO OJHO M3 Hanbonee
YacTblX M3MEHEHWIW HYKNEOTMAHOM NocneaoBaTebHOCTH
B reHe MEFV B roMO3UroTHOM cocTtosiHun (M694V), noka-
3aHO ycnewHoe NPMMEHEHME MOHOK/IOHANbHOro aHTuTena
K IL1 KaHakuHymaba. Ye yepe3d 4 Hep fievyeHus y obe-
WX MaLMEHTOK OblM MOMHOCTLIO KyNMPOBaHbl IMXOpaaKa,
CyCTaBHOM U aBAOMWHaNbHbIM CUHAPOMbI, BOCNAUTENbHbIE
W3MEHEHUS B aHanu3ax KpoBW. [laHHbIM 3dpdeKT oT Tepa-
MUK coxpaHsanca n K 32 Hed HabNOAEHUS, YTO cornacyertcs
C pe3ynbTaTaMuM MHOMOLEHTPOBbIX KIAMHWUYECKUX uHCChe-
poBaHun [18, 24, 26]. Takum o6pa3oM, MOXKHO caenaTb
BbIBOA O BbICOKOM 9ODEKTUBHOCTM KaHaKMHyMaba y nauu-
E€HTOB C TsKeNblM TedeHnem CCJ1, pe3nCTEHTHOM K Tepanuu
KONXULMHOM.

3AK/IIOYEHUE

B cnyyae Taxkenoro tedyeHnsa CCJ1 npu HenepeHocMmo-
CTU UM PEBUCTEHTHOCTM K Tepanuun KONXMLMHOM KayecTBO
W3HW CTpajaeT CywecTBeHHO. B nutepaType umetoTcs
[JaHHble O BbICOKOM PWUCKE pa3BUTUS amMUIOMA03a MOYeK,
HEeo6X04MMOCTM NPOBEAEHMS reMoauannida U TpaHcnnaH-
TalWW, YTO CYLLECTBEHHO BAMSIET Ha MPOAOIKUTENBHOCTb
W3HW. Ha3HayeHue reHHO-UHXKEHEPHbIX GUONOTrMYEeCKUX
npenapatoB MNO3BOJIAET MOBbICUTb KA4E€CTBO XU3HU, a TaK-
e 61aronpuaTHO NOBAUATb HA NPOrHO3 NALMEHTOB C TAXKe-
nbiM TevyeHuem CCJ1. OnucaHHble KAMHUYECKME Cyyau
OEMOHCTPUPYIOT, YTO Tepanus KaHakuHymabom y aeten
C KONXMuUmMHpe3uncTeHTHon dopmon CCJ1 no3Boanna 4o6UTb-
CSl KOHTpPONS Haj TeyeHueM 3aboneBaHus, He Bbi3Bana

YXYALIEHNS 0BLLErO0 COCTOAHUS, HOBbIX Xanob 1 CMMNTOMOB
3aboneBaHus, a TaKKe NabopaTopHbiX M3MEHEHUN. YKe
rnocne nepBoM MHbEKLWM KaHaKuMHymaba y obeux cecrtep
nabopaTopHble MoKa3aTeNn aKTMBHOCTM 3abofieBaHus
otcytctBoBanu. K 32 Hea Tepannun KaHakMHymaboM y o6emnx
cecTep He 3aperucTpupoBaHo anmM3o40B o6ocTpeHus CCI1.
3a Becb nepuoj Tepannn KaHakMHymabom B KOMOUHaLMK
C KONXMLMHOM HexenaTtenbHble peakunn Ha GoHe neyeHuns
He BO3HMKaNu.

WHOOPMUPOBAHHOE COIIACUE

OT MaTepu NauMeHTOK NOly4eHO NMCbMEHHOE UHPOPMMH-
poBaHHOEe A06POBOJILHOE corniacue Ha Ny6anKaLumio pesyib-
TaTtoB 06cneaoBaHus u nevenuns geten (ot 01.04.2019 r.).
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0O60cHoBaHHe. Kopb — OCTpOe BbICOKOKOHTarMo3HOE BUPYCHOE MHOEKLMOHHOE 3abosieBaHMe ¢ BO3AYLIHO-KanesabHbIM
mexaHnamom nepegaqyu. 3a nepuog 2018-2019 rr. B €BPONEHCKUX CTpaHax 3apernctprpoBaHa MnoBblleHHas 3ab0-
J71€BAaEMOCTb KOPbK, YTO MOBbILIAET PUCK YXYALIEHUS 3NMAEMMOOrM4yeckon cutyaummn B Poccun. Caydam Kopu B Poccum
PErNCTPUPYIOTCS NPEUMYLLECTBEHHO CPEAN HEBAKLIMHUPOBAHHbIX /ML, OTKa3aBLUMXCS OT NPUBUBKM, HE MPUBUTLIX MO MeAU-
LMHCKUM MPOTMBOMOKa3aHNUAM UM 1IPpHU OTCYTCTBMM OCTOSIHHOIO MecTa XuUTe/becTBa. OnMcaHue KIMHMYECKOro csyyasl.
lpeacTaBieHO OnMcaHMe KIMHUYECKOro CJlydasi Kopu y HeBaKLUMHUPOBaAHHOro pebeHKa. 3abosieBaHUE UMEJIO TAXKeJoe
TeYeHUe C A/IMTEIbHOM INXOPaAKOM, BblParKEHHbIM MHTOKCHMKaLMOHHbLIM CUHAPOMOM M Pa3BUTUEM OAHOI0 U3 CaMbiX YacTbIX
A5 JaHHON MHQEKLIMN OCJIOKHEHUI — OCTPOro JapuHroTpaxenta. 3akaryeHme. [log4yepkmBaeTcss HEO6X0AMMOCTb PO-
BeJEHUS TPOPUAAKTUHECKUX MEPONPUATHI AN15 MPEAYNPEKAEHNS BO3HUKHOBEHNS M PACPOCTPaHEHNSI KOPEBON MHOEKLMH,
OCHOBHOV M3 KOTOPbIX IBASIETCA MMMYHM3aLNs HaceaeHusl.

Knio4eBble cnoBa: Kopb, AE€TW, BaKUMHaUWS, MPOPuUIaKTUKa, KIMHMYECKUIM C/ydYan, 3K3aHTeMa, nsiTHa besnbckoro—
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OBOCHOBAHME

Kopb — 0OCTpoe BbICOKOKOHTArMo3Hoe UHOEKLIMOHHOE
3aboneBaHue ¢ BO3JyLWHO-KanenbHbIM MEXaHU3MOM Nepe-
fadu, BbidbiBaeMoe PHK-copepxawum Bupycom. B nopa-
Bnsiolwem 60/bLINMHCTBE ClyYyaeB 3abofieBaHWe NpoTeKaeT
C NIMXOpPajKoW, KaTapaibHblM BOCMaNeHUEM CIU3UCTbIX
060/104€K IM1a3, HOCOMOTKM U BEPXHUX AblXaTeNbHbIX NyTEN,
crneumdrnyecKUMU BbICbINaHUSIMKU Ha CIM3UCTON 060M104Ke
pTa (3HAHTEMOW) M NATHUCTO-NaNyNe3HOW CbiMbio Ha KOXe
(3K3aHTEMOW). JleTanbHble UCXOAbl NPU KOPU 0BYCNOB/EHDI
OC/IOXKHEHUAMU 3ab0neBaHUs, KOTOpble MOryT pa3BUTbCA
B NI060M nepuoge 60ne3Hun. Halle oHM CBA3aHbl C pa3Bu-
TUEM OTUTOB, NAPUHIUTOB, NAPUHTOTPAXENTOB, MHEBMOHMM
W NOpaxeHUeM LieHTpanbHOM HEPBHOW cuctemsl [1].

[lo Havyana maccoBoMn BaKUMHaLMK KOpb Gblna Hanbo-
Nnee pacnpocTpaHeHHbIM WHOEKLMOHHLIM 3aboneBaHuem

y Aeten. 3a60/1eBaeMOCTb KOPbIO NMPAKTUYECKN paBHAIAaCh
pOXAaemocCTH, a 60/1e3Hb Gblla OCHOBHOM NMPUYNHOM CMEpP-
TV OeTcKoro Hacenenus [2]. BBegeHnune B 1967 r. nnaHOBOM
BaKUMHALUMK OEeTEN NPOTUB KOPU XKMBOW KOPEBOW BaKLM-
HOM MPUBENO K MOBCEMECTHOMY CHUWXKEHUI 3aboneBae-
MOCTM BO BCEX BO3pacTHbIX rpynnax. Bce aTo nmo3sonuno
MWUPOBOMY COOGLLECTBY MOCTaBUTb 3ajadvy JMKBMAALMMK
Kopu Ha nnaHete [2]. pun 3TOM, cornacHo nporpamme
BcemupHon opraHnsauum 3gpaBooxpaHeHus (BO3), anq
3IMMUHALMK KOpK MOTpebyeTcs BaKuUMHAUMS He MeHee
95% HaceneHns Ha MECTHOM W HalLWOHalbHOM YPOBHE
[2, 3]. B HacTosiwee BpeMs BaKuMHaUMA MNPOTUB KOPWU
BXOAMT B HauuoHanbHbIM KaneHgapb NpoduaaKTUYeCKUX
npuBMBOK Poccuiickon deaepaumm u NpoBoAMTCS B BO3-
pacte 12 mec ¢ nocneaywuwen peBaKkuMHauven B 6 et
MMMYHUTET nocne nepeHeceHHom KopK, Kak npaBuno, CTon-
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KWW, MOXWU3HEHHbIN [3]. NoBTOpHbIE cly4yau 3aboneBaHus
PErUCTPUPYIOTCS Y MMMYHOKOMMAPOMETUPOBAHHbIX nuy, [2, 3].
MocTBaKUMHaNbHbIA MMMYHUTET MEHee MPOAOSIKUTENEH:
yepes 10 neT 3alWnTHbIE TUTPbI aHTUTEN COXPaHSIOTCS NNLlb
y 36% BaKLUWHMpPOBaHHbIX [3].

Ha ¢oHe npunaraemblx MUPOBOM M HaLMOHANbHbIMU
cucTeMamMu 34PaBOOXPaHEHUs YCUAMM MO MCKOPEHEHWUIO
KOpWM B HEKOTOPbIX CTpaHax MpOoAoSIKalT HabnwogaTb-
Csl BCIMbIWKKM 3TOro 3aboneBaHus. Tak, no AaHHbIM EBpo-
NencKoro pernwoHanbHoro 6topo BO3, B 2018 r. KOpblo
3apasunucb 82596 venosek B 47 u3 53 cTpaH pervo-
Ha. KpanHe He6narornony4yHas cuTyauusi MO KOpW OTMeYe-
Ha Ha YKpauHe, B [py3uun, AnbanHuun, YepHoropuu, [peumn,
PymbiHUK, PpaHumuK. Mo ntoram 2018 r., Ha YKpanHe noka-
3aTeNlb 3a60neBaemMocTu Kopbto coctaBmna 1209,25 cnydvas
Ha 1 MAH HaceneHnus [4, 5]. B 2019 r. Hebnaronony4yHas
cuTyaumus coxpaHsetcs. Mo gaHHbIM MuH3apaBa YKpauHbl,
TO/IbKO 3a nepuop ¢ 28 aekabps 2018 r. no 3 aHBaps 2019 .
B CTpaHe 3ab6oneno 2305 yenosek [5].

He6naronony4yune no kopu B EBPONENCKOM pernoHe cos-
[aeT AOMONHUTENbHbIE PUCKM YXYAWEHUS 3MUAEMMONOrN-
yeckon cutyaumn B Poccuitckon dPepepauuun. MNokasaTenb
3a60/1eBaeMOCTH KOPbIO B Hallen cTpaHe rno utoram 2018 r.
coctaBun 17,3 cnyyas Ha 1 mnH Hacenenus [5]. B Poccuu
cpeaun 3aboneBluMX Kopbto 6osiee 80% — 3TO HEBaKLMHMK-
pOBaHHble NMLa, KOTOpble He MOAYyYnIn NPUBMUBKU B CBSA3M
C OTKa30M, MEAULMHCKUMM NPOTUBOMOKA3aHUSAMKU MU NpPU
OTCYTCTBMM MOCTOSIHHOIO MecTa XuTenbcTBa [5, 6]. Ha Tep-
puTopuun TBepcKon obnactn ¢ aHBapsa 2019 r. TakkKe 3ape-
rMCTPUPOBaHbl €ANHWYHbBIE 3aBO3Hble Clydyan 3aboneBaHus
KOPbIO Cpean HEMPUBUTBIX.

C uenbto NoBbILWEHUS HACTOPOXKEHHOCTN Bpayen un ynyu-
WEeHUS AMArHOCTUKM MPUBOAMM aHaNWM3 OAHOM0 M3 TaKMX
CNny4yaeB Yy HEBaAKLMHWPOBAHHOIO pebeHKa.

KNIUHUYECKHUIA NPUMEP

O nauueHTte

[eBoyKka J1., 9 neT, NOCTOSHHO MPOXKMBAET B I. TBEPM.
O6paleHre poautenen B MHOEKLUMOHHOE oTaeneHne NbY3
A6 N¢ 2 (r. TBepb) nepBuyHoe. OCHOBHblE anobbl npwu
NOCTYN/JEeHUN B CTaLMOHap: MOBbIEHWMe TemnepaTypbl
Tena, Cyxon Kalwenb, nepweHne u 6onb B ropne, 3atpyaHe-

Puc. MauueHTKa J1., 9 net: KopeBas 3K3aHTema, 2—3-u CyT nepuoga
BbICbINaHUM
Fig. Patient L., 9 years old girl: measles exanthema, 2—-3 days of rash

HME HOCOBOrO [AblXxaHWsl, OTCYTCTBME annetuta, cnabocTb,
ronoBHas 60/b, cbiNb Ha nuue. Co cnoB matepu, 3a 10 cyT
[0 rocnuTanuaaummn pebeHoK nepeHec OCTpyo pecnupaTop-
Hyt0 MHPeKumto. HacToslee 3aboneBaHne xapakTepusoBa-
/10Cb OCTPbIM HayasoM C MOBbIWEHWEM TemnepaTtypbl Tena
0o 38,7°C v nosiBNeHneM 3aTpyaHEHUS HOCOBOIO AbIXaHWS.
3a MeanLMHCKOM NOMOLLLbIO poaUTENKM He obpallanmcb. MaTb
CaMOCTOSTENIbHO AaBana pebeHKy KaponoHMKatowme npe-
napatbl, 06ubHOE NUTbE. HYepes 3 cyT ¢ MOMEHTa Hadvana
NINXOPaAKK COCTOSIHME YXYAWWNOCh (NogbeM Temnepatypbl
Tena go 39,6°C, kanobbl Ha TOLWHOTY), NOSABMAACh NATHUCTO-
nanynesHas cbifb Ha fnLe.

M3 aHamMHe3a »WU3HW U3BECTHO, YTO B TeyeHue 2 Hep,
npegwecTteyolWmMx 3aboneBaHulo, AeBOYKa Haxogunacb
Ha TeppuTopun YKpauHbl (XMenbHULUKasa obnacTb), rae, co
CNoB MaTepu, UMeNnu MecTo crydyau 3aboneBaHus KOpblo.
[MpoTMB KOpKU He BaKUMHMPOBaHa M3-3a OTKa3a poauTenew
OT NPOPUNAKTUYECKMX MPUBUBOK. ANSTIEPIMYECKMI U Hacnea-
CTBEHHbIN aHaMHe3 He OTArolleHbl. Ha gucnaHcepHom yyeTe
He COCTOMT.

dusukanbHas gMarHocTMKa

Mpu nocTynneHmMn B CTauMoHap (NepBble CyTKU nepuoaa
BbICbIMA@HWN) COCTOSIHWE OLIEHEHO KaK cpefdHen cTeneHwu
TSXKECTU 3a CHET MHTOKCMKALMOHHOIO M KaTapanbHOro CUH-
apoMoB. Pe6eHOoK BSblA, B CO3HaAHWW. ANNETUT CHUMXKEH.
MeHuHreanbHblX 3HAKOB HeET. [pKM 06bEKTUBHOM OCMOTpE:
Ha KOoXe nuua, Wewn, BEpXHeW YacTu rpyau BbisiBieHa SpKo-
po3oBasi MATHUCTO-ManyfnesHas CbifNb, Ha HEU3MEHEHHOM
dOHEe CKNIOHHas K causHuio. Mepudbepuyeckne numbatumye-
CKMe y3nbl 4o 1,5 cM, NAOTHO-31aCTUYHOM KOHCUCTEHLNH,
6e360/1e3HEHHbIE NpuY NanbnaumMm. OTMeYeHbl 0AyTI0BaTOCTb
LA, He3HayuTenbHas OTEYHOCTb BEK M HOCa, UHbELMPO-
BaHWe cocyaaMu CcKiep, cBeTo60s3Hb. HocoBoe pAbixaHue
3aTPYyAHEHO 3a CYET OTEYHOCTU CIIM3UCTOM O0BONOYKM HOCca
M HEOBWUIbHOIO CMM3UCTO-CEPO3HOro oTaensiemoro. B poto-
rNOTKE — sIpKas pasnutas runepemus, pbixoCTb 3agHewn
CTEHKM MMOTKWU U MWHAANMH, Ha C/IM3UCTOM OOOJSIOYKE LLEK
naTHa benbckoro—®dunatoBa—Konnmka. dHaHTEMa Ha Mar-
KOM HEGe. B nerkux abixaHue BE3WKyNsapHOEe, XPWUMOB HET.
ToHbI cepaua sicHble, pUTMUYHbIE. MXMBOT MATKKMI, 6€360/1€3-
HeHHbIN. [leyeHb, ceneseHKka He yBenu4yeHbl. CTyn, auypes
He HapyLWeHbl.

MpeaBapuTeNbHbIA AUArHO3
Kopb, TMNMYHaa dopma, nepnog BbiCbiNaHWUN.

AnHamMuKa u ucxopbl

Ha BTOpble CyTKM nepuofa BbICbiNaHWK UMENI0 MEeCTo
HapacTaHWe CMMMNTOMOB MWHTOKCMKALMKU W KaTapanbHbIX
fBNeHni. CbiNb pacnpocTpaHuiach Ha TyJ0BHULLE U BEPXHUE
KOHEYHOCTH, MNATHWCTO-Nanyne3Has, ¢ remopparMyeckum
KOMMOHEHTOM, Ha HEM3MEHEHHOM (OHE KOXMU, APKO-PO30-
Basl, CK/IOHHAs K CAUSHUIO (pUC.).

B KAMHMYECKOM aHanu3e KpoBW NpuW rocnuTann3dalmu
BbISiBNIEHbl HenTpodunes 81% (Hopma 70-72), BbipaxeH-
HbIM COBUI NenKouuTapHon GopMy/bl BEBO — yBENNYEHNE
Ko/in4yecTBa nanovykosaepHblX HewnTpodunos (n/g) oo 26%
(Hopma 1-5), numdonenus 18% (Hopma 25-37), CKOPOCTb
ocenaHusa aputpoumToB (COIJ) He M3MeHeHa (Tabn.).



Ta6nuua. JuHamunKa nokasartesnei KIMHMYECKOro aHann3a KpoBu nauneHTkn J1., 9 net

Table. Dynamics of blood test indexes in patient L., 9 years old girl

Mepuop HaGaogeHUsA
Mokasartenu
5-e cyT 8-e cyT 11-e cyT

SpuTpoLmTbl, X1012/n 5,0 5,3 5,4
[eMorno6uH, r/n 135 140 143
LiBeToBOWM NoKasaTtenb 0,84 0,84 0,84
NemkounTsl, X10°2/n 5,3 7,6 6,5
TpomGouuTbl, X10°2/n 181 191 393
3o3uHobunbl, % - 5 1
Hentpodunbl n/a, % 26 8 1
Hentpodunbl c/g, % 55 23 49
NumdoumnTsl, % 18 57 43
MoHouuTbl, % 1

CO3, MM/ 9 4 4

Mpumedarue. T1/9 — nanoyKosaepHble HeUTPodUbI, C/9 — cerMeHTosAepHble HerTpodubl, CO3 — CKOpOCTb 0CeAaHNUs 3pPUTPOLUTOB.
Note. /a9 — band neutrophils, ¢/9 — segmented neutrophils, CO9 — erythrocyte sedimentation rate.

Ha TpeTbu cyTKM neproaa BbiCbiNaHnn y pebeHKa oTMeYeH
noabLeM Temnepatypbl Tena go 40°C, nosiBUAUCL MPU3HAKK
NlapuHroTpaxenTa (OCUMNIOCTb rooca, 3aTPYAHEHHbIN LYMHbIV
BAOX, ycuneHue rpyboro natouiero Kawns). Cbinb pacnpocTpa-
HUNACb Ha HWXXHME KOHEYHOCTU. B KIMHWMYECKOM aHanuse
KpOBU (Nepuoa nurMmeHTaunm) Hentponenus (31%), numaooum-
703 (57%), YMEPEHHbIN CABUI IEeMKOLMTapHOM GOopMynbl BNe-
BO (n/s 8%), CO3 coxpaHsinack B npefenax HopMbl (CM. Tab/1.).

PebeHKy npoBeaeH psia AOMOMHMTENbHbIX MCCeaoBa-
HUI. B GrMOxMMMYyecKOM aHanmM3e KpoBW (06w 6enok,
MOYEBUHA, KpeaTUHWH, GUAMPYOWH, [IOKO3a) 3HaYeHUs
noKkasarenen B npegenax BO3pacTHOM HOPMbI; aHTUCTpen-
TOnM3nH O oTpuuaTtenbHblM; B 0OLIEM aHaAu3e Mo4n —
6e3 NaToNOrMYECKUX OTKIOHEHUN; WUMMYHOTNOBGYINHbI
(immunoglobulin, Ig) G u M K Bupycy AnwTenHa—bapp
W UMTOMEranoBupycy oTpuuaTenbHble, 1M K BUpyCy Kopw
NnonoXuTenbHble ABYKPaTHO, IgG KpOBM K BMPYCY KOpWU
B NMapHbIX CbIBOPOTKaX — HapacTaHWe TUTpa aHTuTen 6onee
yewm B 4 pa3sa. [lpoBefeH 3a6op KPOBM U MO4YM Ha onpeae-
nexvne PHK Bupyca Kopu MeTogoM MoiMMepasHONn LienHom
peakuun Ha 4-e cyT nepuvoda BbiCbiNaHui B flabopato-
puto PocnotpebHaa3opa — pe3ynbraT MNOJIOKUTENbHbIN.
PeHTreHonornyeckoe wccrnegoBaHne OpPraHoB rpPyaHOM
KJIETKM — 6€3 04aroBbIX U UHPUABTPATUBHbIX UBMEHEHUN.

KnuHuyeckun guarHos

OcHoBHo: BO5. Kopb, TMnnyHasa dopma, Taxenon cre-
NeHKn, HernagKoe Te4yeHue.

OcnoxHeHue: OCTPbIN NapUHIOTPaxeuT.

JNlevyeHue

JleyeHnne nauneHTKM NPOBOAMIN B COOTBETCTBUU C de-
AepaNibHbIMU  KIIMHUYECKUMU pPEKOMEHAaLUUAMU, YTBEPHK-
fLeHHbIMM MuHn3sgpasom Poccuu [1]. BonbHasa rocnutanu-
3UpoBaHa B MesibLEePOBCKUM GOKC. Pexxum nonynoctesb-
Hbin. Ouneta N2 15. O6unbHoe nutbe. C LEeNbio AE3UHTOK-
CUKauuu nposogunacb MHOPY3MOHHasa Tepanus B O0ObeMe
ao 1/3 oT $M3MoNorn4yeckon MNOTPeBGHOCTU: HaTpUa XJo-

pua + p-p PuHrepa no 400 mn N2 2, nHTepdpepoH anbda-2b
500000 ME 2 pasza/cyt per rectum 7 cyT, a3UTPOMULMH
250 mr 1 pas/cyt 3 cyT, 6udmgobaktepumn 6uduaym 10 no3
2 pasa/cyT 7 cyT, KeunomeTtasonuH 0,1% 2 pasa/cyT UHTpa-
Ha3anbHO 5 cyT, NnonockaHue poTtornoTkm 0,05% pacTBopom
X/0prekcuanHa Kaxable 4 4 B TeyeHue 5 cyT.

Ha ¢doHe npoBeaeHHOM Tepanmm COCTOSHUE YNy4LIMAOCh:
TemnepaTtypa Tena HopManu3oBanacb Ha 8-e cyT 3abone-
BaHWS, CUMMNTOMbI JlapUHIOTPaxenTa KynupoBasuCb, CbiMb
noaTanHo perpeccvMpoBana ¢ 06pa3oBaHWeM NUrMeHTaLun
CBET/NI0-KOPMYHEBOrO LiBETA. Pe6GEHOK BbIMMUCAH C BbI30-
poBneHnem. Ctaplinin 6paT AeBOYKHK, HE BAKLUMHUPOBAHHbIN
NPOTUB KOPW MO MPUYUHE OTKa3a poauTenen oT npodunak-
TUYECKUX MPUBUBOK, TaKXKe nepeHec 3aboneBaHue nocne
KOHTaKTa ¢ 60J/IbHOM KOPbO CECTPOW.

MporHos

MporHo3 npu agaHHoOM 3a6osieBaHUM BO MHOIOM 3aBUCUT
OT Pa3BUTUSA OCIOXKHEHWW. OCNOXHEHWS MPU KOPU MOTyT
chopmMmpoBaTbCa Ha NtOO6OM 3Tane MHbeKkuun. B 3aBucu-
MOCTU OT 3TMOJIOrMYECKOro daKTopa pasnuyatoT cOO6CTBEH-
HO KOpEBbIE OCNOXHEHWUS, 06YCNOB/IEHHbIE BUPYCOM KOpPM
(mepBuMYHbIE, crneunduryeckme), n Hecneumduyeckme (BTO-
pUYHble), Bbi3BaHHblIE MHbIMKU BO36yauTensamu. 1o cpokam
Pas3BUTUSA OCNOXHEHWS MOAPa3AensaloTcs Ha paHHue, pas-
BMBalOWMECH B KaTapaibHbli Nepuoj UM nepuod BbiCbina-
HWUI, U NO3[4HWE, Pa3BMBAIOLWMECSH B NEPUOS MUTMEHTALMMN.
B onucaHHOM Hamwu ciyyae, NO HaweMy MHEHMUIO, MPOrHO3
NS 300POBbS, COLManbHOW agantaumm U XU3HU Gnaronpu-
ATHbIN (pUC. BpemeHHas wkKana).

OBCYXAEHME

OnucaHHbIM cny4yan Kopu y pebeHKa AeMOHCTpUpyeT
TUMUYHYIO KIMHWYECKYI0 KapTuHy 3abofieBaHMa CO BCeMM
NPUCYLLMMKU €My KITMHUMKO-3NUAEMUONOrMYECKUMN OCOBEHHO-
CTAMM: HaNn4ymMe KOHTaKTa € 60/IbHbIM KOPbIO, BblPaXKEHHbIE
KaTapas/ibHble ABNEHUS BEPXHUX [bIXxaTeNbHbIX NyTEN, CUMNTO-
Mbl MHTOKCUKauuK, natHa benbckoro—®unatoBa—Konnumka,
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BpemeHHas wWKana
MauuneHTKa J1., 9 neT: XpoHonorus passuUTnsa 601e3HM,
KNto4YeBble COObITUA U MPOrHO3

MNoBbIWeHWe TeMnepaTypbl
Tena o 39,8°C, KNMHUKa

BbinucaHa

NoBblleHWe TemnepaTypbl Tena
[0 38,6°C, cyxoi Kalenb, pUHUT

HapacTatoT CUMMNTOMbI MHTOKCHUKALMMK,
Cbifb PACMPOCTPAHSAETCS Ha Ty/OBHLLE

NapuHroTpaxeuTa,
pacnpocTpaHeHKne Chinm
Ha KOHEYHOCTH

C Bbl3A0POBNIEHNEM
B Y4OBNETBOPUTE/IBHOM
COCTOAHUN

29.12-11.01 20.01 23.01 25.01 26.01 28.01 01.02

Haxogunacb MoBbIWeHWe TemnepaTtypbl Tena ao 39,6°C,
Ha TeppuTopun NATHUCTO-Nanyne3Has Cbifb Ha AuLe,
YKpauHbl 0fyTNOBaTOCTb /MLA, CBETO60A3Hb, OTEYHOCTb BEK,
cumnTom benbckoro—®dunatoBa—HKonnvka

3TanHbliM XapaKTep BbICbIMaHMsA U MUIMEHTaLMK, YTO COBMa-
[aeT ¢ pesynbratamu HabnwoaeHun psga asTopos [3, 6, 7.
Mo gaHHbIM [. XapyYeHKO U cOaBT., KOPb Ha COBPEMEHHOM
3aTane npoTekaeT TUMMYHO C npeobnajaHuemM cpefHeTs-
wenbix dopm (B 74%), TaxKenoe Te4eHne Kopu oTmevaeTcs
B KaXKgoM nsAToM cny4vyae [6]. Kopb MOXET UMeTb rnagroe
M OCNOXHeHHOoe Te4yeHue. CreunduyecKre OCIOKHEHUS
KOpX BO3HWKAIOT, Kak NpaBu/io, B Hayane nepuoga BbiCbl-
nanumn [1]. CornacHo HabnoaeHusam B. TUMYEHKO ¥ coaBT.,
OC/IOXHEHUS KOpU BO3HUKAIOT Y 27% 60MbHbIX [7]. B onucah-
HOM HaMM KIIMHUYECKOM Ciy4ae Kopb Yy pebeHKa npoTeKana
B Taxenon dopmMe € pa3dBUTUEM OOHOIO M3 CaMbIX YaCTbIX
ONa AaHHOM MHOEKLMK OCNOXKHEHUS B YKa3aHHOW BO3pacT-
HOW rpynne — OCTPOro SlapuHroTpaxenTa, YTO cornacyetcs
C pesynbratamu HabnaeHU Apyrux aBTopos [7].

Mo HaweMmy MHEHWI0, NPUYMHOM Pa3BUTUSA KOpKU y Nauu-
EHTKM §BWMAOCb HaNMyMe KOHTaKTa C 6ONbHbIM KOPbHO
Ha TEppPUTOPUK, ANUAEMUYECKM HEBNAronpUATHON MO AaH-
HOMy 3ab6oneBaHuIo, NPW OTCYTCTBUM paHee MpPOBeAEHHOWM
cneundunyeckon npodunakTUkK (BakuuHauuu). B Poccuu
eXerogHo cpeau getei B Bo3pacTe Jo 9 neT ocTatoTcs
He MNpPUBUTbIMKU MPOTMB Kopu oT 10 go 50 TbiCc. YenoBsekK,
B Bo3dpacTe oT 10 go 17 net — 3-8 Tbic. [2]. MNpn aToM
KOMMYECTBO HEBaKLMHUPOBaHHbLIX AeTen cpean 3abones-
LUMX KOPbO COCTaBASAET, MO pa3dHbiM AaHHbIM, OT 73 A0 95%
[3, 6, 7]. OCHOBHbIMW MPUYUHAMW HEBAKLMHALMUKU TaKUX
neten aBnsoTCA MeauUUHCKne oTBoabl (11%), oTKa3 oT npu-
BMBKMK (15%), a TaKKe OTCYTCTBME CBEAEHUI O BaKLMHaLMK
y npubbiBaloWmMX U3 apyrmux pernoHos (13%) [6]. MauueHTKa
M3 NpeacTaBNeHHOro cnyyas He 6blna BaKUMHWPOBaHa npo-
TMB KOPW MU3-3a OTKa3a poauTenew.

BaKuMHauuMs NpoTMB KOpK BXOAMT B HauuoHanbHbI KaneH-
napb NpodUNaKkTMYeCcKnx NpuBMBOK Poccun u npoBoautcs
B Bo3pacTe 12 mec ¢ nocneayoulen peesakunHauunen B 6 net
[1]. Ons npeaynpexaeHus pacnpoCTpaHEeHUs BUpyca KOpM
1 nogaeprkaHmua Heo6xo0aMMOro oxBaTa BaKLUuMHaumMen Hacene-
HMS BbIMYLWEHO NOCTaHOB/IEHWE [NaBHOro rocyaapCTBEHHOMO
caHuTapHoro Bpada Poccuitickon ®epepauun ot 06.03.2019
N2 2 «O npoBefeHUU MoayuLialoern UMMyHU3aUUK NPOTHUB
Kopw Ha TeppuTopun Poccuiickon degepaumn» [8]. Oxungaetcs,
4TO MaccoBasi MMMYHW3aLMS C BbICOKMM YPOBHEM OXxBaTa
[eTen BaKUMHaUMEN U peBaKuMHaunen (He meHee 95%) npu-
BeAeT K GOPMUPOBAHMIO AOCTAaTOMHOIO KOMMIEKTUBHOIO UMMY-
HWTETa, KOTOPbIM MO3BOSIUT HAAEXHO 3allMTUTb HaceneHve

I1gM K BUpycy UrveHTaLMS NMPOrHO3
Kopu — by H [nsi 300poBbS, coLManbHOM
NONOXKUTENBHO afanTaumu U KU3HU —

6naronpUsATHbIM

CTpaHbl OT KOPEBOW MHPEKUMW M NpeaynpeauTb ee pacnpo-
cTpaHeHue Ha TeppuTopun Poccuiickon depepauum.

3AK/TIOYEHUE

OnuCaHHbIN KIIMHUYECKUIN Cllydan TSXKEeNnoro TteyeHus
KOpW C pa3BUTUEM OCNIOXKHEHUW CBUOETENbCTBYET 06 aKTy-
anbHOCTM AaHHOro 3abofeBaHUs Ha COBPEMEHHOM 3Ta-
ne. PUcky 3ab6oneTb KOpPbO NoaBepraeTtcs 0601 YenoBexK,
W €AMHCTBEHHbIN CNOCO6 3alUTbl — BaKLMHaUMS, NPUBUB-
KW NPOTMB KOTOPOW BXOASAT B HauuoOHanbHbIM KaneHgapb
npodunakTMieckux npUMBMBOK Poccuiickon depepaumu.
OTKa3 OT BaKLUMHaLMKN HECET Yrpo3y BO3HUKHOBEHUS MHPEK-
LMOHHOro 3aboneBaHus. ToNbKO CUCTEMHO MNPOBOAUMbIE
npodunakTMyecKe MeponpuUsaTUS, OCHOBHLIM M3 KOTOPbIX
SBASETCA UMMYHM3aLMs HaceneHuns, N03BONAT He AOMYCTUTb
BO3HMKHOBEHWE W pacnpoCcTpaHeHne MHbEKLNH.

WHO®OPMUPOBAHHOE COINIACUE

OT poautenen nayueHta He 6blI0 NOSYYEHO MUCbMEH-
HOro MHMGOPMMPOBAHHOIO cornacus Ha nybénuMKauuio ero
UCTOPUKN BONE3HU N M306PAXKEHUIN B MEANLIMHCKOM XXypHane
no MNPUYUHE OTCYTCTBMA CBA3W. MpeacTaBieHHble AaHHble
06e3/InYeHbl.
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®PAHLUUCK CU/IbBUH (1614-1672)

CunbBUI poauncsa B ropoae XaHay, BXo-
Asuem B To Bpems B CBALEHHYIO PUMCKyt0
MMMepUio (B HacTosilee BPeMs 3TO ropoa
B lepmaHun). Ha camom pene, ero Hacrto-
dwee uma — ®dpaHcya [wobya. Unun, ecnun
6bITb COBCEM TOYHbIM, ®PpaHcya ae na boa.
OpaHaKo, Korga OH cTan y4eHbIM, TO NaTUHU-
3uposan cBoto GaMuanio No Moae Toro Bpe-
MeHu: Du Bois Ha ¢paHuUy3CKOM — K3 Jie-
ca, otctoaa v nosiBuncs «CunbBuit» (0T nat.
silva — nec).

Manb4vK YyTb M HE C AETCTBa roTOBWI
ceb6s K npodpeccun meaunka. OH nonyymn ob-
pa3oBaHue B AKageMuu He3aBUCUMOrO ryre-
HoTcKoro ropofa CeaaHa, a 3aTem B TeyeHue
[ByX net obyyancsa B JIeWAEHCKOM YHWBEpP-

cuteTe. Teonoruio emy npenogasan Agonbd
BopcTuyc, a meanumHy — OTTo fepHuyc.

B 1634 r. CunbBui fepxan «BblMyCKHOW»
avenyt «Positiones variae medicae», B KO-
TOPOM OTCTamBasl Hanuyne Masioro Kpyra
KpoBooGpalleHns. 3aTeM ero xpjana o03-
HaKOMWTENbHas HaydHas moesfKa B Mewny
n ButTeH6epr, nocne yero B YHUBepcuteTe
basens oH 3aWuTUAN AnccepTaumio, Nocss-
LLEHHYIO ABUKEHMIO UBOTHbIX.

C 1641 r. CunbBUI paboTan Bpayvom
B AmcTepaame. Ero npaktuka 6bina [jo-
BO/MIbHO MpUOGbLINLHOW M MO3BONsAa BeECTU
COOCTBEHHbIE MEAMULIMHCKME M aHaToMuye-
CKMe wuccnegoBaHus. MepBbiIM OTKPbITUEM
CunbBusi 6bina BaXkHas aHaTOMU4YecKas
fetanb Mo3ra — CwunbBueBa 60po3fja
(oHa >ke naTtepanbHas 60po3aa ron0BHOMO
Mo3ra). B Bbileawen B TOM e rogy KHu-
re K. baptonuHa «Institutiones Anatomicae»
B 4eCTb OTKpbITMA CunbBMS NpPO3By4asno
MHOECTBO BOCTOPKEHHbIX C/OB.

MpumepHo B Te e roabl CunbBMUiA No3Ha-
Komuncs ¢ M. Mmay6epom (y4eHoMy npuHag-
NIEXUT OTKpbITUE raybepoBOn CONMu), KOTO-
PbIA ¥ Hay4YnN ero XuMuu. MasHoOM NPUYNHON
Bcex 6onesHen CunbBuii cymTan obpasosa-
HWe B Tene 60/IbHOr0 M36bITOYHbIX «eKOC-
TeW» KWUCNOTHOM WKW LWENOYHOM MPUPOAbI
1, B COOTBETCTBUU C MPUHLMMOM «NPOTUBO-
MOJIOXHOE /1e4n MPOTUBOMONOMKHBLIM», MPHU
OfIHOM TUMNe GOoNe3Hern Ha3Havan LLesioYu,
npv Apyrom — KucnoTtel. Benepn 3a ronnaHa-
CKMM BpayoM-anxnuMmKkom . bantnuctom BaH
[eNbMOHTOM OH Hay4unics nosny4atb HUTPaT

cepebpa (nanuc) nytem COeAUHeHUs cepe-
6pa C a30THOM KWUCIOTOM W WMCMNONb30BaTb
ero AN19 NpUXXMraHua paH, BocnaneHuin n 6o-
pOAaBOK.

Takum o6pa3om, BOKpyr CunbBus nocre-
neHHo ¢bopmMupoBanach COBEPLIEHHO HOBas
WKoNa MeAuuuHbl. Ee rnaBHOM M pesonio-
LMOHHOW uAaeen cTana nornbiTKa M3yd4aTb
Ye/l0BEeYECKUIM OpraHn3Mm He € NO3ULLMIN MUC-
TUKKM WK TEONOTUM, @ C MO3ULUIA U3BECTHbIX
Ha TO BpeMS AOCTUXKEHUN GUSUKU U XUMUM.
HoBoe HanpaBneHwe nofy4nno HasBaHue
«GATPOXUMUS» (laTpOG — Bpay, OTKyaa v noLu-
NN «NCUXMATPbI» U «NeanaTpbl»). PaKTUYECKH,
CunbBUMA 3aN0XKUN OCHOBbI COBPEMEHHOM
6UOXMMUK.

CunbBMEM COBEPLIEHO MHOIO OTKPLITUIA
B dunanonornn. Tak, Hanpumep, y4eHoli no-
Kasan, 4yto paboTa MuLEeBapUTENbHON CU-
CcTeMbl 06YC/I0BIMBAETCS AENCTBUEM KUCNOT
1N GepMeHTOB (XOTS, KOHEYHOo, cnoBa «dep-
MEHT» TOr4a HWKTO He 3Han), HO B Nilo6oM
cnyyae, crefylowmni peasnbHblv MPopbIB B U3Y-
YEHUU NULLEBaPUTENBHOM CUCTEMBI Bbin cae-
naH yxe W.T1. MNaBnosbiM. A U3yyeHue Mop-
$OoNorMyecKMx U3MeHeHUM Npu Ty6eprynese
nossonuno CunbBUIO BbiCKasaTb Mpeano-
NOXEHWE O CBfA3M C 3TUM 3aboneBaHuem
O6Hapy>KMBaeMbiX B Pas3/iMyHbIXx OpraHax
6YropKoB, XOTH CaM YYeHbll He cuyuTan mx
Mopdonornyeckum cybctpatom 605€3HU
1 OTOXAECTBNSN BYrOpKU B JIETKMUX C U3Me-
HEHHbIMU TUMdaTUYECKUMU Y3amMu.

(no ctpaHuyam MHTepHeT-UCTOYHMKOB)
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O6ocHoBaHue. [lpu nonagaHuu rpaHysa ruaporess B eayA04YHO-KuLeYHbin TpaKT (MKKT) oHu agcopbupyroT BoAdy, 3aMeTHO
yBe/IMYMBAIOTCS B 06bEME M MOrYT Bbi3BaTb OBTYPALIMOHHYIO KMLLEYHYIO HEMPOXOAMMOCTb. CBOEBPEMEHHASA AMarHoCTMKa
KMLLIEYHOM HEMPOXOANMOCTU B TAKUX Cy4asiX MOXET ObITb 3aTpPyJHEHA M3-3a OTCYTCTBMUSI B aHaMHE3€ CBEIE€HMI O MporaThl-
BaHWM rpaHyn rugporens. TpyaHbIM SBASETCS U BbIOGOP TAKTUKKU IeYEHUS TaKnX 60/1bHbIX. ONMMcaHUe KIMHNYEeCKUX C/lyYaeB.
lpnBoANTCS onucaHue Tpex KIMHUYECKUX CayYaeB. B nepBoM KIMHUYECKOM rnpuMepe (geBo4Kka B Bo3pacte 5 net) npej-
CTaBJIeHbl Pe3y/ibTaTbl KOHCEPBATUBHOIO BbIBEAEHUS M3 KULLIEYHMKA MMAPOreNeBbIX LWapMKoB Yepes 8 4 ¢ MOMEHTa nporna-
ThbiBaHWs rpaHy. Bo BTOPOM m TPETbEM KIMHUYECKMX NPHUMepax npoAeMOHCTPUPOBAaHbI C/I0XKHOCTY AMarHOCTUKM 06TypaLm-
OHHOM KMLLIEYHOM HEMPOXOANMMOCTH, BO3HMKLLIEN B pe3ysibTaTe HabyxaHus rpaHyn rugporess. B atux ciyydasx notpeb6oBaioch
MPOBEAEHNE XMPYPrUYECKOro IeyeHus. 3aKayeHme. B nepBbie CyTKU nocse npornatbiBaHUs pe6EeHKOM rpaHys rmaporess
MeToA0M BblGopa A/151 BbIBEAEHNUS MHOPOAHbIX TEJ ABSETCS KOHCEepBaTUBHAas Tepanus, Npeaynpexaatolias pa3smutme o6Ty-
paLMOHHOM KuLLueYHoM HerpoxoaumocTu. [Mpn obpalleHnn pebeHKa B cTalMoHap ¢ CUMITOMaMn KULLIEYHON HENPOXOAMMO-
CTU [TOKa3aHO XUPYPrmyeCcKoe IeYeHUe C NOJIHONM 3BaKyaLMen rmaporeseBbiX WapuKOB U3 KEYA0YHO-KULLIEYHOrO TpaKTa.
Knrw4yeBble cnoBa: €T, ruaporeneBbie LWapruKu, 06TypaLMOHHas KULIEYHash HernpoXoAUMMOCTb, AMarHOCTUKa, Jie4eHue,
KOHCcepBaTMBHas Teparins, XMpypriudeckoe e4eHme.

(Ana yntupoBanms: lllaHrapeeBa P.X., BaneeBa I.P, YeHnaynaea W.T., Mupacos A.A., 3anHynnuHd P.P, Conagatos I1. 0.
MocneacTeug npornaTbliBaHWA AETbMU TMAPOTreNneBbIX rpaHyn: KIMHUYECKUe HabntoaeHus. Bornpockl coBpeMeHHOM rnegmar-
pun. 2019; 18 (5): 374-379. doi: 10.15690/vsp.v18i5.2062)

OBOCHOBAHME PbIHKa LWMPOKMUM aCCOPTUMEHTOM TOBApOB, MpUBAEKaoLmX
Mpo6iema WHOPOAHbLIX TEN XKEeNyAoYHO-KWULWEYHOro BHUMaHWe pebeHKa W NpeacTaBASIOWMX OAHOBPEMEHHO
Tpakta (KKT) B neamaTpuyeckom MNpaKTUKE COXpaHseT OMacHOCTb 415 ero *u3Hu [1-3]. K Takum ToBapam OTHO-
aKTyanbHOCTb B CBAI3W C HaMoOJIHEHWEM NOTPEBUTENLCKOIO CATCA, B YaCTHOCTU, U3Lenusa u3 rugporens — nonumep-
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Consequences of Hydrogel Granules Swallowing by Children:
Case Study

Background. When hydrogel granules enter into gastrointestinal tract (GIT) they start to adsorb water, increase in volume and can cause
obturation intestinal obstruction. Early diagnostics of intestinal obstruction in such cases can be difficult due to the lack of information
about hydrogel granules swallowing. The choice of management in such patients is also pretty tough. Clinical Case Description. Three
clinical cases are described. First one (5 year old girl) shows the results of conservative removal of hydrogel granules from the intestine
8 hours after their swallowing. The second and third clinical cases demonstrate the difficulties of obturation intestinal obstruction
diagnostics in the result of hydrogel granules increasing in volume. Surgical management was required in these two cases. Conclusion.
Conservative management preventing development of obturation intestinal obstruction is the method of choice for removal of foreign
bodies during the first day after hydrogel granules swallowing. The surgical management with complete removal of hydrogel granules
from GIT is required, if the child resorts to hospital with intestinal obstruction symptoms.
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HOro MaTtepuana. Yalye Bcero ato pasHOLBETHbIE rpaHysbl,
ncnonb3yemble gnopuctamm ang obecrnevyeHus pacTeHus
Bfaron B nepepbiBax MeEXAy PeakMMU NOMBaMM, a TaKkKe
B KayecTBe [JeKopaTUBHOro cpeactaa (puc. 1). Kpome Toro,
mMaTepuasnbl Ha OCHOBE rMaporenst UCNonb3ylT NP NPoU3-
BOJCTBE AETCKUX UMPYLLEK.

[paHynbl rMaporens aacopobupyoT Body U MOTYT yBenu-
ynBaTbCa B 06beMe B AECATKM pa3: OAUH rpaMM BellecTBa
rnaporens snutbiBaeT Ao 200 r xuakoctu. Monagas B KT
pebeHKa, ruaporeneBble rpaHyfbl HabyxatoT, npesBpala-
I0TCA B LWIApWUKKU M Bbi3biBalOT 06TypauMio KuleYyHunKa [1].
[narHocTMKa gaHHOM NaTo/IOrMK YacTo NPeaCTaBASET CNOXK-
HOCTW M3-3a OTCYTCTBUS B aHaMHe3e JOCTOBEPHbIX CBEAEHMN
0 MpornaTtblBaHUKU rpaHyn rmaporens U peHTreHHeraTtuBHo-
CTU AaHHOro matepwuana [4].

Maporenesble WapUKKU NPU AAUTENBHOM HaxXoXAEHUU
B KMLIEYHWKE MOryT Bbi3BaTb MepdopaLymio CTEHKU KWL-
KW W neputoHuT [5, 6]. B. Mirza n A. Sheikh [7] coo6-
LatloT O NleTanbHOM Mcxode Mnpu AaHHOM natonoruvu. Mel
Ha6bnoganu 11 geten (7 My*KCKoro nona) ¢ o6TypaLmnoHHOM
KULWEYHOM HEMpPOXOAMMOCTbIO, BbI3BaHHOM MpornatbiBaHu-
€M TMAporeneBbIX WapuKoB: 4 NauneHToB B Bo3pacTe [0
ofHOro roga, 6 — B Bo3pacte 1-2 net, 1 naumneHT 5-net-
Hero Bo3pacTa. B cBA3K cO cBOEBPEMEHHbBIM 06palleHneM
3a MeAMUMHCKOW nomMollblo B 9 cnyyasx 6blia npoBedeHa
KOHCepBaTWBHaa Tepanus C LeNblo BbiBEAEHUS WapUKOB
rngporens u3 KT (kiMHudeckun npumep 1). B aByx cny-
Yasax nauueHTbl MOCTyMWAM B CTauMOHap C CMMMTOMamu
06TYpaLMOHHON KULWEYHON HenpoxoanuMocTu. [poBedeHo
onepaTtuMBHOE fle4eHUE C MOMOKMUTENbHLIM UCXOAOM (KNUHU-
Yyeckue npumepbl 2 1 3).

KNIUHUYECKME HABNTIOAEHUA

KnuHuyeckuit npumvep N2 1

O naumeHTe

B petcKkoe xupypruyeckoe otaeneHue [oOpoAacKown aet-
CKOM KIMHMYeckomn 6onbHULbl N2 17 (Yda) noctynuna naum-
eHTKa P. B Bo3pacTe 5 neT, co cnoB poauTenen, yepesd 8 u
C MOMEHTa npornaTtbiBaHWs MHOPOAHOrO Tena. [eBo4yKa npo-
rnoTuna HeM3BECTHOE KOMMYECTBO CyxXMX FpaHyn ruaporens,
CnyTaB WX C MOCbINKOW AN Kynuyen. MNpu noctynneHum pebe-
HOK ano6 He npeabaBAsaeT. TOWHOTbI, PBOTbl HET.

dusnKanbHas AMarHocTMKa

O6GBLEKTMBHO: COCTOsSIHME yaoBneTBoputenbHoe. Co3Ha-
HUe acHoe. NonoxeHne akTuBHoe. KoxHble MOKpPoBLI 611e-
HO-PO30BOW OKPAaCKM, BlaxKHble, YncTble. Bugumble cnmau-
CTble 060/104KMN PO30BbIE, YACTbIE. 3EB HE TMNEePEMUPOBaH,
MWHAaNMHbI HE yBenn4yeHbl. CKnepbl 6enble. TenocnoxeHune
npaBunbHoeE. [PyaHas KneTka 06bl4HOM GOpMbl, 06€ NO0BU-
Hbl CUMMETPUYHO Y4acCTBYIOT B aKTe AblxaHWs. [epKyTopHO
onpeaensieTcsa ACHbIM NeroyYHbIn 3BYK. AyCKYNbTaTUBHO AblXa-
HWEe BE3WKyNsipHOe, MPOBOAMUTCS NO BCeM nonsam. Yacrtota
ObixaHusa (44) 20/muH. ToHbl cepaua sicHble. YactoTa cep-
AeyHbix cokpaueHnn (HCC) 82 ya./MuH. A3blK BRaxKHbIN.
HuBOT npaBunbHOM GOpPMbI, HE B3AYyT, Yy4acTBYET B aKTe
ObIXaHWs, Npu nanbnaumMm MSArkum, o6bemMHble o6pa3oBa-
HUS He onpeaensitoTcs. CUMNTOMbI pa3aparKeHus GpoLWnHbI
oTpuuaTenbHble. [leyeHb He yBennyeHa, nanbnaunsa 6e360-
nesHeHHas. CeneseHka He nanbnupyetcs. lepuctanstnka
KWUWeYHWKa yaosnetsoputenbHasa. CTyna Ha MOMEHT MOCTy-
nneHns Het. MoyeucnyckaHne 6e360/e3HEHHOE, CBOOOA-
Hoe. Mo4a BMW3yanbHO CBETN0-KeNnToro Lseta. CUMMMNTOM
NOKoJla4uBaHmUs Mo MOACHUYHOM 06NacTU OTpULaTESbHbIN
C 06€eunxX CTOPOH.

lpeaBapuTenbHbIN guarHo3: NHOpoaHble Tena Xenyaou-
HO-KMLIEYHOro TpaKTa, rpaHybl rMaporens.

Puc. 1. BHewHun B1a
WwapuKkoB ruaporens (A)
1 ynakoBKa ToBapa (b)
Fig. 1. The appearance
of hydrogel granules (A)
and its package (B)
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AnarHocTnyeckune npoueaypbi

BbinonHeHO ynbTpa3BYKOBOE MWCCeAOoBaHME OpraHoB
OPIOWHON MONOCTU — NATONOIMMU He BbISIBAEHO. Y4uTbiBas
CPOK 3ab0s1eBaHug, BbINonHeHWe ubporactpoyajeHoCKo-
nuun (PrAC) n 0630pHON peHTreHorpadmm opraHoB GPIOLLHON
NOJIOCTM COY/IN HeLleNlecoobpasHbIM.

Knunudeckunn guarHod: NHopoaHble Tena KT, rpaHysbl
ruaporens.

MeamunHCKMe BMeLlaTe/IbCTBa

lMpoBeaeHO fneyvyeHMe Mo BbIBEAEHWIO WMHOPOAHbIX Ten
13 KT. Bbin MCKAOYEH SHTepalNbHbIi NPUEM XKUAKOCTMU.
dusnonornyeckas NOTPeOHOCTb B UAKOCTU B TeyeHne 18 4
BOCMOMNHANACh MHOY3MOHHON Tepanuen.

[leBo4YKa nNnpuHUMana oiMBKOBOE Macno per os no 1 cro-
JIOBOW NOXKE Yepes Yac (BCEro 7 NIOXKEK).

B nepuvop HaxoxaeHus B cTauMoHape pebeHoK nonyyan
NUTaHWe C BbICOKMM COAEPIKAHWEM KNeT4aTKuM (Kawm, 5610-
KK, 6aHaHbl). BbIMOAHANMCE MacnsHble KM3Mbl 2 pa3a/CyT.

AnHamuKa n ucxogbli

3a nepuoa HabnAeHUS COCTOSHWE NaUMEHTKW YAOB-
nersoputenbHoe. Ha yTtpo (4epe3 15 4 ¢ MOMeHTa npo-
rnaTblBaHUS MHOPOAHOrO Tena) CO CTy/IOM GblfI0 MONYy4YEHO
7 wapuKoB ruaporens pasmepamn 1,0-1,5 cm. Beyepom
(4epe3 22 4 nocne CTapToBOW Tepanuu), Nocae MacasHOM
KNM3Mbl 6blin NofydyeHbl 15 WapuKoB rMaporenst pasHoro
Kanubpa (ot 1,5 go 2,5 cm B gnametpe). MNpu nocneayowmnx
Knn3max (BbINOSHEHO 4 npoLeaypbl) BbIBEAEHUS MHOPOHbIX
TeNn He OTMeYanocb. 3a BPEMS HaxOXAEHWs B cTauuoHape
COCTOSiHWE pebeHKa 6e3 yxXyAlWeHWN. JHTepasbHbli npuem
MOKOCTM BO30GHOB/EH Yepesd 18 4 OT MOMEHTa MocTyne-
HUS. Ha 3-u cyT naumeHTKa BbinN1caHa AOMOW B YAOB/ETBO-
PUTENBHOM COCTOSIHUM.

KnuHuyeckun npumep N2 2

O nayuneHte

[eBouka A., Bodpact 10 mMec, nocTtynuaa c cTauuoHap
yepes CYTKM OT Havana 3aboneBaHus C )anobamMun Ha pBOTY,
BSJIOCTb, COHIMBOCTb, OTKa3 OT eApbl.

N3 aHaMHe3a WM3BECTHO, YTO HaKaHyHe pebeHOK ynan
¢ avBaHa. OCMOTpeHa y4aCTKOBbIM NeaMaTpOM B MONUKIIN-
HUKEe Yyepe3 6 4 OT MOMEHTa NafeHus, HanpaBfeHa K Henpo-
XMpypry. YcTaHoBNEH AnarHo3 «CoTtpsiceHne ronoBHOro Mos-
ra». Pogutenn OT rocnutanusauun OTKa3anucb, NE€YUINCH
aMbynaTopHO (NPOBEAEHHOrO leYeHNst He MOMHSAT). Beyepom
poauTenu 3aMeTuau onyxonesuaHoe obpa3oBaHue B 0bna-
CTW XXnBoOTa. BbizBanu 6puragy CKOPON NOMOLLM.

Peb6eHOK AgocTaBneH B AETCKOEe XMpypruyeckoe otaene-
HWE MO MECTY XXWUTeNbCTBa, rAe OCMOTPEH XMPYProM: BbisiB-
NleHo onyxoneBuaHoe o6pa3oBaHWe B Me3oracTpaibHOW
obnactu. BbinonHeHa peHTreHorpadusi opraHoOB TPyaHOM
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KnuHun4yecKoe Ha6GnogeHue

M GPIOWHON MOJIOCTU — MaTONOrMYECKUX TEHEN HE BbISIB-
neHo. Cutyauus pacLeHeHa KaK TOHKO-TOHKOKMLIEeYHas
WHBarMHaums, a nanbnupyemoe ob6pasoBaHWe — Kak
MHBaruvHat. B aKCcTpeHHOM nopsiike pebeHOoK B3AT Ha one-
paTMBHOE fevyeHune. BbinonHeHa nanapoToMus LOCTYNOM
no BonkoBuyy—/lbSIKOHOBY: B MOAB3AO0LWHON KULLIKE O6GHa-
PY*XEHO OKpyrnoe o6pa3oBaHue, 06Typupylollee Mpo-
cBeT. O6pa3oBaHue NPOABMHYTO MO TOHKOMY KULIEYHWUKY
B TOJICTbIA, B MpPOLIECCE 4Yero OHO dparMeHTUpoBanoChb.
B nocneonepauMoOHHOM nepuoge OTMevanocb KpaTKoBpe-
MEHHOE y/nyyleHne COCTOSHUS, NOSIBIEHWE CKYAHOrO caMo-
CTOATENbHOrO cTyna 63 MHOPOAHbIX TeN; OAHAKO Ha 3-U CcyT
nocne onepauuu ctanuM HapacTaTb CMMMTOMbl KWLLIEYHOW
HEenpoxoamMmocTu. o NMHWMK CaHUTapHOM aBuauuu pebe-
HOK fgocTaBneH B PecnybiuMKaHCKyl0 AETCKYK KIWHMKYe-
cKyto 6onbHuuy (POKB, Yda). MNpu nocTynieHnn coctosHue
TaXKenoe, 06ycnoBAEHHOE 3HAOTOKCMKO30M M 3KCMKO30M.
MpuctynoobpasHble 601K B XKMBOTE, OTMEYaeTcs pBoTa
3aCTOMHbBIM KMULWEYHbIM COAEPKMUMbIM.

®dusnKanbHas JMarHoCTUKa

Temnepatypa Tena 37,8 °C. KoxHble NOKPOBbI YUCTbIE,
6negHble. A3blK CyxOW, OGSIOKEH 6enbiM Hanetom. ToHbI
cepaua putmuyHble. YCC 126 ya./mMuH. blxaHUe KeCTKoe,
NPOBOAMUTCS MO BCEM JieroyHbiM nonam, Y4 34/mMuH. Apte-
puanbHoe aaBneHue (A) 80/60 mm pT. cT. XKnBOT B3aYyT,
npy nanbnauunu MArkuinm, G0NEe3HEeHHbIM BO BCEX OTaenax.
Mpwn aycKynbTaLumm BbiCAyLWMBAETCS WyM «MecKka». B npasow
noAB340LHOM 06/1acTh MMeeTcs nocneonepaLMoHHas paHa
0JIMHOM 5 CM, WBbI COCTOATENbHbIE.

lpeaBapuTenbHbIN anarHo3: 06TypaunoHHas KuledyHas
HEenpoxoanMmMocTb.

AnarHocTuyeckmne npouegypbl

06U aHanU3 KpOBH: apuTpoLnThl 3,54X1012/n (Hop-
mMa, N, 3,6-4,9), remornobuH 99 r/n (N 110-135), usetoBow
nokasatenb 0,70 (N 0,85-1,15), TpomMGoLuThl 331X10%/7;
nefikoumTbl 10,1X10°/n: 303UHOGUALI 4%, NanouKosaepHble
1%, cermeHTosigepHble 50%, numaoounTbl 35%, MoHOLMTLI 10%.
O6WKnM aHann3 Moyun 6e3 NaToNorMYeCKNX 3SMEHEHNUN.

Puc. 2. JeBouka A.,

10 MecC: peHTreHonornyeckoe
ncecnegoBaHue opraHos
6pIOLWHOM NONOCTH

Fig. 2. Girl A., 10 months:
X-ray imaging of abdominal
organs

Puc. 3. MHTpaonepaLmoHHas
doTorpadus: 3-u cyt nocne
npornaTbiBaHus rmaporeneBbix
rpaHyn

Fig. 3. Intraoperative photo:
third day after hydrogel granules
swallowing
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lNpumeyvaHune. B noaB3a0WHON
KULLKE KOHTYpUpYHOTCS
MHOECTBEHHbIE MHOPOHbIE
Tena (cTpenka).

Note. Multiple foreign bodies
can be contoured in the ileum
(arrow).

lNpumevarme. Busyannaupyorcs
dopmupytoLmecs apKkapl

1 MHOXECTBEHHbIE YPOBHU
WUOKOCTU (CTPENKM).

Note. Developing arcades

and multiple fluid levels

are visible (arrows).

Bbroxmmuyeckuii aHanns Kposu: obwun 6enok 64 r/n,
anbbymuH 50 r/n, anaHnHamuHoTpaHchepasa (A/IT) 8 Ea/n,
acnaptatamuHoTpaHcdepasa (ACT) 24 Ea/n, obwmn 6unm-
py6uH 13,1 MKMONb/M, MOYeBMHa 7,5 MMOMb/N, KpeaTUHUH
45,9 MKMOAb/N, Kanun 3,1 MMonb/n, HaTpun 142 MmMonb /A,
Kanbuun 2,3 mmonb/n. lNpoBeaeHa 0630pHas PEHTreHo-
rpadus opraHoB OPIOLWHOM MOSIOCTU: OMNpeaensucb MHO-
KECTBEHHbIE YPOBHU XMAKOCTU U POPMUPYIOLLMECS apKu
(puc. 2).

KnuHnyeckuit gnarHo3d: O6TypauMOHHaAs KULLIEYHas He-
NPOXOAMMOCTb, Bbl3BaHHAs MHOPOAHbLIMU TENaMM.

MeauLumnHCKne BMeLlaTeIbCTBa

Ha 3-u cyT 3ab6oneBaHuns nocne npegonepauMoHHON noa-
rOTOBKM BbIMO/IHEHO 9KCTPEHHOE OMnepaTUBHOE NeyYeHne —
cpeanHHas nanapoToMMs, pacnyLleHbl WBbl OT Npeablaylen
onepaumn. MNpu peBn3nn B GPIOLLIHON NONOCTU — HE3HaYu-
TeNbHOE KONMYeCTBO CEPO3HOro BhinoTa. MNetnn KnweyHuka
nepepasaytble. B Tolen U NOoAB3A0WHON KULIKE KOHTYPUPY-
€TCS1 MHOXECTBO MHOPOAHbIX TeS, KOTOopble 06TYPUPYIOT Npo-
CBET KMLIEYHMKA Ha YPOBHE TOLLEN KULWKM (puc. 3). MeTogom
«BblAanBaHWs» U3 KULWEYHWKa 3BaKyMpOBaHbl rMaporenesble
LapUKK pas3nunyHbIX pa3dmepos (oT 1 go 3 cm). B nocneone-
pauMoHHOM Mepuoae MNPOBOAMAUCL aHTUOGaKTepuanbHas
W cMMMATOMATUYeCKas Tepanus, a TakKKe MeauKaMeHTO3Has
n puanotepaneBTUYECKas CTUMYNSALMSA KULLEYHUKA.

AnHamuKa n ncxopgbi
lMocneonepaunoHHbIM Nepuoa NpoTeKan yAoBIETBOPU-
TenbHo. BbinncaHa 13 ctaunoHapa Ha 10-e cyT.

lporHo3
[MporHo3 ans »M3HW U 340pOBbS pebeHKa 6naronpu-
ATHbIN.

KnuHuyeckuit npumep N2 3

O naymeHTe

ManbuuK A., 11 mec, 3abonen ¢ NosiBNEeHUsA Kals, Cau-
3UCTbIX BblAENEHUI N3 HOCA, MHOTOKPAaTHOW PBOTbI, BANOCTH,
cna6octu. CUMNTOMbI pa3BUIUCb NOCe TOro, Kak pebeHoK
HEeKoTopoe BpeMsa 6bll Nog NpucMoTpom 6pata 5-netHero
Bo3pacrTa.

Ha cnegyoumi geHb Manb4ymK 4OCTaBfEH B peaHUMaLm-
OHHOe oTaenieHne LleHTpanbHON paiOHHOM 60bHULBI C ANa-
rHo3om «OPBW ¢ abagomuHanbHbiM cuHApOMOM». B cBA3M
C HEOOHOKpATHOW PBOTOM 3aCTOMHbLIM XKENyAo4YHbIM codep-
XumbIM npoBeaeHa OIAC. 3aKknoyeHne: ayoaeHoracTpasib-
HbI pednioKc, KaTapaibHbli 330darut. o AaHHbIM Yib-
TPa3BYKOBOro MCCNeAoBaHWS OpraHoB OPIOLWHOM MOSIOCTH
naTofiorMM He BbisiBNeHO. Ha ¢doHe MHTEHCMBHOW Tepanuu
COCTOsiIHWME 60/bHOMO0 MPOAOMKAN0 YXyAWaTbCs, NOSBUIUCH
CMMMTOMbI OTEKA ros0BHOro moara. OTmeYanucb reHepanu-
30BaHHblEe CUMMTOMATUYECKME TOHWMKO-KIOHMYECKME NpPU-
CTyMbl C YTHETEHWMEM CO3HAHMS M AUCMHO3. B CBA3M C 3TUM
yepes 48 4 OT Havana 3aboneBaHua pebeHOK nepeBeaeH
Ha WMCKYCCTBEHHYIO BEHTUNSAUMIO Nnerkux. locne crabunu-
3aLMKn COCTOSIHMS, Ha 4-e CcyT OT Havyana 3abonesaHus, ons
[JanbHeWLWwero ne4yeHnss B CONPOBOXKAEHMU peaHMmaTosnora
nauveHT nepesefeH B [eTCKMM LEHTP MCUXOHEBPOOrMK
n anunentonoruun (AUM3, Yoa).

®dusnKanbHas AMarHoCTUKa

B otaeneHnn peaHumaumnn ALUIMI coctosHue pebeHKa
TAXenoe, o6ycnoBAEeHHOE HEBPOSIOrMYECKMMU, METabOoNU-
YECKMMU, BOAHO-3EKTPONUTHLBIMU HaPYLIEHUAMU, IHAO-
TOKCMKO30M W reHepanM3oBaHHOW BUPYCHO-6aKTepuasb-
HOM WH}EKLMEN, OTEKOM ronoBHoro moara. Co3HaHne —



MeAMKaMeHTO3Has ceaauns TUONEHTaNoOM HaTpus, rnybuHa
COOTBETCTBYET KOMe 1-i creneHun. 3padykn D = S, munos,
dpoTopeaKkums cHumeHa. OTMedaeTcss ob6las MbllleyHas
TMNOTOHMS, No3a pacnnactaHHas. CyxounbHble pedneKchbl
OXMBNEHbl. Pedpnekc babMHCKOro NonoXuTenbHbIM ¢ 06e-
X CTOPOH. MeHUWHreanbHble 3HaKK CnabonosioXKUTENbHbIE.
Mo HazoractpanbHOMYy 30HAY — 3aCTOMHOE COAEPKMMOE
no 1000 mn/cyt. MNpoBOAUTCS MCKYCCTBEHHAs BEHTUAALNSA
Nerkux. AyCKynbTaTMBHO [blXaHWe XeCcTKoe, NpPOBOAMTCH
no BceM nonsam. TOHbI cepaua PUTMWUYHbBIE, MPUTAYLLEHbI.
YCC 144 ya./muH, AL 99/48 MM pT. CT. }KMBOT He B34yT,
npy nanbnaunn MArkum, 6e36o0ne3HeHHbIn. MNedyeHb +2 cMm
n3-nog Kpas pebepHon ayrn. CeneseHka He yBenMn4YeHa.
CTyn CKyAHbIN (OMOPOXKHANCL OTAESbl HUMKE TOLLEN KMULLKK)
oTMeYancs A0 YeTBepTbiX CYTOK OT Hayana 3abofneBaHus.
MNocTeneHHO HapacTana 06TypaLmsa Ha yPpOBHE TOWEN KULLKK,
B34yTUE XKMBOTa He GUKCUPOBaNM.

lpeaBapnTenbHbin agnarHo3: OCTpbli MEHWHrosHueda-
JIUT HESICHOW 3TUOJMIOMUK, OTEK FOJIOBHOIO Mo3ra, koma |.

AnarHocTuyeckune npouyeaypbl

O6wunr aHanua KpoBu (4-e cyT 3aboneBaHus): 3pwu-
TpouuTbl 3,54%10%2/51, remorno6uH 79 r/n, TPOMGOLM-
Tbl 331><109/n, uBetoBon nokaszartenb 0,70, nenkouuTbl
12,67x10%/n: 303UHOGUIbLI 2%, NanouKosaepHble 1%, cer-
MeHTosaepHble 52%, numdouuntbl 42%, MoHOUMTLI 3%, CKO-
pPOCTb OCeAaHus 3PUTPOLIUTOB O MM /u.

O6wWnin aHann3 mouu (4-e cyt 3aboneBaHus): LBET CBET-
N0-KenTbl, 6eNoK oTpuuaTenbHbIM, yaenbHbin Bec 1027,
pH 8,0, nenkoumntbl 8—9—9 B none 3peHus, aNUTenun eau-
HUYHbIN.

BUoxMmmyeckun aHanus KpoBu (4-e cyT 3aboneBaHus):
obuwmn 6enok 64 r/n, ANIT 50 Ea/n, ACT 8 Ea/n, obwun
6unupybuH 13,1 MKmMoOnb/n, MoyeBWHa 16,8 MMmOb/n
(N 1,8-6,4), KpeaTnHuH 128 mmonb/n (N 27-62), Kanun
2,3 mmonb/n (N 3,5-5,0), HaTpuin 134 mMonb/n, KanbLumn
2,3 MMonb/n, xnopuabl 88 MMOb /1, NaKTaTAernaporeHasa
270 E[, wenoyHasa docdataza 132 E/.

KucnoTHo-weno4yHoe coctosiHue (4-e cyT 3aboneBaHus):
pH 7,423, pCO, 40,5 E/, pO, 66,9 E/l, naKktaTt 5,6 Mmmonb/n,
BE 1,4 mMonb/n, OCMONASIPHOCTb KPOBKU 278 MOCMOSb /1.

MMMyHONormyeckne nokasatenun (4-e cyt 3abonesa-
HUS) — B HOPME.

AHan13 CNMHHOMO3rOBOW XMAKOCTH (4-e cyT 3abonesBa-
HUS): Npo3payHas, 6ecuBeTHas, UMTO3 06wmn 13/3, cer-
MeHTOsIAepPHbIX HenTpodunos 9/3, numdountoB 4 /3, 6enok
0,085%o0, peakuuns NaHaM NONOXKUTENbHAS.

AneKTpoaHuedanorpadus (4-e cyt 3aboneBanHus): Aud-
dy3Hble M3MeHeHWs OGMOMOTEHLMaNoB C MOBbIWEHHbIM
WMHOEKCOM HW3KOaMMAUTYAHOro 6eTa-putma, MealeHHbIMM
BO/IHAMK TeTa-gnanasoHa amnautygon o 130 MKB B TEMEH-
HbIX M 3aTblJI0YHbIX 061aCTSIX.

M3-3a Bblpa)EHHOMW HEBPOIOTMYECKOW CUMMATOMATUKK
Ha 4-e CcyT BbINOIHEHA MarHUTHO-pPe30HaHCcHasa Tomorpadus
rOfI0OBHOIO MO3ra: 04aroBOW NaToNOrMK He BbISIBAEHO, UMe-
10TCa AN PY3HO-aTpOPUUYECKME UBMEHEHUS.

Ha doHe MHTEeHCUBHOM Tepanum, NOCTOSHHOM KOPPEKLIMK
BOAHO-3/1EKTPO/IUTHBIX, METABONUYECKUX W HEBPOOTMYeE-
CKMUX HapyLIEHWN COCTOSIHWE MauuneHTa 6bl1o CTabuan3npo-
BaHo. CMMNTOMaTMKa OTeKa ro/I0BHOr0 Mo3ra HWBENUPO-
Banacb, U Ha 6-e cyT pebeHOK nepeBefeH Ha CMOHTaHHoe
AblxaHue. OAgHaKo, No Ha3oracTpalbHOMY 30HAY OTMeYascs
06UNbHbIV 3eN€eHbIN 3aCTOM KULIEYHbIM COAEPHKUMbBIM, KOTO-
pbI pacueHMBancs Kak nposiBleHue NnoaMopraHHoOW Heno-
CTATOYHOCTU U Nape3a KuwedHuKa. Ctyn Ha 5-e n 6-e cyT
oTCyTCTBOBa/. B CBA3M C HEBO3MOMXHOCTbIO 3HTEPaNbHOro
KOpPMNEHWa Ans NOAAEPIKAHUS HYTPUTMBHOrO cTaTyca Mnpo-

Puc. 4. ManbuuK A., Bo3pacT
11 Mec: coHorpaMmma opraHoB
6pPIOLIHON NONOCTH Ha 9-e cyT
3aboneBaHus

Fig. 4. Boy A., 11 months:
sonogram of abdominal organs
on the ninth day of disease

BOAMNIOCH NOSIHOE MapeHTe-
panbHoe NuTaHue.

TonbKo Ha 6-e cyT npw
noMowu nanbnauun nojg
neyeHblo 6bl10 BbIBIEHO
NOABUXKHOE ONyxoneBua-
HOe 06pa3oBaHMe OKPYrIon
GOpMbl C YETKMMWU POBHbI-
MU KOHTypamu (ruaporefb,
agcopbupys WUOKOCTb
B KUWeEeYHWKe pebeHkKa,
HapacTan B o6beme nocre-
NeHHo). BbinonHeHo ynbTpa-
3BYKOBOE ucciefoBaHue:
B MpaBoOW Me3oracTtpalib-
HOM obnacTv onpeaensanocb
aHaxoreHHoe o6pasoBaHue
OoKpyrnon ¢opmbl pasmepa-
Mn go 40 mm B auvameTpe
(puc. 4).

lpeaBapunTENbHbIN AMN-
arHo3: SHTEPOKMUCTOMA TOLWEN KULLKK.

KnnHn4eckun amarHod: 0O6TypauMoHHas KuleyHas
HENPOXoAMMOCTb, Bbl3BaHHas MHOPOAHbLIM TEOM (rMapore-
NIEBbIMW LIAPUKaAMM).

lMpumeyvaHme. Busyanunaunpyetcs
aHaxoreHHoe obpasoBaHue
OKpyrnou Gopmbl (CTpenka).
Note. The anechogenic
formation of round shape can
be visualised (arrow).

MeaumumHCKne BMeLuaTeNbCTBa

PebeHoK nepeseneH B xupypruyeckoe otaeneHme PAKB
(Yda) Ha 10-e cyT oT Hayana 3aboneBaHus. NpoBeaeHo one-
paTUMBHOE NeYeHne: AMarHoCTMYeCKas nanapoCKonmsa ¢ KOH-
Bepcuen. MNpu peBU3nK GPIOLLIHON NMOMNOCTU B TOLLEN KWULL-
Ke 06GHapyXeHO onyxoneBuaHoe ob6pas3oBaHWe pa3mMepom
40 MM, KOTOPOE NEerko pparMeHTUpoBanoch. Xupypruyeckas
6puraga nocuyutana, 4yto ¢dparMeHTbl MHOPOAHbLIX TeN camu
BbinayT u3 XKT. B nocneonepaunMoHHOM nepuoae npoBo-
aunacb KoHcepBaTUBHas Tepanus, Ho 6e3 adpdekTa. B cBA3un
C HapacTaHueM CMMMNTOMOB 06TypaLMOHHOM HEMPOXOAUMO-
CTM Ha 5-e cyT OT NepBOro onepaTMBHOIO BMeLIaTeNbCTBa
BbIMO/IHEHA MOBTOPHAasa cpeAuHHas nanapoTomus. B 6ptolu-
HOW MOMOCTM — nepepasayTble NeTIM TOHKOrO KULEYHUKA,
pbIX/IbIK ChaeyHbl npouecc. B npocBeTe TOHKOM KULIKK
onpegensieTcs MHOXKECTBO reneobpasdHbiX MHOPOAHbLIX Ten,
06TYpPUpPYIOLLMX MPOCBET KULWKK. C NOMOLLbIO 6MMaHyanbHOM
TEXHUKN MHOPOAHbLIE TeNna 3BaKynMpoBaHbl N3 KT

AvnHamMmuKa n ncxogbl

lNMocneonepauUnOHHbIM Nepuoa npoTeKkan rnagko. Manb-
YUK BbIMUCaAH M3 CTalLMOHapa B yAOBJETBOPUTENLHOM CO-
CTOSHWM.

MporHo3
lMporHo3 ans »M3HW W 340pPOBbS pebeHKa Gnaronpu-
ATHbIN.

OBCYXAEHUE

B ToproBow cetv npogatoTcs rpaHyibl U LWAPUKKU TMAPO-
rensi pasHblX MapoK M NPOM3BOAMTENEN, KOTOpble MNpu
NOrpy>KEHNN B BOLY YBENMYMBAIOTCA AO pa3mepa GYCUMHOK
(1,5-2,0 cm) unan TeHHUcHoro mMsva (oo 5 cm). Ho paxke
rpaHynbl rMApPOrens MeHbluMx pasmepos, nonagas B KT
B 60/bLIOM KOMMYECTBE, MOTYT CKNaAblBaTbCA B BUAE KOH-
rnoMepaTa, NpUBOASA K 06TypaLum NpocBeTa KULLKK [2].

Hawn nepBble nauueHTbl C rugporenesbiMM WMHOPOA-
HbIMW Tenamu nosisunucb B 2017 r. 1o 3apy6exKHbIM AaH-
HbIM, TMaporenesBble MHOPOAHbIE TeNa, KaK B Hallewh cepun
cnyyaeB, Hanbosiee 4acTo OBOHapPYXMBAKTCS Yy MallbYMKOB
[8]. Kpome Toro, cornacHo 3TUM e cBeaeHuaMm, o6Typa-
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LUMS KMLWWEYHMKa rMaporeneBbiMM MHOPOAHBIM TelaMK Yalle
Habnogaetcsa y geten B Bo3pacte Ao 18 mec [8]. Mo Hawwemy
maTtepuany, M3 9 MnauMeHTOB, KOTOPbIM MNpoBefAeHa KOH-
cepBaTMBHas Tepanusa, NATepo AeTen 6bUIM B BO3pacTte
12-18 mec.

MonoxutenbHbin 3pdEKT OT NpeniaraeMoln Hamu KOH-
cepBaTMBHOM Tepanuun (CM. KIMHWYecKun npumep N2 1),
npeaynpexjawlen passutne 06TypalLMOHHOM KULLIEYHOM
HEMpPoOXoaMMocCTH, 0BYCNIOB/EH TEM, YTO UCK/IOYEHUE 3IHTE-
panbHOro NpMeMa XWAKOCTU CNOCOBCTBYET CHUMKEHUIO TEM-
na yBennyeHuns obbema rmaporeneBbix WapuKoB, Npy 3TOM
duanonornyeckaa noTpebHOCTb OpraHn3ma B KUAKOCTU
BOCMOJSIHAETCS NapeHTepanbHo. LlenecoobpasHocTb TaKowm
TaKTMKM 06OCHOBaHa 3KCMNEPUMEHTOM in Vitro, NnpoBeaeH-
HbIM HaMu nocne NepBoro cinyvyas obpalleHns 3a MeanLLmH-
CKOW nomolblo pebeHKa, NpornoTMBLIErO rMaporenesble
rpaHynbl. B pamKkax akcrnepumeHTa B 3 éMKOCTM NOMECTUIN
rpaHy/bl rMAPoOrens, pasmepbl KOTOPbIX OCTaBASAN 2—3 MM.
B nepByto nocyay € rpaHynamu rugporens Haaunuv pactu-
TenbHoe (0JIMBKOBOE) Mac/o, BO BTOPYIO U TPETbIO — TEMNyto
BoAy. Yepes yac rpaHy/bl, HaxoAswWmMecs B PacTUTENIbHOM
Macne, He U3MEHUN cBoen GopMbl U pa3MepPoB, B TO BpeEMS
KaK B ABYX APYrux ¢ Tenaon Boaon Habyxaun go 1 cm. 3atem
BO BTOPYIO MOCYAY C YXKe HabyXLWMMK rMaporeneBbiMu Wapw-
KaMW HanunuM pactutenbHoe macno. Yepes 3 4 BO BTOpow
nocyae yBennyeHne o6bema LapuKoB PE3KO 3aMeanuniochb
(7-10 mMm), a B TpeTben nocyae rpaHynbl MpoaosKanu
agcopbupoBaTtbh KMAKOCTb W yBennyuBaTbCd B 06beme
(15-20 MmMm). Ha BCceM MpOTSAXKEHMM IKCMEPUMEHTa B NepBOK
nocyae pasmep rpaHyn He uameHuncs. Mcxoaa us pesynbra-
TOB 3TOr0 3KCMNEPUMEHTA, MOXKHO MPEAnONOKUTb, YTO NPUEM
pacTUTENbHOrO Macna per 0S NO3BOAMT 3aMeannTb TeMMbI
HabyxaHus rpaHyn rugporens. Kpome Ttoro, npvem macna
W BbIMNOMHEHWE MACASHbIX NeYebHbIX KIM3M Cnoco6CTByET
YCUNEHUIO NEPUCTaNbTUKK. [OMNONHWUTENbHbIA MONOXWUTENb-
HbIl 3PDEKT MOXKHO O¥MaaTb NPU BKIKOYEHUU B paLMOH
NMUTaHWA NPOAYKTOB C BbICOKMM COAEPXKaHMEM KneTyaTKM.
MocnegHve yBenuynBalOT KOAMYECTBO XMMycCa, B cCOcCTaBe
KOTOpOro 6yayT NPoABMraTbCs MHOPOAHbIE TENa, U CHUXKAIOT
BEPOSATHOCTb CO3[aHNs KOHIlomepaTa.

MpeumyllectBa npeanaraemMoro Hamum crnocob6a npo-
GUNaKTUKM 06TYpaLMOHHON KULIEYHOW HEMNPOXOAUMOCTHU
y A€TEN, BbIBBAHHOW MMAPOreneBbIMU WapUKaMM:
® pacTUTeNbHOE Macno SBASETCA MPOAYKTOM MUTaHWUSA

1 6e3onacHo ans pebeHKa KaK npu npueme BHYTpb, Tak

W NpY BBEAEHWUW B BUAE NEYEOHbIX KIU3M;
® JIerko nepeHocuTcs pebeHKOM, TaK KaK HET rosiogHon

naysbl (eCT nuuly, coaepxKallyl KneTtyaTKy, GU3nonoru-

yeckasi NoTPe6HOCTb KMAKOCTU BOCMONHAETCS NapeHTe-
panbHo);
® JleyeHue He TpebyeT 3HaYUTENbHbIX 3aTpaT AEeHEMKHbIX

CPEeAcCTB;
® HEeWHBAa3WBHOCTb, 6€3601€3HEHHOCTb, OTCYTCTBME NOGOY-

HbIX JENCTBUN;
® OTCYTCTBME MEAMKAMEHTO3HOW Harpy3Ku.

Hamu 6bin nonydeH nateHT N2 2681653 «Cnocob npo-
PUNAKTUKKM OBTYypaLMOHHON HEMNPOXOAMMOCTU KULIEYHUKA,
BbI3BaHHOW rMAPOreNeBbIMU WapUKaMn y getemn» ot 12 map-
Ta 2019 r. KoHcepBaTMBHas Tepanusa ycnewHo npoBeaeHa
9 nauueHTam, M3 HUX TPOMM B amOynaTOPHbIX YCIOBMSX.
Hago oTMeTWTb, YTO B TPEX CaydYasx Npu NOCTYNAEeHUW geTen
B NepBble 3 4 C MOMEHTa yCTaHOBNEHUS daKTa npornaTtbiBa-
HUS UMK MHOPOAHOro Tena BbinonHeHa ®IAC, ogHaKo MHO-
poAHble Tena He BblIn 0BHaPYKEHbI.

HekoTopble aBTOpPbl PEKOMEHAYIOT MpW NpornaTbiBaHMK
rMAPOreNeBbIX rpaHyn MX 3KCTPEHHOEe 3HLOCKOMMYecKoe
yaaneHve. Ecnv npu 3TOM rpaHyfibl UAK LWAPUKK Tuapore-

N9 He BM3yaNnu3upyloTcs, TO B KpaTyallne CPOKWM MoKa-
3aHO onepaTtuBHoro nevexHune [3, 4]. Mo gaHHbIM J. Irving
M coaBT. [4], 6bICTPO paclMpaoWMecs NOAMMEPHbIE LAPUKK
MOFYT MpeBbIWaTh AUaMeTP TOHKOM KULIKK (2,5—-3,0 cMm) yKe
B Te4yeHne 6 4 nocne nonagaHusa mHopogHoro Tena B KT
BmecTte ¢ Tem, J. Jackson 1 coaBT. [2] coobuatoT 0 cnyvyae
KOHCEepPBATUBHOIO iedeHns AEBOYKM B BO3pacTe ABYX NeET,
npornotuswen okosno 100 rpaHyn rugporens. lMaumeHTKe
nepopasnbHO BBOAWIN HATPUEBbLIA PACTBOP MONUITUNIEHINU-
Konsl/aneKkTponuTa us pacyeta 150 mn/4. ABTOpPbl OTMEYALOT,
4yTO 4yepes 9 4 OT Hayana Tepanuun y pebeHKa oTmevanacb
TMMAOMMKEMUS, KOTOPYIO CBSA3bIBAKOT C rONOAHOM May30M.
Yepes 11-24 4y oT HaYyana Tepannn BMECTe C UCMNPaXKHEHNS-
MU BbILLIO MHOXECTBO rMApPOreNneBbiXx MHOPOAHLIX Tes.

B AByx onvcaHHbIX HAMK cydasx noTpeboBanock onepa-
TMBHOE nedveHue. KnnHuyeckumm cnydam N2 2 nokasbiBaeT, 4TO
C/IOXXHOCTU AMArHOCTUKKM OBTYPaLIMOHHOW KULIEYHOW Henpo-
XOAMMOCTH, BbI3BAHHOW LWapUKamu ruaporensi, cBA3aHbl
C TEM, YTO pPoaUTENN He 3Hanu 0 GaKTe npuema pebeHKom
BHYTPb rpaHyn rugporens. bonee Toro, BO BpemMsa nepsow
onepauuun xupypr obpaTun BHMMaHWe TONbKO Ha ruapo-
refieBblM WapMK, MOJIHOCTbIO O6TYpPMPOBAaBLLUMM MNPOCBET
KULLIKK (OH 6bl1 NPOABMHYT B TOMCTYIO KMLLKY). OcTanbHble
WAaPUKMU MEHbLIMX Pa3MepoB OCTalUCb He3aMeYeHHbIMU
B BbllENEXalmx oTaenax, Yto npuBeno K peuuanBy o6Ty-
PaLMOHHOM KMLIEYHOW HEMPOXOAMMOCTW B Mocneonepauu-
OHHOM Mepuoge W MOBTOPHOMY OMEPaTUBHOMY JEYEHMIO.
KnuHuyeckoe HabntogeHne N2 3 noKas3biBAeT, YTO COXK-
HOCTM B AMArHOCTMKE CBSA3aHbl C TEM, YTO B LIEHTpasbHOM
panoHHOM 6onbHuue npu GIAC, BbINOSHEHHON Yepes CyTKM
OT Havyana 3aboneBaHus, rpaHybl TMAPOrens He BbISBEHbI,
TaK KaK ycrnenu 3BaKyMpoBaTbCA M3 Kejyaka M ABeHad-
LaTUNEPCTHON KULLIKKM B HWKenexawmue otgensl KT, lMpu
yNbTPa3BYKOBOM WCCNELOBaHWM WHOPOAHbIE Tena TakkKe
He BepuduMLUMpPOBaHbl M3-3a Masblx pa3mepoB. B pe3ynbrate
rpaHy/nbl rMAPOrens B TedeHue AIWUTENbHOro OTpe3Ka Bpe-
MEHW NPOoAOMKaNM afcopbupoBaTb KUAKOCTb, MOCTEMNEHHO
yBenn4mBasicb B o6bemMe U npuobpetasd GopMy LIAPUKOB,
4YTO NMpMBENo K 06TYpPaLMOHHOM KULWEYHON HEMPOXOAMMOCTH.
MHorokpaTtHasi pBoTa, B CBOI o4epefb, NpuBena K BHemMo-
YEe4yHOW noTepe XKUAKOCTU U INEKTPOSIUTOB (Kanus, XNopu-
[oB, HaTpus). MNoBbiWeHWe yaenbHOro Beca movn go 1027
(rMnepcTeHypusl) cBMAETENbCTBOBANO O runosonemun. Oc-
MOMSIPHOCTb MNa3Mbl BCNEACTBME TMMOHATpPUeMun 6Gbina
HWXKe HopMbl. BcneacTBme runoBonemMumn passunack npepe-
HanbHasa ¢dopmMa OCTPOM MNOYEYHON HEeAOCTAaTOYHOCTU C ype-
Muen. B ganbHenwem nposoaunacb MHQY3MOHHasA Tepanus
C KOppEeKUMEN 3SMIEKTPONUTHBIX HapYyWeEHWH, 4TO MPUBENO
K OTHOCMTENIbHOW HOpPManu3aunn YPOBHS 3NEKTPOSMTOB;
C KynupoBaHWem fernapatauum ypemus ToXe HUBEeNnpoBa-
nacb. Bcnegcteue pasBWMTMS TMNOTOHMYECKOrO TUNa Aeru-
ApaTaumun ¢ rMnooCMONSAPHOCTLIO BHEKNETOYHOMO NPOCTPaH-
CcTBa y nauumeHTa passuicad AMdPy3HbIN LIMTOTOKCUYECKUM
OTEK r0/I0BHOr0 M0O3ra, Y4To MPUBENO K YTHETEHUIO CO3HaHUS,
cyaoporam U abixaTeslbHOM HeoCTaTO4HOCTM C HEO6X0AMMO-
CTblo nepeBofa 60/1bHOr0 Ha WMCKYCCTBEHHYHO BEHTUASALMIO
nerkux. Benegcresune 06TypaLMOHHON HEMPOXOAMMOCTHU Hapy-
lwmnacb 6apbepHas GYHKLUMSA KULIEYHMKA, YTO MOMN0 CcTaTb
NPUYUHOW TpaHCNOKaLMM MUKPOOGHOM (Giopbl B KPOBOTOK
C pa3ButMeM BGakTepuemuun. HapylweHne remaTtosHuedanm-
yeckoro 6apbepa NpuBENO K MPOHUKHOBEHUIO MWKPOBHbIX
BO30yAUTENEN B JIMKBOP, YTO NMOATBEPKAAETCH UBMEHEHUS-
MW B aHann3e CMMHHOMO3roBOM KUAKOCTU (HEUTPODUNbHbBIN
naeoumtos). B o6uiem aHannse KPoBU OTMEYasNCs BblpaxeH-
HbIW TEMKOLMTO3 C HEMTPODUIbHbBIM CABUIOM.

B KnnHuYeckux cnydasax N2 2 u 3 Bo Bpems nepBon one-
pauMn MHOPOAHOE Teno, o6Typupylollee NPOCBET TOHKOWM



KULLKK, OblN0o dparMeHTUPOBaHO M HEe MOJIHOCTbIO 3BaKyu-
poBaHo 13 KT, B cBA3M C 4eM NoTpeboBanocb NOBTOPHOE
onepaTtMBHoOe nevyeHune. Pag aBTopoB npu 06TypaLMOHHOM
HENPOXOAMMOCTH KMWEYHMKa, 06YCNOBAEHHON MHOPOAHbLIMM
Tenamu (rMaporeneBbiMU WapuUKamu), BbIMOMHAIOT lanapo-
TOMUIO U 3SHTEPOTOMMUIO C WM3BNIEYEHMEM MHOPOAHOrO Tena
[4] vnn nccevyeHne yvacTKa TOHKOM KULIKWU C HalOXEeHUEeM
aHactomo3sa [1, B]. MNMpn dparmeHTaunn MHOPOAHOro Tena
Hanbonee LenecoobpasHbiM ABNSETCS 6MMaHyanbHas 3Ba-
Kyauus uHopoaHbix Ten M3 MKT 6e3 BCKpbITUA MpocBeTa
KMULIKK C MOSIHOLEHHON PEeBU3MEN TOHKOM KMULLUKM Ha BCEM
NPOTSAKEHUW. ITO NO3BOAUT MUHUMU3UPOBATL PUCKK PeELIn-
AMBa KULLEYHOM HENMPOXOAMMOCTH.

3AK/TIIOMEHME

MaporeneBble rpaHynbl ABASIOTCA OMNACHbIM MHOPOA-
HbIM Tenom ana KT pebeHKka, npuBOAAT K 06TypaLMOHHOM
KULLIEYHON HenpoxoammocTu. MNpu cBoeBpemMeHHOM obpalle-
HUK pebeHKa 3a MeAMLMHCKOW NOMOLLbIO nocne npornatbl-
BaHWSA rpaHyn rmaporens addeKTMBHbIM METOLOM SBASETCA
KOHCepBaTMBHasa Tepanus, cnoco6CTByoWas BblBEAEHUIO
rMAPOreneBbIX WAapUKOB M Npeaynpexaatowas passutue
06TYPaLMOHHOW KULIEYHOM HENnpoXoaAMMOCTU. [nuTenbHoe
HaxoXaeHWe rMaporeneBblX MHOPOAHbLIX TEN B KULIEYHWUKE
pebeHKa NpMBOAUT K 0OTYPaLIMOHHOM KULLEYHOM HENPOXOAHU-
MOCTH C BblpaxKEHHbIMU BOAHO-3NEKTPONUTHBIMU HaPYLLEHM-
amu. Mpu nocTynneHuu B ctaumMoHap pebeHKa ¢ cumntoMmamm
06TYpaLMOHHON KULWEYHON HEMNPOXOAMMOCTU HEeobX0AMMO
BbIMOSIHEHWE ONEPATUBHOIO NEYEHMS, KOTOPOE AOKHO BblTh
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MecTHbie mtokoKopTuKocTepouabl (FKC) sBasiloTCss «30/10TbiIM CTaHAapTOM» MPOTUBOBOCMAIMTE/IbHON HapyXHOU Tepa-
nun. B cTaTee npe/AcTaB/ieHa XxapaKTepucTUKa OCHOBHbIX CBOMCTB U Kaaccupukaums MecTHbix TKC, onncaHbl nokasaHus
U MPOTUBOMNOKAa3aHUs K UX MPUMEHEHMIO, MPUBOASTCS OCHOBHbIE NpaBuia HaHeceHus MecTHbiX [KC, coboneHne KoTopbixX
ro3BoJieT 3PPEKTUBHO 1 6€30MacHO MCoib30BaTh 3TH npenapartsl y geten. O6Cy)KaatoTcs BONpoCkl cTeponiopobnmn —
OAHOM M3 MPUYUH HEMPAaBUILHOIO M HECBOEBPEMEHHOIO NMpMMeHeHNsT MecTHbIX TKC. O6cy»xaarTcs npeumyllecTBa npu-
MeHeHUs MeTunnpeaHmM3ooHa alenoHata 0,1% — mectHoro T'KC HoBoro rnnokonenus. lNpenapat o6aagaet onTuMasibHbIM
COOTHOLEHNEM 3(PPEKTUBHOCTL/6E30MaCcHOCTb U YHUKabHbIM MEXaHU3MOM GUOaKTMBaLMH, YTO MO3BOJISET 3PPEKTUBHO
MPUMEHSITb €ro rnpu J1e4eHUN Pas3anYHbIX JEPMATUTOB y AETeN ¢ 4-MecsiyHOro Bo3pacTta. B ctaTbe o6cyKaarTcs pesy/bTaThbl
MHOIOYNUCIEHHbIX CPABHUTENbHbIX U IBOMHbIX C/IE€MbIX NA1aLEe60KOHTPOIMPYEMbIX KIMHUYECKNX MCCEA0BaHNIA MPUMEHEHMS
0,1% metunnpeaHn3onoHa auernoHata. OTMeYeHbl BbICOKME 3PPEKTUBHOCTbL M 6€30MacHOCThb npenaparta. HazHayeHne
COBpPEeMEHHbIX MeCTHbIX TKC npu nepBbix Mpu3HaKax BOCMNaIMTENIbHbIX M3MEHEHUI KOXM MO3BOJISET GbICTPO KynupoBaTh
060CTPEHUE U JOCTUYb PEMUCCUM 3a0601E€BaAHMS.

KnroyeBble cnoBa: MeCTHbIE [TTIOKOKOPTUKOCTEPOUAbI, AETH, EPMATUT, aTONMUYECKMUIA IePMaTHUT, METUINPEAHN30/I0Ha aLlernoHar.
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Local Glucocorticoids in Treatment of Children
with Dermatitis

Local glucocorticoids (GCs) are the gold standard of anti-inflammatory topical therapy. The description of the main pharmaceutics
properties and classification of local GCs, as well as its indications and contradictions are presented in the article. This article also
provides fundamentals for application of local GCs which should be implemented for effective and safe use of these drugs in children.
The problems of steroid-phobia (one of the reasons of the wrong and untimely administration of local GCs) are discussed. Advantages
of 0.1% methylprednisolone aceponate (new generation GCs) use are discussed. This medication has optimal efficiency/safety ratio and
unique bioactivation pathway that enables its effective administration in management of various dermatitis in children from 4 months
of age. Results of different comparative and double blind placebo-controlled clinical trials of 0.1% methylprednisolone aceponate
administration are discussed in this article. High efficiency and safety of this medication are noted. The use of modern local GCs at the
first signs of skin inflammatory changes allows to relieve aggravation quickly and achieve remission of the disease.
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BBEAEHUE

MecTHble roKokopTukocTepouabl (FKC) ycnewHo npwm-
MEHSOTCH CO BPEMEHU OTKPbITUS TMAPOKOPTU30Ha B 1950 T.
W 9BASIOTCA «30/10TbIM CTaHAapTOM» NPOTUBOBOCMAIUTENb-
HOM HapyxHow Tepanuu [1]. Bnarogaps npoTMBOoBOCMa-
NIUTENIbHOMY, MPOTUBOANIEPTUYECKOMY, MPOTUBOIYAHOMY,
MMMYHOMOZYynpylowemy AencTBuio MectHole KC aBngtoTcs
npenapatamu BbiGopa N9 fle4eHnss 060CTPEHUI aTtonunye-
CKOro M KOHT@KTHOro AepmaTtuTa [2], MOryT UCNoJib30BaThCs
B KOMMJIEKCHOM Tepanun ceboperHoro n NeneHo4YHoro aep-
Matuta [3], AMCrMapoTUYecKom aK3embl [2], poTogepmaTuTa
y aeten [4]. NMpu Hannynmn annepruieckoro BOCnaneHUs KOXu
MecTHble [KC BO34eNCTBYIOT Ha paHHIO M No3AHIoK da3sbl
MMMYHHOr0 oTBeTa [5] U B Clly4ae CBOEBPEMEHHOr0 npume-
HEHWa Npu aTONUYEeCKOM JepmaTtute MOryT npeaoTBpallaTb
pasBUTHE «aTONMMYECKOro Maplua» y aeten [5].

KJIACCUDOUKALUA U NPABUJIA NTPUMEHEHUSA

MECTHbIX INNIOKOKOPTUKOCTEPOUAOB

CornacHo EBponencKkon KnaccuduKauuu, BbIAENAOT
yeTblpe Kflacca aKTMBHOCTM MecTHbIx KC (tabn. 1) [6-8],
no kKnaccuduKkauumn, npuHaton B CLUA,— cemb Knaccos
[8-10]. Kpome TOro, BblAenstoT rajaoreHM3npoBaHHbIE
n HeranoreHusupoBaHble MKC. MectHble TKC Il Knacca
npeanoyTUTENIbHO MCMNONb30BaTb A1 CTapTOBOM Tepanuu
y AETEN C KOXKHbIMU NPOSBIEHUAMMU anneprun, npu o6ocTpe-
HMUW aTOMUYECKOro AepMaTuTa CPEeAHETAKENOro U TAXENOro
TeYeHUs, Npu NOKanM3auMM BOCMANMTENbHOrO Mnpouecca
Ha TYNIOBULLE M KOHEYHOCTSAX C AaNlbHENIIMM Nepexoaom Ha
mMecTHble TKC HU3KoW v cpefHen akTuBHOCTH [8, 10]. B cny-
Yyae nopakeHus YyBCTBUTESNIbHbIX YH4ACTKOB KOXMW Heobxoaum-
MO MPUMEHSATb HeranoreHn3npoBaHHble mecTHble TKC nan
WHIMOUTOPbLI KanbLMHEBPHHa [6, 8, 9].

AdpdeKTMBHOCTb MecTHbIX KC o6ecneunBaeTca cobnto-
[JEHMEM psfa KIYEBbIX MPUHLMMNOB: NPaBWUIbHOE HaHe-
ceHune npenapaTta (Ha BCe o4arv BoOCnaseHus) ¢ 4ocTatoy-
HOM CUIOW aKTMBHOCTM M B AOCTATOYHOM fo3upoBKe [11];
MCMNO/Ib30BaHME WX MPKU MEPBbIX MPOSIBEHMSX 060CTpe-
HUA 3aboneBaHusl. CBOEBPEMEHHOE W MpPaBUIbHOE MNPU-
MeHeHne MecTHbix TKC no3Bonsier 4oCTUYb KOHTPONS Hag
3a60/1eBaHMEM U YYYLWUTb KAYeCTBO YU3HU OeTen U UX
poautenen. Henb3s npepbiBaTb Tepanuio MecTHbiMu TKC
10 MOSIHOTO KynMpoBaHWS CUMMMNTOMOB 3aboneBaHus, T.K.
3TO MOMET MPUBECTM K BO3HWMKHOBEHMIO HOBOro 060CTpe-
HUS. BblpaxeHHoe CHUXeHWe 3yaa KoKW Ha GoHe Tepanuu
MecTHbiMK TKC aBnsieTcs KntoyeBbiM NPU3HAKOM ahdeKTUB-
HOCTM Nevenus [11].

MpoHnKHOoBeHME MecTHbIX TKC B KOXy onpeaenstor Bo3-
pacTHble 0COBGEHHOCTM CTPOEHUSA KOMXKHbIX MOKPOBOB pebeH-
Ka, NoKanusauus u cTaaus npolecca, nekapcTBeHHas dop-
Ma npenapaTta, CBOMCTBa AENCTBYIOLLEro BelecTBa, Cnocob
ero HaHeceHua [12]. TaK, Hanpumep, U3BECTHO, YTO anunaep-
MUC 1 BCE CNOW KOXKW AETEN paHHEro Bo3pacTta 3Ha4YnUTeNbHO
TOHbLLE, YEM Y MOAPOCTKOB U B3POCAbIX, TMNUAHbIA Gapbep
chopmMmMpoBaH HEQOCTaTO4HO, UMeeTCcs 0OWIbHas BacCKyns-
pu3auus agepMbl 1 60/Mbllee COOTHOLIEHWE MOLWAAN KOXKM
K Macce Tena. Abcopbuuns mecTHbix TKC Bbile B o6nactax
C TOHKMM 3MMAEPMUCOM, a TaKXKe Ha ydacTKax C annepru-
YecKMM BocnaneHnem. Y MnageHueB U AeTen paHHEro Bos-
pacTa HapyHoe CpefACTBO NPOHMKAET Yepeld PoroBom Cnon
KOXMK ObiCcTpee, B 60/blEN KOHLEHTPALUK M Ha 60MbLUyo
rny6uHy, 4em y nogpoctkos [8, 10], npu aToM MeTaboIM3M
npenapaToB y AeTeN B CPaBHEHMM CO B3POC/bIMU 3aMeaneH,
BC/MEACTBME Yero MoryT 6biTb 60/1€e BbiparKeHbl CUCTEMHbIE
no60o4Hble addeKTbl MecTHbIX TKC [13]. Mpu HapylweHuu npa-
BWJT MPUMEHEHMS MOBLIWAETCS PUCK Pa3BUTUS TaKUX MECT-
HbIX MOBG0YHbIX 3PPEKTOB, KaK, Hanpumep, aTpodus KOoxu;
MOTYT MOSIBASTLCA CTPUM, TENI€aHTMIKTa3nK. YunTbiBas 3710,
He cneayeT HaHOCUTb MecTHble TKC Ha o6LWKWpHYO NoBEpPX-
HOCTb KOXM U NPUMEHNATb ranoreHn3npoBaHHble npenapaThbl
Ha YyBCTBWUTENbHbIE YHAaCTKM KOXM (MU0, LWes, CKNaaKK),
HeXkenaTenbHO TaKXe WX HenpepbiBHoe (6onee 2 Hepa noa-
paa) ucnonb3oBaHue y aeten [8, 10]. Mcnonb3oBaHWe MeCT-
HbiX TKC IV Knacca y geten B Bo3pacte Ao 14 net cBs3aHo
C BbICOKMM PUCKOM Pa3BUTUS CUCTEMHbIX MOBGOYHbLIX peak-
LM, TaKMX KaK 3afepxKa pocTa, apTepuanbHas rmnepreH-
318, nogaBneHmne GyHKLUMM KOpbl HaAno4Ye4YHMKoB [6, 11].

B HacTosiulee Bpemsa OOCTYNHO 60/bllOe KOIMYEeCTBO
npenapatoB mMecTHbiXx TKC B pa3HOO6pa3HbIX IEKAPCTBEH-
HbIX Popmax (Kpem, ma3sb, KUpHas Masb, JIOCbOH, 3MY/b-
cus). dopma npenapaTta OKa3blBAET 3HAYUTENbHOE BAUSAHNE
Ha 9PpEKTUBHOCTb M 6E30MAaCHOCTb TEpanun, 1 B 3TON CBA3HK
Bbl6Op popmbl MecTHOro N'KC ocyliecTBaseTcs ¢ y4eTom cra-
AWMU BOCManuTenbHoro npouecca. NMPoOHWMKHOBEHUE B KOXKY
JeVcTBylOLWEero BellecTBa 06blYHO Bbllle MPU NPUMEHEHWUM
npenaparta B popmMe Ma3un B CPaBHEHUN C KPEMOM MJTU 10CbO-
HoM [14]. A6copbuuns mecTHbIX TKC 4yepes cyxylo Koy 3Hauu-
TENbHO CHUXKEHA, COOTBETCTBEHHO, YBNAXKHEHNE KOXMN Ma3e-
BOW OCHOBOW MOBbLILWAET €€ NpoHMLaemMocTb [12]. YynTbiBas
3TO, NPU XPOHUYECKOM MpoLecce, KOTOPbIA CONPOBOXKAaETCS
BbIPaXKEHHOW CYXOCTbIO KOXW W JIUXEeHUPUKaLMeN, npeano-
yTeHne HeobxoAMMO OTAaBaTb npenapatam B dopme masu
WKW UPHOW Masu [12]. Mpu HanmMyuu OCTporo npotlecca,
COMPOBOXAAEMOro OTEKOM, MHOUAbTPALMEN, MOKHYTUEM,

Ta6nuua 1. KnaccnuduKauns MEeCTHbIX MIOKOKOPTUKOCTEPOUAO0B MO CTEMEHU aKTUBHOCTH [7] (C AononHeHussmM [8])
Table 1. Classification of local GCs according to its activity [7] (with additions from [8])

Knacc (creneHb
AKTUBHOCTH)

JlekapcTBeHHble nNpenapartbi

IV (04eHb cunbHbIE)

Kno6etazon (kog ATX DO7ADO1): 0,05% Kpem n Ma3b

Il (cunbHbIE)

beTameTa3oH (6eTameTa3oHa Banepart, 6eTameta3oHa aunponuoHart, kog ATX DO7AC01): 0,05 1 0,1% KpeM 1 Ma3b
MapoKopTU30H (TMAPOKOPTM30HA GyTUpart, kog ATX DO7BB04, DO7AB02): 0,1% Ma3b, KpeM, 3MybCus, pacTBop
MeTtunnpeaHnsonoHa auernoHart (Kog ATX DO7AC14): 0,1% »x1MpHaa Ma3b, Ma3b, KpeM, aMYNIbCUs

MomeTta3oH (MoMeTazoHa dypoaTt, kog ATX DO7AC13): 0,1% ma3b, KpeM, pacTBop

TouamumHonoHa ayetoHng (kog ATX DO7AB09): 0,1% ma3sb

dnyoumnHonoHa auetoHns (kog ATX DO7ACO04): 0,025% masb, KpeM, refb, TMHUMEHT

dnyTnkasoH (bnytnkasoHa nponuoHart, kod ATX DO7AC17): 0,005% ma3b, 0,05% Kpem

Il (cpeaHem cunbl)

ANIK/I0MeTa30H (anknomeTa3oHa aunponuoHar, Kog ATX DO7AB10): 0,05% ma3b 1 Kpem

| (cnabble)

MapoKopTn30H (TMAPOKOPTM30Ha aueTart, kog ATX DO7AA02): 0,5 n 1% masb
MNpeaHusonoH (kog ATX DO7AA03): 0,5% ma3b

MoumevaHme. UCToYHMK: KnuHUYeckne pekomeHaaummn «ATonuyeckuin aepmatut y aeten». M., 2016 [9].
Note. Source: Clinical guidelines «Atopic dermatitis in children», Moscow, 2016 [9].
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npwv NoKanu3aLmun npouecca B CKIajKax 1 Ha nuue Heobxoau-
MO NpuMeHsTb MecTHble TKC B dopme Kpema unu amynbCcum
[12]. Npwn nokanuzauuu npoLecca y aeten B 061acT BONOCU-
CTOW 4acTu rofioBbl, HaNnpumep, nNpu cebopenHoM aepmaTuTe,
enaTtenbHO ucnonb3oBatb MecTHble [KC B dopme nocboHa
unn amynbcun [12]. B COOTBETCTBMM C pelynbratamu paH-
[IOMU3UPOBAHHbIX KOHTPOUMPYEMbIX MccneaoBaHui [8, 15],
He peKomeHayeTcs pa3BefeHne rotoBbix Gopm MecTHbix KC
HECTEPOUAHLIMU HAPYXHbIMU CPEACTBAMM — 3TO MOXKET MNpw-
BECTU K CHUXEHWIO 3DDEKTUBHOCTM Tepanuun, ogHaKko 6e30-
nacHOCTb Tepanuun Npu aToM He uameHutcs. Mcnonb3oBaHue
OKKJ/TIO3MOHHbIX MOBA30K Y AETEN TaKXKe He peKoMeHayeTcs,
T.K. OHM 3HaYUTENbHO YyBeENMYMBaloT abCcopOuMIo U aKTUB-
HocTb MecTHbIX TKC (go 100 pa3s) [8, 10].

CoxpaHeHne 6GanaHca mMexay 3PpOdEeKTMBHOCTbIO, CTe-
neHbio aKTUBHOCTU M 6e3onacHoCTbio MecTHoro MKC sBng-
€TCA OCHOBHOWM LieNblo Tepanuu aepmaTtuToB y aeten [16],
NoaTOMY NPEeANOYTUTENbHbIM ABISETCS UCNONb30BaHUe npe-
napaToB C BbICOKMM TepaneBTUYECKUM MHLEKCOM (COOTHO-
LUEeHME YPOBHS nofb3a/puUCK). [pK 3TOM BaXKHO Y4YUTbIBaTb,
41O MecTHble MKC npoTnBOMNOKa3aHbl NPy MHAMBKAYAbHON
rMNepyyBCTBUTENbHOCTM K OTAE/IbHbIM KOMMOHEHTaM npena-
paTta, Npu BUPYCHbIX, 6aKTepUasbHbIX U FPUOKOBbLIX MHDEK-
Lmax, Ty6epKynese Koxu, akHe [8, 10].

CTEPOUODOBUA

MHorue poguteny naumeHToB U neauaTpbl 06€CNOKOEHbI
no6o4HbIMK addekTamu mecTHbix TKC [17, 18]. Wccne-
[oBaHuWe, npoefeHHoe c yvactMem 200 ambynaTopHbIX
NaunMeHToB C aTOMMYECKMM AepMaTUTOM, MoKasano, 4YTo
6onee 70% M3 HUX OblIM 06ECMOKOEHbI MCMOIb30BAHUEM
MecTHbIX TKC y cebs nnun y cesoero pebeHka, a Kaxabln 4eT-
BEPTbIV NPWU3Has, 4TO B CBA3K C 3TUMM ONaceHUIMU Hapylan
pexum Tepanuun [19]. Cteponaodobua NpMBOAUT K Hemnpa-
BWIbHOMY U HECBOEBPEMEHHOMY NPUMEHEHMIO MeCTHbIX TKC
[20]. U3-3a cTpaxa No60o4YHbIX 3PDEKTOB BMECTO MECTHbIX
'KC B TeyeHue ANUTENbHONO BPEMEHW MUCMONb3YIOTCA pas-
JIMYHbIE 3MOJIEHTbI WM HEropMOHabHble NpenapaTbl 6e3
nonoxuTenbHoro adpdeKta, Kypc Tepanum MecTHbimu TKC
npepbIBaeTcs NPeXAeBPEMEHHO, YTO NPUBOAMT K 060CTpe-
HUIO U/WUNKN TAXKENOoMY Te4eHuio 3aboneBaHuns, npucoeamHe-
HWIO BTOPUYHON MHDEKUuK [21].

Megnatpam ans CHUXEHUs coO6CTBEHHOM cTepomaodobun
Heob6xoAMMO 3HaTb OCOGEHHOCTU CTPOEHMUS KOXMW pebeHKka,
MexaHU3Mbl 4eVCTBUSA, GapMaKOKUMHETUKY U BO3MOXKHbIE Npw-
YMHbI BO3HUKHOBEHUS MOBOYHbIX 3PDEKTOB NPH UCMOb30BaA-
Hun MecTHbIX [KC. Mpu BbigBNEHMM cTeponaodpobumn y poante-
Nen nauneHToB cneayeT NPoBOAUTL Pa3bACHWUTENbHYIO paboTy
C Lefblo NOBbIWEHUS MPUBEPIKEHHOCTU Tepanuu [7, 17, 22].
CobnogeHve pexuma v npaBun MPUMEHeHUss MecTHbix TKC
noBbllaeT 3GPeKTMBHOCTb U 6e30MacHOCTb Tepanuu [21].

PEXUM JO3UPOBAHUA MECTHbIX

MIOKOKOPTUKOCTEPOU[A0B

KpaTHocTb HaHeceHus mecTHbix TKC onpegensietca oco-
6eHHOoCTAMM hapMaKoKMHETUKM npenapatos [8, 10]. B neau-
aTpUYECKON NpaKTUKe NpeanoYTeHUe crnelyeT oTaaBaTtb npe-
napaTtam ¢ AAuTeNbHbIM MPOTUBOBOCNANUTENbHBIM 3DdEKTOM,
6narogaps Hemy OHU MMEIOT ONTUMASIbHbIR PEXUM A03UPOBa-
HUSI U MOTYT HAHOCUTBLCS OJIMH pPa3 B CYTKW. [lpenapaTbl HaHO-
CATCS TONbKO Ha KOXY C y4acTKamu BocnasneHus. ocne non-
HOroO KynMpoBaHWS CMMMTOMOB 3aboneBaHuns mectHble KC
Heob6xoaMMO OTMEHWTb. BaHO, 4TOObl Ha o4ar noparKeHus
Ha KOXe HaHOCWNOCb JOCTAaTOYHOE KOMMYeCcTBO npenapata,
T.K. MpX HaHECEHUN M3O6bITOYHOrO KonumyectBa KC yBenu-
YnBaETCS PUCK BO3SHMKHOBEHMS MOBGOYHbIX 3DDEKTOB, a Npu
HaHEeCeHUN ManeHbKOM [03bl CHUXKaeTcsd 3DPEKTUBHOCTb
Tepanuu. CywectByeT npaBuno danaHrn nanbla, KOTopoe
MOET NMOMOYb MPW ONpPeaeNeHnn ONTUMabHOro KonuyecTea
MecTHoro NKC, HaHOCMMOro Ha y4aCTKM KOXMK C anfiepruye-
CKMM BocnaneHuem [11, 23]. B coOTBETCTBMM C 3TUM MpaBu-
JIOM, KOJIM4ECTBO Kpema, KOTOpoe Nnomellaetcst Ha danaHre
nasnbla B3pOCNOro 4enoBeKa, — 3TO U eCTb efiMHuLLa J03MPO-
BaHus (fingertip unit, FTU). Yucno eanuuny FTU, Heo6xoanmblx
L1 HAHECEHMS Ha KOXy, onpeaensieTcs ¢ y4etom Bo3pacTa
pebeHKa ¥ NoKanusauuu npolecca (tabn. 2) [13, 24, 25].
o HaweMmy MHEHWIO, 3HaHWe 3TOro NpaBuia MOXET CHU3UTb
TPEBOXHOCTb POAWTENEN, MOBbLICUTL NPUBEPKEHHOCTL Tepa-
MUK 1 YBEPEHHOCTb B ee 6€30MacHOCTH.

METUWINPEAQHU30J/IOHA ALIEMOHAT

Mpeumywecrea

Ba)kHOoe MecTo B NMpaKTUMKe negnartpa 3aHMMatoT coBpe-
MeHHble mecTHble KC Il knacca (B 50-100 pa3s npeBoc-
XOAST MO CTENEeHW aKTMBHOCTM MMAPOKOPTWU30H), MMetoLme
ONTUMabHbIM TepaneBTUYECKUN WHAEKC (COOTHOLWEHMWE
YPOBHS Nofib3a/puUck). MpeactaButenem aToro Knacca npe-
napatoB §BASETCS METUANPeAHM30n0Ha auenoHat (MIIA;
AnBaHTaH, Jleodapma, [daHus), NpUMeHsembin ye 6onee
25 neT B Tepanuu aTonM4yecKoro, KOHTAKTHOro U cebopen-
HOro gepmatutoB, ¢doTOoAEpPMaTUTa M APYrMx BOCManuTenb-
HblX 3a60/1eBaHU KOXK. MOXKET NPUMEHATLCS TakKe Ans
KYynMpoBaHWa 3yAa W YMEHbLIEHUS OTeKa MNpW WMHCEKTHOWM
annepruun. PesynbtaTbl MHOMOYMCAEHHbIX ABOMHbLIX CAEMbIX
KJIMHWYECKMX MCCNEeNOBaHWUA CBUAETENbCTBYIOT O BbICOKOWM
abdeKTMBHOCTM M 6e3onacHocTM MIIA npu neveHun aep-
MaTUTOB Yy AeTewn [26, 27]. BbicoKas aKTMBHOCTb npenapa-
Ta He COMPOBOXAAETCS MOBbLIWEHHBIM PUCKOM MOBGOYHbIX
adpdekToB. penapaT ob6nagaetr OGbICTPbIM U BbliParKEHHbIM
npoTMBO3yAHbIM AencTBuem [13, 28, 29]. YuuTbiBas, 4TO
KOXHble MPOSABAEHWA annepruv u/vanm cumnitombl cebo-
PENHOro AepmMaTtuTa MOryT OTMe4vaTbCs Yy AeTen yxe c nep-
BbIX MECALEB XW3HU, €JMHCTBEHHbIM MPEnapaTom M3 Yuc-

Ta6nuua 2. JosnpoBaHue (B eanHunuax FTU) mecTHbix TKC ans pa3Hbix o6nactein B 3aBUCMMOCTH OT Bo3pacTta pebeHKa [13]
Table 2. Dosage (in FTU) of local GCs for various areas depending on the child age [13]

Bo3pacTHble rpynnbl, et
Y4acTKM KOXKHOMW NOBEPXHOCTU
4-2 vec 1-2 3-5 6-10
Nvuo + wes 1 1,5 1,5 2
Bcs pyKa (B T.4. KUCTb) 1 1,5 2 2,5
MepeaHas NOBEPXHOCTb FPYAHOM KNETKU + KMBOT 1 2 3 3,5
CnuHa + aroamubl 1,5 3 3,5 5
Bcsi Hora (B T.4. CTYNHS) 1,5 2 3 4,5

Mpumeyarue. Kaxaon eannuue FTU (fingertip unit) cootsetctByeT 0,5  mecTHoro M'KC. F'KC — rniokoKopTuKocTepouns.
Note. Every FTU (fingertip unit) corresponds to 0,5 g of local GCs. GCs — glucocorticoids.




na mecTtHbiX MKC, paspelleHHbIM K MPUMEHEHUIO Yy AeTen
¢ 4-mecsivHOro Bo3pacrta, asnserca MIMA 0,1%.

MIA — 3TO HeranoreHM3npoBaHHbLIM NpenapaT: B ero
CTPYKTYpe OTCYTCTBYIOT GTOP M X/10p, B CBA3KU C YEM PUCK
pPa3BUTUSA MECTHbIX U CUCTEMHbIX MOBOYHbIX 3PPEKTOB CBE-
OeH K MuHumymy [15, 28, 29]. Monekyna MIIA o6nagaet
BbICOKOM NMNOQUNBbHOCTbLIO, YTO MO3BOASET NpenapaTy ner-
KO 1 6bICTPO NPOHUKATb Yepes3 POroBOK COK annaepMuca,
He 3aJepKMBaTbCA B HEM U HE NPUBOAUTb K BO3HUKHOBE-
HUIO MECTHbIX MO60YHbIX 3DDEKTOB, TaKMX KaK aTtpodus
Koxu [15, 30, 31]. B otnnumne ot gpyrux mecTtHbix TKC Il
Knacca rnaponus MITA npoucxoauT B annaepmuce v agep-
Me noa AencTBMEM acTepa3 ¢ 06pa3oBaHMEM aKTMBHOIoO
MeTabonuta MeTuanpeaH1M3onoHa nponunoHata (MII1), KoTo-
pbii o6nagaeT BbICOKON addUHHOCTBIO K MIOKOPTUKOCTE-
poungHoMy peuenTtopy [29]. MNMocne GyHKLMOHaNbHOIo CBS-
3bIBaHKa MIII ¢ rIIOKOKOPTUKOCTEPOUAHBIM PELLENTOPOM
NPOUCXOOUT €ro COeAMHEHWEe C TIOKYPOHOBOW KWUCNOTOM
C fanbHenwen MHaKTuBaLUMen B NevYeHu n obpasoBaHUEM
HeaKTUBHbIX MeTabonutoB [28]. lMocneaHue BbIBOAATCSH
M3 opraHuM3ama B CBS3@aHHOM COCTOSIHUM C MOYOW, 4TO
3HAYUTENbHO CHUXAET PUCK Pa3BUTUS CUCTEMHbIX MO6GOY-
HbIX 3apdeKToB. MexaHnam 6uoakTnsaumm MIA nossonser
cyuTaTb MpenapaT NpofieKapcTBOM, npouecc 6uoaKTusa-
LMK KOTOPOro BblpaxeH TONbKO MPW HaNIM4YMK BocnaneHus
B KOXe [4, 28, 32].

MIIA o6nagaeT OAWMTENbHbIM MPOTUBOBOCNANUTENbHbLIM
3dPEKTOM 3a CYET AENOHMPOBAHUS B ANUAEPMUCE U BbICOKO-
ro CPOACTBA K peLienTopam KIETOK KOXMK, YTO NO3BONSET Npu-
MEHSATb €ro OAMH pa3 B CyTKW. Ha moparKeHHble y4acTKu npena-
paT AO/MKEH HAHOCUTLCA TOHKMM CNOEM C YHETOM OMUCAHHOIo
Bbllle npaBuna danaHrM nanbleB. OAUTeNbHOCTb Tepanuu
y AETEN He JOo/KHa npeBbllaTh 4 Hef, U 3TO MakcMMasbHas
pas3pelleHHas NpoaOMIKMUTENbHOCTb MPUMEHEHUS Cpean Bcex
MecTHbIX TKC. Kpome atoro, MINA — eAUHCTBEHHbIN MECTHbIN
'KC, KOTOpbIM MOXHO HaHOCWUTb Ha 60% KoXn pebeHKa npu
MWHUMAasbHbIX PUCKaX CUCTEMHbIX NO60YHbIX addeKToB [31].

JlekapcTBeHHble PpopMbl

Y4uTbiBass HanauumMe YeTbipex JIeKapCTBEHHbIX GOpM
(aMynibCHs, KpeM, Ma3b M XUpHas Masb), npenapat MIA
MOXeT abPEKTUBHO NPUMEHATLCH KaK B nepuoae obocTpe-
HMS, TaK U NPU XPOHUYECKOM TeYeHUn 60Ne3HKU, MPU IOKanu-
3alMKn npoLecca Ha pasnnyHbIX y4acTKax Tena. CoaepxaHue
aKTMBHOro KomnoHeHTa MITA BO BCex neKapCTBEHHbIX dop-
mMax coctaBnget 1 mr (0,1%) B 1 r npenapata; Gopmbl OT/IU-
YaloTcs N0 COAEPKAHMIO BOALI U MUHEPANbHO-XMPOBOW OCHO-
Bbl. Hanbonee BbICOKas KOHUEHTpauus BOAbl XapaKTepHa
ansa amynbcumn MIMA (67,5%), 4TO NO3BOASET NPUMEHATb 3Ty
GopMy Npu OCTPOM BOCMANIEHUU, HANTMYNUN MOKHYTUSA, POTO-
aepmatutax, npu ceboperHom agepmartuTe nocne yganeHus
YellyeK U KOPOK, a TaKKe Ha YyBCTBUTENbHbIX y4acTKax Tena
[4]. Kpome Toro, amynbcua MITA obnagaeTr Ae3vHOULMPY-
IOWUM OENCTBMEM (3@ CYET MOSIMOKCUITUIEHCTEAPUNIOBLIX
CMUPTOB); HanMyne coPpTndaHa crnocobeTBYET BOCCTAHOBIE-
HUIO TUAPOAMNMAHON MaHTUKM Koxu [13]. Kpem MIMA 0,1%
noKasaH MpW OCTPOM BOCMANEHUW KOXKM 6e3 MOKHYTUS;
coaepxmnt 60% BoAbl, LETOCTEeapunoBbIM cnupT (Cnoco6-
CTBYET CMHTE3Yy XMPOB KJETOYHbIX MEMOpaH), cMsaryawllee
BELLECTBO Aeuunonear (ynydlweHne TEKCTYPbl MU MNacTUYHOCTH
npenapara), 6narogaps KOTOpOMY CMAr4aeTcs NoBepxXHOCTb
KoxMK [13]. B cnyyae XpOHMYECKOro BOCManeHus npeano-
yteHune otgatoT MIA B dopmMe Masu ¢ HU3KUM codepKaHUeM
BoAbl (30%), KOTOpas MOXKET NPUMEHATLCHA NPU BblpaXKEHHOM
CYXOCTW KOXMW, Hann4mm TpewuH. XnpHasa 6e3BoaHas Masb
MIIA nmeeT B coCTaBe KacToOpoBOE rMApOreHn3npoBaHHOE
Macno U MUKPOKPUCTANIMYECKMI BOCK, 4TO obecrneynBaet

rny6oKoe NMPOHWKHOBEHWE AKTMBHOIO KOMMOHEHTA B KOMY.
J1a popma MIA MOXKET ycnewHo NPUMEHSATLCS Y AETEN cTap-
Lero Bo3pacrta npu XpoOHUMYECKOM MpoLecce, BblpaxeHHON
MHOUNBTPaLMK, TnxeHnsauymm [13, 33].

9dPeKTUBHOCTb U GE30NACHOCTD:

pe3ynbTaTbl KIMHUYECKUX UCCIef0BaHUN

Mo AaHHbIM MHOFOYMUCNEHHbIX CPAaBHWUTENbHbLIX U ABOW-
HbIX cnenblx NAaLe6oKOHTPOANPYEMbIX KIMHUYECKUX MUCCne-
posaHui, 0,1% MIA npoaeMOHCTPUPOBas BbICOKYO addheK-
TMBHOCTb B Tepanuu aTonM4yecKoro gepMaTuTa y nalumMeHToB
Cc 2-mecsiyHoro Bospacrta [27]. Mpu 3TomM 6biNO NOKasaHo,
410 3OPEKTUBHOCTb Npenaparta He 3aBucena OT BO3pacTa
[26, 34, 35]. MaclwTabHble UccneagoBaHus ¢ ydacTmeM geTen
W B3pPOC/bIX, NpPoBefdeHHble ¢ npumeHeHuem 0,1% MIIA
B GopMe Kpema, Ma3u Uan KUPHOW Masun B TeyeHue 1 Hep,
noKasann MosHOe WK 3HaYUTENbHOE KYNMMpPOBaHUE OObEK-
TUBHbIX (3pUTEMa, WenyweHue, nMxeHndurKaumus) u cyobek-
TUBHbIX (3yd, *KeHue, 60nb) cumntomoB [31]. Mpu 6onee
ONUTENbHOM MNpUMeHeHun (o 3 Hen) addexkTnBHOCTb MIMA
B OTHOWEHMU OGLEKTUBHbLIX U CYOBbEKTMBHbLIX CMMMTOMOB
atonuyeckoro aepmatuta gocturana 90% v 6blna cpaBHMMa
¢ addeKkTamn npegHnKapbata n 6eTaMeTa3oHa Baneparta
B aHaNorMyHbIx dpopmax [31].

[ns negnatpoB M poauTenen naumMeHToB npoduab 6€30-
NacHOCTU ABASETCS onpeaenstowmm npy Bol6ope npenapara
C BbICOKOW aKTMBHOCTbIO M3 Yyncna MecTHbIX KC. PesynbraTthl
NPOBEAEHHbIX UCCNEA0BAHUIM Y }MUBOTHbIX, 3A0POBbIX 4O6PO-
BO/IbLEB M MALMEHTOB CBWAETENbCTBYIOT O HU3KOM PUCKE
no6o4HbIX 3apPeKToB npu npumeHeHun MIA B cpaBHEHMH
¢ apyrumu 'KC aToro »ke Knacca akTMBHOCTU. M3BECTHO, 4YTO
npu anuTenbHon Tepanum mectHbiMn TKC oaHnUM M3 noboy-
HbIX 3pdEKTOB ABASETCA aTPOoPUA KOXMM — WUCTOHYEHUE
KOXKM W nosiBNeHue TeneaHrMakrasum. MIA xapakTepusy-
eTca 6o5iee HU3KMM aTpOPOreHHbIM NOoTEHLMANIOM B cpaB-
HEHWUW ¢ BeTaMeTa3oHa BasniepaTom B popMe Kpema 1 Masu
[27, 36]. Tak, cpean 6onee 1900 HabnOAEHUN MPUMEHEHUS
MIA B KIMHWYECKUX WMCCNEAOBaHUAX BUOAWMbIE MPU3HAKK
atpodum oTMevanncb TonbKo B 2 cnydasax [3]. NpuMeHeHune
MIIA 0,1% Kpema U xupHor Ma3un y 20 340p0BbIX J06POBOb-
ueB 1 pas B AeHb B Te4yeHue 5 cyT/Hea B cpaBHEHWUKN GeTa-
MeTa30HOM BanepatoM B dopmMe Kpema 2 pasa/cyT v nna-
1e60 He BbI3blBaNO YMEHbLUIEHNS TOMLWMHBI KOXKU. HanpoTwus,
npu NPUMEHEHMU Kpema 6eTaMeTa3oHa BasepaTa To/lWmMHa
KOXMW YMeHbllanacb 3HayuTeNbHO, MOABAANOCH 6onbliee
KOIMYECTBO TEeIMaHIMaKTa3nm [3, 27].

PucKk cucteMHbix no6o4Hbix adpdekToB y MIA HU3KKA,
4YTO 06YCNOB/IEHO BGbLICTPLIM Ha4yanoM AENCTBUSA U MHAKTUBA-
unen nocne abcopbumn. NcnonblosarHne 0,1% masu MIMA
B TeyeHune 3 Mec He MPMBOAMIO K BO3HMKHOBEHMIO TaKMX
CUCTEMHBIX MOBGOYHbIX 3PPEKTOB, KaK rMNeprinkemus, nem-
KOUMTO3 U runepteH3us [27]. He 6b110 0OTMEYEHO U3MeHe-
HUW YPOBHS KOPTU30/a B nia3me nocne 8 cyT NpUMeEHEHUS
40 r 0,1% MIA Ha 60% nosepxHocTu Tena y 100 340p0BbIX
nobposonbLeB [27, 28], a B A4pyrom uccnegoBaHum — npu
eXXeJHEBHOM HaHeceHun B TeyeHue 7 cyT 0,1% masun MIIA
Ha 5-20% noBepxHOCTU Tena aeten ctapwe 4 mec [27].
3T0 cBMAETENbCTBYET 06 OTCYTCTBMU HEraTUBHOIO BAWMAHWUS
npenapata Ha QyHKUMIO rMnoTanamo-runopusapHo-Haano-
YeYyHUKOoBOM cucTeMbl [27, 28, 36]. YunTbiBas 6onee BbICO-
Kyto abCcopOLMIO IEKAaPCTBEHHbIX NpenapaToB y AeTen n3-3a
0COBEHHOCTEN CTPOEHUS MX KOMHbIX MOKPOBOB, OTCYTCTBME
BAMaHMS MIA Ha ypoBeHb 3HAOrEHHOro Koptu3ona npea-
CTaBNSIETCS OYEHb BarKHbIM. CyMTaeTcs, 4TO BCE BbilIEYno-
MSHYTblE KpUTEPUKU 6€30MacHOCTU MOTYT OTHOCUTLCS TOSIbKO
K opurnHanbHomy MIA [37]. [o6aBneHne B HEKOTOPblE
MecTHble TKC Mo4eBMHbI M KepaMWOoB M3y4eHO HepgocTa-

BOMPOCbI COBPEMEHHOW NEAUATPUM /2019/ TOM 18/ N¢ 5



OGMEH onbITOM

TOYHO W, KaK noJfiaratoT HEKOTOPble aBTOPbl, MOXET BUATbL
Ha npodunb 6e3onacHocTn MIA [37].

MpoBefeHHble ABOMHbIE CNENble KIMHUYECKUE UCCNeno-
BaHWS NoKasanu adPpeKTUBHOCTb IMONIEHTOB AN15 nNpodunakx-
TUKM [ebtoTa aTornMMYecKoro gepmatuta y geten u3 rpynnbl
pUCKa No pas3BuUTUiO anneprum [27]. OagHaKO Npu NOSBNEHUK
NPU3HaKOB aToMUYecKoro gepmatuia npUMeEHeHne MOHO-
TepanuuM amonieHTaMmun HeaPdEKTUBHO, MNOXO MEepeHOCUTCs,
MOXET MPMBECTU K PaCMpPOCTPaHEHUIO KOXHOMo npolecca
U NPUCOEANHEHWIO BTOPUYHOW MHbeKuun [27]. ns ycnewwHon
Tepanuu v nNpeaynpexaeHus OCNOXKHEeHWH NpU BbiSBEHWUU
nepBbIX CUMMTOMOB aTOMUYECKOro AepMaTtuta HeobxoanMo
o6s3aTelbHOE MPUMEHEHWE MECTHbIX MPOTUBOBOCMNANNUTEb-
HbIX nNpenapaTos, cogepxawmx MN'KC nam MHrMbUTOpPbLI Kanb-
uMHeBpuHa [8]. Bbibop npenapaTta OCyLIECTBASETCH B 3aBU-
CUMOCTM OT BbIpayKeHHOCTM NPOSABIEHUI, BO3pacTa NaLueHTa
W NoKann3auuu BocnanuTenbHoro npouecca [8].

3AKJ/IIOMEHUE

OCHOBHbIMK 3afla4aMMu neauvatpa SABNAIOTCA PaHHAA
[MarHoCTMKa MPU3HaKoB alfIEPrUYeCcKOro NopaxeHus KOXu,
CBOEBpPEMEHHOE Ha3Ha4yeHWe afieKBaTHOW HapyXXHOW Mpo-
TMBOBOCMNANUTENbHON Tepanuu, 6opbba co cTteponaodobu-
en y poautenen naumeHToB. [MpumeHeHWe MecTHbix [KC
C BbICOKMM TepaneBTUY4EeCKUM UHLEKCOM MO3BONSET ObICTPO
[0CTUYb PpEMUCCHUMN 3ab0oneBaHns, NnpeaoTBpaTUTb GOPMMUPO-
BaHWe XPOHMYECKOro npoLiecca, yMEHbLWWUTb PUCK Nocneay-
lOLLMX OBOCTPEHNUI, 3HAYUTESNIBHO YNYYLWWUTb KAYECTBO XU3HU
nauMeHTOB U UX poauTeNen.

MIMA — yHWKanbHbIM NpenapaTt C BbICOKMUM npodunem
6e30nacHOCTU, AOKalzaHHOMW 3DDEKTUBHOCTbIO, 0406pPEH-
HbIM AN NPUMEHEHUS Yy OeTen yxe C 4-MecsiHHOro BO3-
pacTa. PazHoo6pa3une NeKapCTBEHHbIX GOpPM, AUTENbHbIN
NpPOTUBOBOCNANUTENbHbLIN 3PbEKT obecnevymBaloT BO3MOXK-
HOCTb HaHeceHus npenapaTta O4MH pa3 B A€Hb, 3HAYUTESIbHO
YAYYLWAOT NPUBEPKEHHOCTb TEPanuUn U OTKPbIBAOT HOBbIE
BO3MOXHOCTU B JIEYEHUU OCTPbIX U XPOHUYECKMX BOCMasM-
TeNlbHbIX 3a00/1EBaHUN KOXMW Y fieTeN.

UCTOYHUK ®UHAHCUPOBAHUSA
CtaTbsi ony6nvMKOBaHa Mpu NOAAEPKKE KOMMaHUKU «Jleo
dapmanr.
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AnnagepmarsnbHbi 6apbep ABASETCA OAHON M3 Ba)XKHENMLLINX CTPYKTYP KOXM, KOTopasi OTBEYaeT 3a 3alNTHYIO QYHKLMIO, 06eC-
reynBasi MOCTOSIHCTBO BHYTPEHHEN Cpebl OpraHn3ma 3a CHeT n3bmpaTesibHOro TpaHcrnopTa MOHOB U MOJIEKY U PEryasunm
YPOBHS TPaHCINUAEPMabHOM oTepu BOAbl. BUOXMMMYECKYIO OCHOBY anuvaepMasibHOro 6apbepa COCTaB/AIOT C/O0XKHbIE,
MHTEerpMpoBaHHbIe U cbanaHCMpPoBaHHbIE MOEKYISIPHbIE NPOLECCHI, MPUBOAALLME K rMbeN KepaTMHOLUMNTOB MyTeM UX Tep-
MUWHaJIbHOM AnGPEPEHLMNPOBKU C 3aMEHOH /1a3MaTU4ECKON MEeEMOPaHbI XECTKMM HEepPacTBOPUMbIM MaKpPOMOIEKYISIPHbIM
poroBbIM cioem. dunarrpuH v 6esIK1 NIOTHbIX coeanHeHui (tight junctions, TJs) ABASIOTCS BaXHbIMM CTPYKTYPHbLIMU KOM-
MOHEHTaMM anuaepmasabHoro 6apbepa. dunarrpuH nocae rmapoamsa crnocobCTBYET NojaepKaHuio pH, coxpaHeHMo Boabl
U 3alUMTE KOXXMN OT MUKPOOBHbIX areHToB. B cBOl o4Yepesnb, 6e/ikn TJ ¢ aKTUBHOM 3KCIMPECCHUEN PEryINPYIOT NPOHMLEGEMOCTb
anugepmunca, obecrieymBas cosgaHme bapbepa K aHTUreHam BHELIHEN cpesbl.

Knro4eBbie cnoBa: getu, anvgepmalsbHbiin 6apbep, TJs, TpaHcanugepmMaibHas noteps BoAbl, KepaTMHOUUTbI, punarrpuH,
POroBO#H CJI0M, IMMUAHBIE NNACTUHbLI, TDaHCMeMOPaHHbIe 6e/1IK1, PH KOXH, TpaHCKyTaHHas ISE-ceHcnbunsaums.
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Modern View on the Role of Epidermal Barrier in Atopic
Phenotype Development in Children

Epidermal barrier is one is one of the most important structures of the skin, it performs protective function, ensure internal environment
constancy by selective ions and molecules transport and by transepidermal water loss regulation. The biochemical basis of the
epidermal barrier consists of complex, integrated and balanced molecular processes leading to keratinocytes death due to terminal
differentiation and plasma membrane replacement with horny insoluble macromolecular stratum corneum. Filaggrin and tight junctions
(TJs) proteins are important structural components of the epidermal barrier. Filaggrin, after hydrolysis, maintains pH level, preserves
water, protects the skin from microbial agents. Whereas TJs proteins with active expression regulate epidermis permeability and create
the barrier for exterior antigens.
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BBEAEHUE

KnioueBon oyHKUMEN anuaepMuca asnsetcs Gopmu-
poBaHue PU3MOOrn4yecKoro 6apbepa Mexay opraHu3mMom
N OKpyXatouen cpegon. HapyweHue anuaepmanbHOro
Gapbepa obner4aer NPOHUKHOBEHUE BHELIHWX @aHTUIEHOB,
4YTO COMPOBOXKAAETCA BOCNaneHnemM Koxu. bonee Toro, B3a-
UMOAENCTBUE BHELIHUX @HTUIEHOB C MMMYHHbIMW KieTKa-
MW OpraHu3Ma 4YenoBeKa MOXET MPUBECTU K CUCTEMHbLIM
UMMYHHbIM peakumnsam. B yacTHOCTW, TaKMM 06pa3oM 06bsc-
HAEeTCA CBA3b Mexay AUMCOYHKLUMEN KOXHOro 6Gapbepa
N BbICOKMM PUCKOM Pa3BUTUS annepruyeckunx 3aboneBaHui,
BK/OYasa aTonuyeckun gepmatut (AT[), acTmy, MULLEBYIO
annepruo M annepruyecknin pPuUHKUT (rmnotesa «CHapyxu
BHYTPb»). [1OCTOSAHHOE BOCMNaNeHWE KOXW, B CBOKO o4yepenb,
YCUAMBAET AMCOHYHKLMIO KOXHOro G6apbepa, NOATBEpKAas,
Takum 06pa3oM, CyleCcTBOBaAHNE B3aWMOCBA3N MEXAY 3MNu-
AepmasibHbIM 6apbeEPOM U UMMYHUTETOM KOXMU [1].

AT, aBnsetcs MynbTMdaKTOPHUaabHbIM U LIMPOKO pac-
NPOCTPaAHEHHbIM BOCMNaNMUTENbHbIM 3ab0NE€BAHUEM KOMXM.
Pe3ynbraTbl MHOFOYMCIEHHbIX WUCCNeAOBaHUM, MOMYyHEHHbIX
KaK B 3KCMNEepUMEHTabHbIX YCNOBUSAX Ha MWMBOTHbIX, TaK
N B KIMHUYECKMX — Yy NauueHToB ¢ AT/, oyeBuaHbIM 06pa-
30M AEMOHCTPUPYIOT MEPBUYHYIO MATOrEHETUYECKYIO POJib
M3MEHEHUIM anuaepManbHoro 6apbepa npu AT[. OaHako
aTonuyeckass CEHCUMOWMIM3aUnsa He SBASeTCH €AUHCTBEH-
HbIM (QaKTOpOM pucKa pa3sutua AT y aeten u B3pOCbIX.
ATONMYeCcKMEe MPOSABAEHUST MOFYT COXPaHATbCS B TeyeHue
HECKOJIbKMX JIeT, @ 3aTeM McYye3aTb CO BpeMeHeM. Y aeten
C aTtonuen, NoAPOCTKOB M B3POC/bIX B CBA3M C HApyLUEHUEM
dYHKUMIA anuaepmanbHoro 6apbepa, NpMBOASALWMM K NOBbI-
LUIEHHOW TPaHCKYTaHHOW CEeHCUOMNM3auuK K aHTUreHaw,
BO3MOXHO GOpPMUPOBAHKE MULLEBOW annepruu, annepruye-
CKOrO pUHUTa U BPOHXMaNbHOM acTMbl — GEeHOMeHa, Ha3bl-
BaEMOro «aTonnM4yecknm mapem» [2].

KnuHnyeckne nposienenua AT/ v pa3BuTue aTonuye-
CKOro Maplua 3aBUCAT KaK OT reHeTu4yecKux GaKkTopoB, Tak
n oT GaKToOpoB OKpyxatouwen cpeabl [3]. JencTButenbHo,
ceHcubunusaums umMyHornobynmHa (immunoglobulin,
Ig) E K NUWeBbIM WX a3pOreHHbIM anfepreHam sBnser-
¢l KOGaKTOPOM MPOrpeccMpoBaHUsa aTtonMyecKoro map-
wa y nauuneHtoB c¢ At/ [4]. Bonee TOro, M3BECTHO, 4TO
PUCK pa3BUTUS GPOHXMANbHOM acCTMbl acCOLMMPOBAH KaK
C KJIMHMYECKOM BbIpaXEHHOCTbIO ceHcnbunmzaumm IgE, Tak
N C TsKecTblo TevyeHusa AT [4, 5]. No-BMAMMOMY, TPaHCKY-
TaHHasa IgE-ceHcMbMnn3auns MoXeT npeawecTBoBaTb CEH-
cnbunmuzaumm AbixaTefibHblX MyTEW, pa3BUTUIO annepruye-
CKMX 3abofeBaHWi, BK/OYas MNULLEBYIO anfiepruio, toraa
Kak IgE-accoummpoBaHHbIn AT/l MOXET NpeacTaBnsiTb CO60M
nepByto CTaaunIo aTonMyeckoro mapuia [4].

B aToM cBA3M 04eBMAHO, YTO NoaaepraHue 6apbepHOM
OYHKLMM KOXM BaXKHO He TONbKO A/ 3PGdEKTUBHOIO fieye-
HUS annepruyeckmx 3aboneBaHni, HO U ANs npepoTepalle-
HUS MX XPOHUYECKOIO TEYEHUS.

KoXHbIn 6Gapbep y AeTen NepBbIX NET XN3HKU CHOPMUPO-
BaH He [0 KOHLa, ero 3pefiocTb NpsMo MpPonopLMOHasbHa
rectauMoHHOMYy Bo3pacTy [4]. PoroBow cnov y HOBOPOX-
[IEeHHbIX B OTIMYME OT B3POC/bIX COCTOMT M3 2-3 cnoes
OpPOroBeBLUErO 3NUTENNSA. 3EPHUCTbIN CNOKN TOHbLLE, B KIeT-
Kax OTCYyTCTBYET KepaTuH [4]. bapbepHas YHKLUWS KOXM
B 3HAYUTENbHOW CTEMEHW 3aBUCUT OT POrOBOro CNosl, KOTO-
pbit GOPMUPYETCH B XOA€E CTPOro peryampyemMbix NpoLeccos
aMdodepeHUMPOBKM KepaTUHOLMTOB, Ha3blBaemblXx Kepa-
TUHU3aumen [4]. KepaTuHu3auma LOCTUraeTcs C NMOMOLLbIO
KepaTUHOLMTOB, NPOXOASALLMX YePEe3 YETbIPE KNETOYHbIX C/10S
anuaepmuca — 6a3anbHblf, LWMNOBATbIA, 3EPHUCTBIN U POro-
BOW. B poroBom cnoe KepaTMHOLMTbI HAa4YMHAOT NPOAYLMPO-
BaTb MEMOPaHHO-OrPaHNYEHHbIE FPaHybl — KepaTornanu-

HOBbl€ rpaHy/bl M NIacTUHYaTble Tena. KepatormanmMHoBble
rpaHynbl CofepyKaT BHYTPWMKIETOYHbIE KOMMOHEHTbl POro-
BOro €0 (Takue Kak dunarrpuH, NOPUKPUH U KepaTUHO-
Bble dMNaMeHTbl), TOr4a KaK naacTuHYaTble Tena cogepkar
BHEK/IETOYHbIE KOMMOHEHTbI (TaKWe KaK Mnuabl, KOpHEeo-
[ECMO3KMH U KanIMKPENHbI). B poroBom crnoe KepaTuHOLUMUTbI
B npouecce AMdPpepeHUUpPOBKM TEPSIOT 94P0 U U3MEHSIOT
cBolO GopMy, a BMECTO LMTOMnIasmMatuyeckon memobpaHbl
dopmupyeTcs 6enKoBO-NUNUAHBLIA KOHBEPT. lNnactuHYyaTble
Tena CEeKpPEeTUPYITCS B MEXKIETOYHOE MPOCTPaHCTBO KOp-
HEOLMTOB NpPWU nepexode OT 3ePHUCTOro Cos K POroBomy,
rA€ UX COAEPKUMOE BbIAENAETCS U CKPENSET KNETKN MexXay
Co60M: TaKasi CTPYKTypa 4acTo OMUCbIBAETCSH KaK «KMPMUymn»
(KOPHEOLMTbI) U «LeMEHT» (MEXKKIETOYHbIE nnuabl) [5].

EcTecTBeHHbIV yBAaXHAKOWMIA GaKTop MOXKeT urpatb
BayKHYIO POSib B PErYIMPOBAHUMU KIOYEBLIX GUOXMMUYECKMX
npoueccoB B anuaepmanbHOM 6apbepe KOXW, BKIO4Yas
NPOoTEa3HY aKTMBHOCTb, 6apbePHYIO MPOHULLAEMOCTb, KOX-
HYIO aHTUMWKPOOBHYIO 3aluMTy W noaaepraHue pH KoxKu.
Mpn poXKAEHUN MOBEPXHOCTb KOXKM HOBOPOXKAEHHbLIX UMEET
XapaKTepHbIA HEUTPabHbIM UK WenoyHon pH — 6,2-7,5,
4YTO acCOLMMPOBAHO C OTHOCUTENIbHOW HEe3PenocTbio Mexa-
HM3MOB MOJABMIEHUS POCTa NATOreHHbIX MMKPOOPraHM3mMoB
M BbICOKMM YPOBHEM TpaHC3anuaepMasbHOM NoTepu BoOAbl
[6, 7]. 3awuTHasa GyHKUMA anuaepmanbHOro 6apbepa A0CTU-
raetcs 3a cYeT NoAAepPKaHUS BHYTPUKNETOYHOIrO romeocTa-
3a, YPOBHS rnapartauuun Koxu, ndbupartenbHoro TpaHcnopTa
XMMMYECKMX BELLECTB M MOJMIEKY/, @ TaKKe 3a cyeT npenar-
CTBMS NPOHWKHOBEHMIO NATOMEHHbLIX MMKPOOPraHNM3MOoB, 4TO
06YC/NIOB/IEHO CMIOXKHbIMWM B3aMMOCBSA3SMU MEXKAY CTPYK-
TYPHBIMWU KOMMOHEHTaMK anuaepmManbHOro 6apbepa, Takux
KaK poroson cnown, TJ-6apbep, Un NIOTHbIE KOHTaKThI (tight
junctions, TJs), n ceTblo KNeToK JlaHrepraHca.

CTPYKTYPA U ®YHKLU WU 3INUAEPMAJZIbHOIO

BAPbEPA

Porosou cnou

BbrnoxumMunyecKyto OCHOBY anuaepmManbHoOro 6apbepa
COCTaBNSAOT C/IOXKHbIE, MHTErpuMpoBaHHbIE U cGanaHcKMpo-
BaHHble MOMIEKYNSiPHbIE MpoLEecChbl, NpUMBOAAWME K rnbe-
I KEPATUHOUMTOB MYTEM WX TEPMWHaNbHOM AUbIEpPEHLM-
POBKM C 3aMEHOW Mna3MaTUiecKon MemOpaHbl KECTKUM
HEPacTBOPMMbIM MaKpPOMOEKYNSPHLIM POrOBbIM CII0EM.
HavanbHble 3Tanbl GOPMUPOBaAHUA POroBOro Cj0s Mpo-
MCXOASAT MyTem nocnefoBaTeNlbHOW 3KCMNPECCUU OCHOBHbIX
6enKoBbIX BewecTB. CTPYKTYypHble GENKU LWMPOKO CLUUTbI
TpaHCryTaMMHa3aMu M SBASIOTCS OCHOBOW 415 CNOS AUMK-
[0B, KOBANIEHTHO CBf3aHHbIX C BHEKNETOYHOW MOBEPXHO-
CTblO KEPATUHOLIUTOB, 06Pa3yIoLLMX, TEM CaMblM, BHELIHIO
NUNUAHYIO 060/104Ky. benku, obpasyoliMe poroBon Crow,
MOryT nogsepratbcs YCuneHHon andpdepeHLnpoBKe B OTBET
Ha NoBpeXKAEHWE UK B pesynbTaTe BO3AencTBUsS GaKTopoB
OKpYy»Katollen cpedbl, HToO6bl KOMMEHCUMPOBATb W MOAAEPHKMU-
BaTb 6apbepHbIn addPeKT [8].

HeaKT1BHbIM NpeawecTBEHHUK dunarrppuHa — npodu-
narrpuH — npeacraBnseT co6omn 60bLWON CNOXKHbIM pocho-
PUAMPOBAHHbIM NOAUMENTUA, KOTOPbLIN SBASETCA OCHOBHbLIM
KOMMOHEHTOM rpaHyn KepaTorvanuHa F, BUAUMbIX B 3€PHM-
CTOM cnoe KieTok anuaepmuca [8, 9]. Mpu dopmupoBaHum
pPOroBOro KOHBEpPTa KOPHEOLUTOB npodunarrpuH aepocdo-
PUAMPYETCS M MPOTEONIUTUYHECKM pacCLLEnSeTcs CePUHOBbI-
MU npoTea3amMu, YTO NPUBOANT K 06pa30BaHMIO MHOXKECTBA
KONUM GYHKLUMOHaNbHbIX eanHUL, dunarrpuHa.

Mocne pacwenneHns ocCBOBOXKAEHHbIN punarrpmH ces-
3blBAETCA C KepaTMHOBbLIM LIMTOCKENETOM M paspyliaeT-
csl, B pe3ynbrate 4Yero ynjaoweHHas YelynKka OpueHTUpY-
eTCcsl napanienbHO BHEWHEeN MOBEPXHOCTM 3nuaepmuca.

i
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PacwenneHHbin goMeH npodunarrpuHa NpoHMKaeT B 94p0
M UrpaeT AOMNOMHUTENbHYIO POb B PErynsaunun Tepmu-
HanbHOW AauddepeHunpoBku [9]. Bnocneactsum B poro-
BOM cfioe nentua dunarrpuHa nocTeneHHo pasnaraetcs
depMeHTaMu NOCTTPaHCASLMOHHON MoaMbUKaLnK (BKIIO-
yaa n3odopmbl NnenTUaMnapruHMHagemMmtassl 1 1 3) B nyn
rMAPOOUNbHBIX aMUHOKMUCAOT, BKOYas YPOKAUHOBYHO KMUC-
NoTy, MMPPONUAOHKAPOOHOBY KUCOTY U anaHuH [9]. Mpu
CHWXXEHWW YPOBHS rMapartaumyM poroBoro cfios ruaponus
dunarrpmHa NpomMcxXoanT B TMIPOCKOMUYHbBIX aMUHOKMCO-
Tax, Ha 3TOT NpoLLeCC BAMSAIOT Takne GpaKTopbl, Kak BO3pacT,
yneTpaduronetoBoe uanyyeHne B, oTHOcUTeNbHasa Blax-
HOCTb ¥ runokcusa [10].

B MeKKNeTo4YHOM NPOCTPaHCTBE B OCHOBHOM COAEpIKaT-
CSl TAaKWE TUTPOCKOMUYHbIE aMUHOKUCNOTbI, KaK apruHuH,
rNyTaMWH WU TUCTUAMH. Tlyn 3TUX aMMHOKMCAOT, UX MeTabo-
JINTOB M PasNn4YHbIX MOHOB NpeaCcTaBnseT coboM ecTeCTBEH-
HbIM yBnaxHsAWWKUN darkTop (aHm1. natural moisturizing
factors, NMF), KoTopbl OTBETCTBEHEH 3a GOpMUpPOBaHME
pPOroBOro cfos, yctaHoBfAeHWe pH u nogaepraHue ypoBHS
rmapatauum Ons CMHTE3a YPOKaMHOBOW KMCNOTbI (urocainic
acid, UCA) B ee uuc- u TpaHchopmax, KOTOpble OKa3biBatoT
MHrMbupyolee gencteme Ha poct Staphylococcus aureus
[11-13]. B cBo o4epeab, TpaHcanuagepMasnbHasa norteps
BOAbl Y HOBOPOXAEHHbIX B 3HAYWUTENbHOM Mepe onpeje-
NFeTcs LEeNoCTHOCTbIO anuaepmanbHoro 6apbepa, a Tak-
e aHaTOMMW4YeCKoM 06/1acTblo, recTalMOHHbIM BO3PAaCTOM,
BNAXKHOCTbO OKpyKatouwen cpeabl [13, 14]. B cBA3M € Tem,
YTO Y HOBOPOXAEHHOIO aKTUBHOCTb 3KKPMHOBbLIX MOTOBbIX
enes HU3Kas, Y AOHOLEHHbIX HOBOPOXAEHHbIX TpaHc-
anuaepManbHasa notepst BoAbl HUXKE, YeM y B3pochbix [15].
Y He[OHOLEHHbIX AETEW CTeneHb TpaHcanuaepmMasbHOM
notepu BOAbl 06pPATHO MPOMOpPLMOHANbHA rectalMoOHHOMY
Bo3pacTy [16].

CHWXXeHWe aKkcnpeccun dunarrpuHa B pesynbrate MyTa-
UM B reHe éwunarrpuHa (FLG) 6b110 onucaHo y GOMbHbIX
C BynbrapHbiM Uxtno3om u At [17]. 3T myTaumm accoumm-
pOBaHbl C BbICOKMM PUCKOM paHHEro Havyana 6poHxuanbHoOm
acCTMbl, NMULLEBOKN anfiepruun, NoBbIWEHUS ypoBHSA ISE B CbiBO-
pPOTKE KpOBW M coxpaHeHus AT/ B 3penom Bo3pacTte [18].
Kpome Toro, mokasaHa accouuauuns Mytaumm B reHe dunar-
rpuHa npu AT/ ¢ IgE-onocpenoBaHHOM annepruen Ha apa-
XMC, YTO YKa3blBAET Ha NOBbILEHHYIO MPOHULLAEMOCTb KOXM
M ee BbICOKYIO YyBCTBUTENbHOCTb K BO3AEWCTBMIO annep-
reHOB MNpu NaToNOrMYECKMX BapuaHTax 3Toro reHa [18].
[eckBamMauusa ABNSETCS BaXXHOW YacTblo NoAAEPKaHUS BHY-
TPEHHEN cpeabl POroBOro CNos anMaepMuca M NpoLEeccoB
anMddepeHUMpPOBKN KEpaTUHOLUMTOB; B OCHOBHOM [€ECKBa-
MaLua peryanpyeTcs npoTEeONUTUYECKMMM MenTujasamu,
cBA3aHHbIMKU ¢ KannukpenHoMm (kallikrein, KLK) — KLK5,
KLK7, KLK14 [19]. VX aKTUBHOCTb yBEIMYMBaAETCA MNpwu
noBbllleHNM pH B pOroBoM Cnoe, TakKe OHa peryampyetcs
HabopoM MHIMOUTOPOB MpOTeas, BKIYAOWMX B ce65 UM-
doanuTennanbHblii MHIMBUTOP CEPUHOBOM MpoTeas3bl Kazal
TMna 5 (LEKTI), kogupyembii reHOM UMHIMOUTOPa CEPUHOBOM
npoTteasbl Kazal Tnna 5 (SPINK5) [20]. KLK 1 LEKTI xpaHsT-
€Sl B MNacTUHYaTbIX TeflaX M BbIAENAIOTCH B MEXKIETOYHOE
NPOCTPAHCTBO Ha rpaHuLIE pa3aena PoroBOro n 3epPHUCTOro
cnoes [8].

ALre3ansi KOpHeouuTOB 3aBMCMT OT annapata AecMo-
COMbl — KOPHEOAECMOCOMbI. [lecMocoma COCTOWUT M3 Tpex
6enKoB — AEeCMOCOMHOro KaagrepuHa, 6enKos 6poHeHocLa
M NMNakuMHOB. B KopHeogecmocome AecMOorfienH 1 1 gecmo-
KONIMMH 1 (CEMENCTBO KaarepnHoB) B3aMMOAENCTBYIOT € Mna-
KOrnobuHoM M nnakoodunuHamu (6enkammn 6GpoHeHocLa),
KOTOpble MPUKPENNAIOTCA K 3HBOMIAKUHY U MepuUnnakuHy
[21]. KopHeoaecMocHH ABASIETCS elle OAHUM BaXKHbIM KOM-

NOHEHTOM KOPHEOAECMOCOMHOM afre3nn, KOTOPbIA XPaHuT-
€Sl B MNACTUHYaTbIX TeNax U CEKPETUPYETCSH B MEKKIETOYHOE
NPOCTPaAHCTBO POroBOro cnos, rae B3aMmMoaencTsyeT ¢ 6en-
Kamu KagrepuHa [22].

OnCcOYHKUMS KOPHEOOECMOCOM, KaK MNpaBuio, Bbi3bl-
BaeT MaTo/IorMyecKoe yCuneHwe npolecca AecKBamauuu
KOPHEOLUMTOB, 4YTO MPUBOAUT K o06pa3oBaHuio AedeKToB
anugepmanbHoro 6apbepa M TeM caMblM yBENMYMBAET Npes-
PacnofioEHHOCTb KOXM K BOCMaUTENbHbIM MNpoLueccam
[21]. MoKa3aHO TaKKe, YTO roOMO3MroTHas MyTauus AecMo-
rnevHa 1 npuBOAMT K 3PUTPOAEPMUU, COMPOBOXKAAOLWEN-
Ccsl TafOHHO-MOJOWBEHHOW KepaToaepMuen, rmnoTpuxo3om
n BbiICOKMM ypoBHem IgE (Erythroderma, congenital, with
Palmoplantar Keratoderma, Hypotrichosis, and hyper-IgE,
EPKHE, Takxke wusBectHoM Kak SAM-cuHapom — Severe
dermatitis, multiple Allergies, and Metabolic wasting
syndrome — TshXenbl AepMaTuT, MHOXXEeCTBEeHHas anneprus
n MeTabonunyeckoe uctolleHune) [23]. BaHO OTMETUTb, YTO
nauyueHTtbl ¢ EPKHE yacto MMeloT MHOXKeCTBEHHbIe NULLEBbIE
annepruun [23, 24], Torga Kak roMo3uroTHas MyTaums reHa
KOpHEOAEeCMOCHMHa MNPUBOANUT K Pa3BUTUIO MUAWMHI-CKUH-
cuMHApOMa Tuna 1, KOTOpbI XapaKTepuayeTcs AepMaTUToM,
CWNbHbIM 3YAOM, MULLEBOW annepruemn, 4acTbiMmu NpUCTyna-
MU aHTMOHEBPOTMYECKOIO OTEKa M KpamnuBHULbI, acTMOWM
M NOBbIWEHHbLIM CbIBOPOTOYHbLIM YpoBHeM ISE [24].

MeXKneTo4Hble TIMNUAHbIE NNAaCTUHbI

MeXKKNneTouHble NUMNUAbI TaKKe SBASITCA HeoTbeMie-
MbIM KOMMOHEHTOM 3nuaepManbHoOro 6apbepa, B COCTaB
KOTOPbIX BXOASAT LepaMuabl, CBOGOAHbIE XMPHbIE KUCAOTbI
M XONecTepPUH. BblaeneHme MexKNeTo4YHbIX MTMNUL0B BO BHe-
KNETOYHOE MPOCTPaAHCTBO MPOMCXOAMT MpU nepexoge nna-
CTMHYaTbIX TeN M3 3epPHUCTOro cnos B poroson. Hanbonee
3HaYUMbIM AN GOPMMUPOBAHUS POrOBOr0 KOHBepTa 3nu-
aepMuca SBASeTCS oMmera-ruapoKcuuepamui, KoTopbin
NOKPbIBAET MOBEPXHOCTb KopHeouuToB [3, 25]. CoceaHne
AMNUAHbIE NAacTbl CLMBAOTCA APYr C APYroM, MCMOAb3ys
3TOT LepamMui B KayecTBe OCHOBbI [25]. Bo3HWKHOBEHME
nedeKkToB B depMeHTax, Perynnpylolinx CUHTE3 LepamMu-
OB, NPUBOAWT K AedeKTaM CTPYKTypbl 3nuMaepMasibHOro
6apbepa, B pesynbraTe 4ero pas3BMBAOTCH TaKUe KO-
Hble 3a60neBaHund, KaKk namennspHoii uxtno3d mn At [25].
12R-nunoKcureHasbl (Koanpyemble B reHe ALOX12B)
W anuaepMasibHble NUMNOKCUreHasbl 3 (KOAMPYEMblE B reHe
ALOXE3) Heobxoaumbl ans obpa3oBaHWsa oMera-ruapok-
cuuepammnga. HapyweHue cuHTe3a U CTPYKTYpbl 3TUX 6en-
KOB MPUBOAMT K pas3BUTUIO BpOXKAeHHOro uxtmosa (ARCI2
1 ARCI3 cooTBETCTBEHHO) [25].

TpaHcMeM6paHHbIM TPAHCMOPT MnaacTUHYaTbiX Ten Ocy-
LlecTBASETCA C NoOmMOLW b TpaHcnopTepa avnugos ABCAL12
[26]. MyTaumun reHa atoro 6enka NPUMBOAAT K TSXenomy
BPOXAEHHOMY MXTMO3Y, U3BECTHOMY KaK MXTUO3 ApNeKuHa,
YTO YKa3blBaET Ha ydacTve naacTMHYaTblX Ten B npoLeccax
OpOroBeHUs anugepmuca. Takxke 6bl1 MAeHTUOULMPOBaH
TpaHCcMeM6paHHbin 6enok 79/matTpuH (Tmem79/Matt),
KOTOPbI y4acTBYET B CEKpeuun COAEpPKMMOro naacTuH4ya-
Toro Tena [27, 28]. Tak, npu gednunte Tmem79 y mbllien
HabnoAanocb pasBWUTUE CMOHTAHHOrO AepMaTuTa C BbICO-
KUM YpOBHEM CbIBOPOTOYHOro IgE, KOTopbln HanomuHaeT
npossneHus AT y yenoBeka [28]. Kpome Toro, S. Saunders
M cOaBT. MoOKal3anu, 4to MyTtauua reHa TMEM79 umeet
HebOoNblUylo, HO 3HayuMmylo accoumaunto ¢ At [28]. Bce
BbllleCKa3aHHOe CBWAETENbCTBYET O TOM, YTO HapylweHus
QYHKUMW nnacTUHYaToro Tena, CBA3aHHble ¢ 06pa30BaHM-
eM fedEeKTOB MENKKIETOYHOro JMMMAHOMO Clos, NPUBOAST
K HapyLleHWto annaepManbHoro 6apbepa y HEKOTOPbIX NaLy-
eHToB ¢ At/.



UmMmyHoNOrMuecKkui 6apbep

AnuaepmanbHbll 6apbep COLEPHKMUT BCE TUMbI UMMYH-
HbIX KNeToK [29]. ATonnyeckue 3ab6osieBaHns UMeoT 0OLLKUI
naToreHes, KOTOPbIKM onocpefoBaH CABUIOM WMMYHHOIO
OoTBETa NPEMMYLLECTBEHHO B CTOPOHY M36bITOYHOrO ob6pa-
30BaHuA T-xennepos 2-ro tuna (Th2) U WMHAYKUMK UMK
NpoBOCNaNUTENbHbIX LWUTOKUHOB. AT/, nuwesas annep-
rUs, aniepruyecKkMm PUHUT U acTMa ABAAIOTCA 4YacTbl-
MW KOMOPOUAHBLIMW COCTOSHUSIMWU Yy [leTen, YTO CBHA3aHO,
BeposiTHee BCero, ¢ Mx obwen UMMyHONaTtoduanonoru-
en [29]. Th2-onocpefoBaHHbIM UMMYHHbIA OTBET Xapak-
TepuadyeTca CABUIOM B CTOPOHY YBEJIMYEHUS CUHTE3a
W BbICBOOOXAEHUSA TaKUX LLUTOKMHOB, KaK MHTEPSIENKUHDI
(interleukin, IL) 4, 5 1 13, KoTOpble BbICBOOGOXAAIOT NPOBOC-
nanuTesbHble LUTOKUHbLI U3 TYYHbIX KJIETOK U 303UHODUI0B
W NepeKoYaloT NPoayKuunio B-kneTkaMu MMMYyHOTrno6ynum-
HOB npeunmyllecTBeHHO Knacca E [29]. IgE cBasbiBatoTCA
¢ BblcOKOadpbuHHbIMKU peuenTopamn — FceR1 — Ha Tyu-
HbIX KneTkax u 6asodunax [29]. MNocnepyowee BO3aeN-
CTBUE annepreHa O6yaeT NPUBOAUTbL K BbICBOOOXKAEHUIO
Me[MaTopoB BOCMAJIEHUS C Pa3BUTUEM alepruyecKux
CUMMTOMOB.

BaxkHylo ponb B 0O6ecnevyeHun BPOXAEHHOITO UMMY-
HUTETa urpalT TpaHcmeMbpaHHble 6enku TLR (toll-like
receptors), cnoco6Hble pacrno3dHaBaTb MaToreHaccouunpo-
BaHHbIE MOJIEKYNAPHbIE CTPYKTYpbl (aHm1. pathogen-asso-
ciated molecular patterns, PAMP). TLR 1, 2, 4-6, 10
OoTBeYaloT 3a pacno3HaBaHne PAMP Ha KeTo4yHoM noBepx-
HocTH, TLR 3, 7-9 — B aHpocomax [30]. TLR Takke yva-
CTBYIOT B pacrno3HaBaHWW 3HAOMEHHbIX JIMraH4oOB B OTBET
Ha NoBpPEeXAEeHWe TKaHen, CNoco6CTBYSA TEM CaMbliM Noaaep-
¥aHuto annaepmanbHoro 6apbepa [31]. TLR akcnpeccupytoT
[LeHOPUTHbIE KIIETKKU, HaTypalibHble KUepbl U Makpodaru,
a Takke T- n B-numobountbl. AKTMBaumsa TLR 3anyckaet

Puc. YnetpactpyKTypa TJ-6apbepa
Fig. TJ-barrier ultrastructure

Mpumeyvanune. UctouHuk: H.H. MypalwkuH 1 coasT., 2019.
Note. Source: N.N. Murashkin et al., 2019.

BbICBOGOXKAEHWE NPOBOCMNANUTENbHbIX LLUTOKMHOB, a cneao-
BaTeNbHO, MOAY/IMPYET MMMYHHbIA OTBET MPOTUB MaToreH-
HbIX areHToB [30].

Y4yacTHUKOM natoreHesa AT/ TakxKe ABNSEeTCH CEMENCTBO
Mem6paHHbix 6enkoB NLR (NOD-nogo6Hble peLenTopbl):
NODs (6en0oK, coaeprallMi HyKNeoTUACBS3bIBaOLWMIA JOMEH
onuromepusaumn), NLRPs (6enok NOD-nogo6Horo peten-
Topa) 1 IPAF (dbaKTop, akTBMpYOWKMI npoTeasy nbaa) [32].
BHyTpuKneTo4Hble NOD-peLenTopbl pearvpytoT Ha pas3Hoo6-
pa3Hble MUKPOGHble NpoayKTbl [33]. NOD1 (TakKe M3BecT-
HbIn Kak CARD4 — [OMEH aKTMBaLMK W PEeKpyTMpOBaHWA
Kacnasbl 4) n3bupaTtenbHO pearnpyeT Ha rpamoTpuulaTenb-
Hble 6aKkTepun, a NOD2 pacnosHaeT dparmeHT nenTuaoru-
KaHa KNeTOYHOW CTEHKM (MypamMuanenTua), o6Lnin ans Bcex
6akTepuit [33, 34]. Oco6oro BHUMaHWA 3acnyKMBaeT GaKT
TOro, YTO HEKOTOopble BapmaHTbl reHa NOD1 accoummpoBaHbl
C OTHOCHUTENbHO BbICOKMM ypoBHeM IgE y nauuneHToB ¢ AT/,
N SBASIOTCA BaXKHbIM MHAMKATOPOM MPEAPacrONOKEHHOCTH
K atonun [34-37]. U3MEeHeHUs HYKeoTUAHON mnocneaoBa-
TenbHOCTU reHa NOD2, KoTopble MOryT NpPUBECTM K MaTto-
NIOTUYECKUM U3MEHEHUAM GYHKLUMM UMMYHHOM CUCTEMBI,
CBSA3aHbl HE TO/IbKO C ayTOMMMYHHbIMKU 3a601EBAHUSMHU, HO
nc At [37-39].

Benku NNoTHbIX coeguHeHui (TJs)

TJs npeacTtaBnsoT CO60M MEMKK/IETOYHblE COEAUHEHMUS,
KOTOpble MPWUCYTCTBYIOT B MPOCTOM MHOMOC/AOMHOM 3nuTe-
MK, a Takxe B aHaoTenun [40]. OHM COCTOAT U3 TPaHCMEM-
6paHHbIXx 6enKoB (6enkoB cemenctsa KnayauHos, Cldn),
TJ-accoumnnpoBaHHbIX 6enKoB (Hanpumep, okkntoauH — Ocln,
coefMHUTeNbHble MOSIEKY bl aare3nn — JAMS), a Takxe 6en-
KoB-6Gnsawek TJ (Hanpumep, 6enkn 1-3 zonula occludens —
Z0, MUPP-1 1 UMHIyAKH), KOTOpble CBA3aHbl C aKTUHOBbLIM
dunameHToM LuTOoCKeneTa (puc.) [40].
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TJs ¢ aKTMBHOM 3KCMNpeccuen peryavpyoT npoHuuae-
MOCTb 3nuaepMuca AN aHTUMreHOB BHELLHEW cpefdbl, KOH-
TPOMPYS TaKXKe MEXKNETOYHbIA MOTOK FOPMOHOB, LMTO-
KMHOB M anekTponuntoB [41]. lNpoHMLaeMOCTb HanpsMyto
3aBUCUT OT pa3mepa M UOHHOW crneundudHoctn Tis [41].
TJs o6pa3oBaHbl KOMMIEKCOM TPAHCMEMOPAHHbIX U BHYTPU-
KNETOYHbIX 6GENKOB, KOTOPblE HAaXoAsATCH B 3€PHUCTOM cloe
anugepmuca, Ux 3KCNPeccus 3Ha4YUTeNbHO yBeIMYMBaETCH
nocne NoBpeXKAEHUS, OHU TaKKe HeobxoauMMbl ansa andde-
PEHUMPOBKK anuaepManbHbiX KneToK [42]. MNpu 3abonesa-
HMAX, CBA3AHHbIX C runepnponudepaLmen KepatMHOUMTOB,
TaKMX KaK ncopuas, By/ibrapHbiin UXTMO3, TJS 06HapyKmMBatoT
1 B 6osee rnyboKux Cnoax anungepmMmmca.

K. Turksen 1 coaBT. BbISBUIN BbICOKWUI YPOBEHb TPAHCIMNM-
nepManbHOM notepu BoAbl Y KnayauH 1-AedULMTHBIX MblLLER,
4TO B CBOIO OYepedb NPUBOAWIO K 3HAYUTENbHOM NoTepe Beca
M NaTONOMMYECKUM U3MEHEHWAM B NEYEHN, CNEACTBMEM KOTO-
PbIX BO BCEX Cy4asx cTana CMEPTb }MBOTHbIX. [pU 3TOM Y 3THX
MbILLEN HE BblN0 OOHAPYXKEHO CTPYKTYPHbIX HapPyLWEHWUN 3Mu-
nepmManbHoro 6apbepa [41]. CxoaHoe KIMHUYEeCKOe COCTOSHUE
npu geduunte KnayanHa 1 66110 ONMCaHO Y HOBOPOXKAEHHbIX
C BPOXAEHHOM GOpPMON MXTMO3a, CKIEepo3a, xonaHrmta [41].
benku TJs TakKe nrpatoT BaxKHYI PoJib B MPOHUKHOBEHWMU HEKO-
TOPbIX BMPYCOB (Hanpumep, NpocToro repreca) U 6axkTepun,
KOTOpble MCMONb3YIOT KNayanH 1 B KayecTBe peLenTopoB s
C/IUSIHUS C KNIETKON-X038MHa MO0 MOAYIMPYIOT CTPYKTYpy TJs,
AKTUBMPYS CUTHabl UK JaxKe HanpsaMylo NOAKN0YasACh K HUM,
4YTO MPUBOAMUT K MX 4YacTUYHOMY pa3pbiBy [42]. Skcnpeccus
6enkoB TJ-6apbepa 6bICTPO YBENNYMBAETCS 3a CHET aKTUBALMK
Toll-nogo6Horo peuentopa 2 (TLR2) [43]. CTOUT OTMETUTb, YTO
B KOXX€ NauneHToB ¢ AT/l NponCXOAMT 3HaYUTENbHOE CHUKEHUE
3KCMpPEeCCUN KnayamHa 1, HO He CHWKeHue KnayauHa 4 [44].
TaKKe CHUXeHWe ypoBHS KnayauHa 1 noBbllaeT pUCK 3apa-
YeHus BMpycom repreca 1-ro Tvna y auu ¢ At [45]. Mo Bcewn
BMAMMOCTU, UMEETCS KOPPENSLIMSA MEXKAY IKCMPECCUEN Knayaun-
Ha 1 1 ypoBHEM MapKepoB MMMYHHOro otBeTa Th2-tnna [45],
4TO JOKa3blBAET HaNM4YMe BAnaHUS 6enKoB TJS Ha noTeHuuanb-
Hble annepreHbl OKPYXKatoLLen cpeabl.

B nononHeHue K poroBoMmy cnoto 6enkn TJs HeobxoanMbl
4NS NOAAEPXKaHWUa CTPYKTYPHOM LENOCTHOCTM anuaepMaib-
Horo 6apbepa, B 3€PHUCTOM C/NOE OHW BbICTYNalOT B POaU
Gapbepa ana BOAbl M pacTBOPEHHbIX B Hew BellectB [40].
Y nauuneHToB ¢ AT/[] aKcnpeccus KnayanmHa 1 cHUXKaeTcs gaxe
B y4yacTKax HenoBpexaeHHon KoxK [40]. CoobliaeTcs TaKkxe
0 CBS3M BapuaHTOB reHa KnayauHa 1 (CLDN1) ¢ pucKom
passutusa AT[ [41]. 3TM HabnaeHUs NO3BONSIOT Npeano-
NIOXWUTb, 4TO AedeKTbl TJS cnocobCTBYIOT ANCOYHKLMU IMNK-
nepmanbHoro 6apbepa, Habnogaemoro y nauyueHTos ¢ At/.
Bénblas 4acTb KOXMK MOKpbITa POroBbIM C0EM, MPeAno-
naraetcsl, 4To TJS BbICTyNalT KaK BTOpas NMHUS 3alluTbl
OT BHELWHKMX natoreHoB. OgHako TJ-6apbep ABASETCA OCHOB-
HOM GapbepPHON CTPYKTYPOW B MpUAATKax KOXM, TaKUX KaK
BOJIOCSAHbIE QONIMKYSbI M NOTOBbIE Keneabl. [1eNCTBUTENBHO,
XOPOLUO M3BECTHO, YTO Yepes BONOCSHbIE GONIUKYNbI B KOXKY
M CUCTEMHbIN KPOBOTOK MOIYT NMPOHMKaTb pa3fiMyHble NeKap-
CTBa W XMUMUKaTbl. TUMUYHBIM OCNOXHeHueM AT/, aBnsetcs
BO3HMKHOBEHWE/060CTPEHNE MHDEKLMI, BbIBBAHHbIX BMPY-
COM MPOCTOro reprneca WanM KOHTarMo3HOro MOJIIIOCKa, KOTO-
pble NonagatoT B OPraHW3M Yepes NpUAaTKU KOXM, KoTopble
B JaHHOM cfly4yae paccmaTpuBaloTcs KaK «ablpbl» (HaMMeHee
3allMLLEHHbIE YHaCTKKN) anngepmManbHoro 6apbepa [40, 41].

NOAAEPXXAHUE U BOCCTAHOBJIEHME

SNMUAEPMAJIBHOIO BAPbEPA

C NOMOLLbIO YBJIAXXHAIOWUX CPEACTB

BaykHoWM YacTbto nedyeHus AT/l aBnseTcs NoCTossHHOE (MK
no Mepe NoTpPebHOCTH) UCMOSIb30BaHWE 3MOIEHTOB C Liefblo

YMEHbLIEHUS TAXKECTU TeyeHus 3aboneBaHus, yBenuyeHus
NPOAOIKUTENBHOCTU PEMUCCUN U MpeaynpexaeHns anu-
3040B 060CTpeHUs. lpuMeHEHNEe 3MONIEHTOB HEOBX0AMMO
ONS YCTPaHEeHUs KCepo3a KOMXM WM BOCCTAHOBMIEHUS HOP-
MasfibHOW CTPYKTYpbl M GYHKLUKWKW anuaepManbHoOro 6apbepa.
B HacTosiee BpeMs OCTYNHO MHOXECTBO Pa3inyHbiX GopM
HapPYXHbIX YBNaXKHAOLWMX CPEACTB, MPeACTaBAEHHbIX B BUae
KpemoB, 6anb3amMoB, mMacen A8 BaHH, Ma3eun, NOCbOHOB,
renen v aspo3onen.

Komnnekc yBnaxHsawoouwmnx cpeacts XeraCalm A.D.
(AVENE, ®paHumsa) — 310 nepBoe penunuaupytoliee cpea-
CTBO C MPOTMBOBOCNANUTENbHLIM W MPOTUBO3YAHLIM [AEN-
CTBMEM. AKTUBHbLIM MHIPEAMEHTOM YBAAMHSAIOLWEro cpea-
ctBa gaBnetca |-modulia, nony4eHHbIM U3 TepManbHbIX BOA
M OKa3blBaloWMM MOLLHOE MNpsMoe BO3AEeNCTBME Ha 3y4
M BocnaneHue [45]. YBnaxHsatllee cpeactso npumeHsaercs
He ToNbKOo Npu AT/, HO 1 NpK Ncopuase, KpanuBHULE, UXTKU-
03€, a TaKXe Npu CMHWIbHOM 3yae. B nuHenKy BXxoasaTt aBa
CpeAcTBa Ans yxoja — Kpem M 6anb3am Ansa nvua v Tena.
KpeM noaxoauT AN YyMEPEHHO CYXOM WM aTOMUYHOM KOXMW,
6anb3aM — A7 4YPe3MEPHO CYXOW M aTOMUYHOM KOXKM.
Kpome TOro, ncnonbayetcs oyuvuiatroliee MMnuaoBOCMNONHS-
follee mMacno (BoccTaHaBAMBAET CTPYKTYPY 3anNMAEpPManbHOro
6apbepa 3a CHET BOCMONHEHUS LiepaMUoB U3 BHELLHEN cpe-
Obl) 419 gywa unu BaHHOW. Bee cpefctsa MOryT 6biTb UCNOSb-
30BaHbl KaK B nepuog 060CTpeHns, TaK U Nepmos peMuccum
AT[l. UccnepgoBaHna I-modullia noKasanu BbICOKYIO aKTUB-
HOCTb 3TOr0 MHIpeaneHTa B acneKTe BAUSHUSA Ha MEXaHU3-
Mbl UMMYHHOIO OTBETA, aKTMBaLMIO KEPATUHOLMTOB, a TaKKe
B YMEHbLUEHUM BbIpaXKEHHOCTW 3yaa KaK npu AT [45], Tak
W Npu Opyrux UMMyHOBOCManuUTeNbHbIX 3aboneBaHusx [45]
N CHUXEHUU pUCKa BTOPUYHOIO MHOMUMpPOBaHUA [45].

YHWKanbHbI HaAbOp WMHIrPeaMeHTOB AaHHOro cpeacTsa
MOMHOCTbIO WCKIOYaEeT COAEpKaHMe KOHCepBaHTOB. TaKoW
cocTaB 6blfl JOCTUMHYT B pe3ynbraTe UCMOb30BaHWA NpPoun3-
BOAWUTENEM KOHLIENUMUW «CTEPUSIBHOM KOCMETUKMW», B pamMKax
KOTOPOM BECb LMK NPOM3BOACTBA MPOUCXOAWT B acenTw-
YEeCKMX ycnoBusiX. Take 3Ta rpynna 3MONEHTOB npolna
MHOIFOYPOBHEBYIO K/IMHUYECKYIO MPOrpamMMy M3y4eHus nepe-
HOCMMOCTM MPU HAHECEHWW KaK Ha HOPMasbHYIO KOXY, Tak
M Ha KOXY C 3KCMEPUMEHTaNbHO MHAYLMPOBAHHBLIM MOBPEXK-
[LEHMEM B YCNOBWMSX, 6N1aronpusaTCTBYIOWMX NOSIBAEHMIO peaK-
UMM HenepeHocumocTu [46]. MpoayKumMIo TECTUPOBaIK TaKxe
Ha KOXXe Tena u nuua, NpuyeM ocoboe BHUMaHWe yaensnochb
NepeHOCUMOCTU MPU HaHECEHUU Ha KOXy BOKpyr rnas [46].
CeHcrbununsauuio NpoBepsiv B paMKax npoodbl N0 MHOrOKpaT-
HOMY HAHECEHMIO Ha OTKPbITbIE YYACTKM KOXM MONOBUHbI MLia
(Repeated Open Application Test, ROAT) 1 KOXM, ULLIEHHON
anuaepmuca (B Ka4ectBe Moaenu NoBPEXAEHHOM KOXMK) [46],
a TakKe B pamMKax MHOrOKpaTHOM KOXHOW annepruyeckomn
npo6bl y yenoseka (Human Repeat Insult Patch Test, HRIPT)
[46]. B pesynbrate uccnegoBaHua Oblan MOSYYEHbI MONO-
UTENbHbIE AaHHble O MEPEHOCMMOCTM Ha 340POBOM KOXKe
M Ha 3KCNepuMeHTanbHOM MOAENN MOBPEXAEHHOW KOXKU Npu
HOPMasbHbIX YCIOBUSAX MPUMEHEHUS; OLIEHKY 6e30macHOCTH
N 9dbDEKTUBHOCTM MPOBENN Ha Koxe nauuneHtos ¢ AT/l. Becero
B NporpaMme KIMHUYECKUX UCCNEeA0BaHWUI MPUHANO y4acTue
1288 naumeHToB (B TOM Yncie 650 naumeHtos ¢ AT/) [46].

3AK/TIOYEHUE

B natoreHese AT/l nameHeHuUs anuaepmasnbHoro 6apbe-
pa urpaloT K/IYeBYD ponb, 06ycnoBAMBas B3aMMOCBSA3b
NaToNoOrM4yecKom CTUMYNALMU BPOXKAEHHOO U aaanTUBHO-
ro0 MMMYHHOro otBeTa. MI3MEHEeHMUs CTPYKTYpHbIX GENKoB
KOXXHOro 6apbepa cBsidaHbl He TONbKO ¢ AT, HO ¥ ¢ aTo-
NMUYECKOW acTMOW, annepru4ecKUM pPUHUTOM M MNULLEBOM
annepruen, 4to NOAYEPKMBAET BaXKHOCTb TPAHCKYyTaHHOM



CEHCMOBMNM3aLMN KaK UCXOLHOro anfepruyeckoro Kackaga
MMMYHOJSTIOTMYECKUX PeaKLUMI, MPUBOASLLMX K aTONMNYECKOMY
Mapluy. MpocTon 1 NPSAMON NOAXOA K NPeAoTBPALLEHUIO UK
KOHTPONMPOBAHUIO AAHHOrO0 MNaToNOrMYeCcKoro COCTOSHUSA
3aK/1lo4aeTcss B MOCTOSIHHOM NOAAEPXaHWW LEeNoCTHOCTH
anuaepmanbHoro 6apbepa, 4To BO MHOroM AocTuraetcs 6na-
rogaps UCMonb30BaHWIO MHHOBALMOHHBLIX GOpMyn coBpe-
MEHHbIX 3MOJIEHTOB. 3HaHWE MOJEKYNSPHOrO CTPOEHMUS
1 QYHKUMIK annaepManbHoro 6apbepa No3BOJSET HaM rny6-
e MOHATb MEeXaHW3M Pa3BMTUS MaTONOrMYECKUX peaKLui
1 paspaboTtaTb CNOCco6bl UX NPeaoTBpalLEHNS.

UCTOYHUK ®UHAHCUPOBAHMUSA
Cratbs onybnukoBaHa npu noageprke 00O «[bep
dabp».
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0O6ocHoBaHHne. CuHapom LliBaxmaHa—/Lanmorga (CLUJ) — peakoe reHeTudeckoe 3abosieBaHWe C ayTOCOMHO-peLeCcCUB-
HbIM TUIOM Hac/ieJoBaHUs, B OCHOBE KOTOPOro JiexaT natoreHHole BapuaHTbl B reHe SBDS. CrieKTp BapuaHToB reHa SBDS
y 60JibHbIX ¢ CLU/J 1 0CO6EHHOCTM Te4YeHUs1 6OIE3HU B POCCUICKOMN MOonyasumMm paHee He usydanvcek. Llenb nccnepgoBa-
HUs1 — onucaTtb BapnaHTbl reHa SBDS 1 KiuHUKo-nabopaTopHble HapylueHus y aeten ¢ CLU/J. MeTtoabl. B npocrneKTMBHOM
nccne[oBaHUN Mpu NEPBUYHON rocAUTaam3anmm 3K30KPUHHYIO QYHKLUMIO MOAXKENYA04YHOM ene3bl OLeHUBaan o aKTUB-
HOCTW amunasbl U iMnasbl B KPOBH, Ha/IM4YMIO CTEATOPEMN M COAEPKAHMIO 3/1acTal3bl B Kane. [eMaTonornyeckne HapylueHus
onpeaensinm B KIMHUYECKOM aHaan3e KpoBu. KoCTHble aHoMannmu auarHoCTUPOBasun nyteM PEHTIeHO0rMYeCKOro Nccae[0-
BaHus. 3afiepiKKy pocTa ycTaHaBauBaau npu MOMOLUM aHTPONOMETPUYECKUX NapaMeTPOB C NOCAEAYIOUM MPUMEHEHNEM
NepLUEeHTUIbHbIX KpUBbIX. MOoneKynsapHo-reHeTM4ecKoe MccaegoBaHmMe MpPoBOAMIOCH METOAOM CEKBEHWPOBAaHWUS HOBOIMO
[MOKOJIEHMS U MPSIMOro CEKBEHUpOBaHUs no CeHrepy. Pe3ynbTaTtsel. [laTtoreHHble BapuaHTbl reHa SBDS (Bcero 8) o6Hapy-
XeHbl y 25 (89%) nz 28 geten ¢ CLU/J. YHaue Bcero (y 23 nayneHToB; 82%) o6Hapy»uBaan BapuaHT ¢.258+2T>C, U3 Hux
B 18 cayyasix B KOMMNayHA-reTepo3nuroTHOM COCTOSIHMKU ¢ BapuaHTom ¢.183_184delTAInsCT. Y 2 60/1bHbIX BbisIBJIEH Bapu-
aHT €.653G>A (p.Arg218GIn), no ogHomy ciyyaro — BapuaHTbl €.258+1G>A, ¢.107delT, c.356G>A, ¢.297_300delAAGA,
¢.338C>T. Y Bcex geten ¢ CLU/ otmedyeHa 3ajepxKa pocTa, y 11 (39%) — KocTHble aHoMainn. B kKpoBu y 24 (86%) neten
oTMeYasiacb HEUTPOMNEHUS, pexKe — aHeMusi U TPoM6oLMToNeHus. CHuKeHne aKTMBHOCTU anactasbl 1 (< 200 MKr/r)
B Kasie 06Hapy»KeHo y 26 (92%) nauyneHToB. Y 21 (75%) pebeHKa OTMEYEH CUHAPOM LUUTOIM3a. aKaodeHue. [laToreHHble
BapuaHTbl reHa SBDS o6Hapy»eHbl y 60JblUMHCTBa poccuickux geten ¢ CLU/J, 4dauwe Bcero BapuaHTbl €. 258+2T>C
n ¢.183_184delTAinsCT. KnuHn4yecKkne cUMNTOMbI crHApoma LLIBaxmaHa—/arMoHAa MposiBASIOTCS C MNepBbIX AHEN HMU3HU
B BUAE 3a[iePKKM GU3MYECKOro pa3BuTHs, cTeaTopen U reMaToorM4eCcKMX HapyLLeHuM.

KniodeBbie cnoBa: fetu, cuHapom LliBaxmaHa-/aviMoHga, reH SBDS, cumnTomsbl, 1abopaTopHble NpU3HaKHU, cteaTopes,
CUHAPOM LMTONIN3a, 31acTa3a Kana 1.

(Ansa ynTnpoBaHus: Vinatosa M.T., eopavesa E.A., LLBey O.A., MyxuHa A.A., MouceeBa A.A., PoguHa 0.A., LWymunos .B.,
MNaBnoBa A.B., PaikuHa E.B., AcaHoB A.10., JlnutBnHoBa M. M., Lllep6uHa A.HO. [eHeTUYECKNE U KIMHUKO-TabopaTopHbie
0CO06€eHHOCTH cuHApoMma LLiBaxmvaHa—/[danmoHaa B Poccuum: NpocneKkTMBHOE UccneaoBaHue. Bornpockl COBPEMEHHOM neama-
Tpun. 2019; 18 (5): 393-400. doi: 10.15690/vsp.v18i5.2057)

OBOCHOBAHME

Cunppom WBaxmaHa—/danmoHga (CLUA; Shwachman-—
Diamond syndrome, OMIM 260400) — pegkoe ayto-
COMHO-peLieccMBHOe 3aboneBaHue, XxapaKkTepuaylolleecs
HEeJOCTaTOYHOCTbIO 9K3OKPUHHOWM QYHKLMKM MOAXKENYA0M-
HOW »Kenesbl, ANCPYHKLMEN KOCTHOro mo3ra (HeuTporie-
HUS, aHEMUS, peXKe TPOMOOLMTONEHUS), 3aePKKOM pocTa
W CKeneTHbiMM aHomanuamu [1, 2]. ClUA B 90% cny-
YyaeB BbI3BaH MNaTOreHHbIMWM BapuaHTamMu reHa SBDS
(OMIM 607444) [3]. TeH pacnonoxeH Ha xpomocome 7

(7911) n coctouT U3 5 3K30HOB, KOAMPYLOLMX 6GENoK
13 250 amuHokucnot [3]. Hanbonee 4yacTbiIMW NaTOreHHbI-
Mu BapuaHTamu reHa SBDS (no 80% Bcex cnyyaes CLU)
anstoTca €.183_184delTAinsCT un ¢.258+2T>C [4-6].
B 10% cny4aeB 06Hapy*uBalTCHd MUCCEHC- U HOHCEHC-
BapuaHTbl, KPyMnHble Aefielnn, KOTOpble MOryT pacnona-
raTbC B t060M M3 3K30HOB reHa SBDS [6, 7]. ¥ 10%
O0/IbHbIX UBMEHEHUSA B HYKNEOTUAHOM MnocneaoBaTenbHo-
cTu reHa SBDS He naeHtTuduumnpytotes [8], 4To yKa3dbiBaeT
Ha NaToreHeTUYEeCKyIo POJib APYrUX FEHOB.
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benok SBDS nokanuadyeTtcs B sApblllKax, npeumylle-
CTBEHHO B YyacTKe 6uocuHTe3a pubocom. OH aBndeT-
Csl TE/IOCOMCBS3bIBAOWMM GENKOM B KIETOYHOM LMKIE,
KOTOpbIM BO Bpems S-dasbl MUTO3a MPUHMMAET ydactue
B YOAJIMHEHUM TEIOMEP XPOMOCOM 3a CYeT peryavpoBa-
HUA GYHKUMKM TenoMmepasbl [9—-11]. U3BeCTHO, 4YTO HM3Kas
aKTMBHOCTb Tenomepasbl y nauyueHtoB ¢ CLUJ cnoco6-
CTBYET YKOpo4yeHuto Tenomep Ha 20-50% no cpaBHEHUIO
CO 3[0POBbIMU NOAbMU, MPEXAEBPEMEHHOMY CTapeHuUIo
n rnéenu KneTok [12-14].

Ona CLUA xapaKTepHa 3K30KpPUHHas HeAOCTaTOYHOCTb
NOAXKENYAOYHON Kenesbl C POXAEHNUS C NocneayoLmMm nose-
NIEHWEM KIMHUYECKUX NPU3HaAKOB AeduunTa KMPOpacTBo-
puMbix BUTaMuHOB A, D, E n K, 6en1KOBO-3HEPreTMYecKom
HEeQOCTAaTOYHOCTU pa3HOM cTeneHun Tsxkectu [9, 12]. Y 605b-
LUMHCTBA MaLMEHTOB ONpeaensieTcsl CHUMXEHMUE YPOBHS NaH-
KpeaTM4yecKonm amunasbl M nvnasbl B KpoBu [9, 12, 15],
y 50-75% — noBbllleHne aKTMBHOCTM TpaHCaMuHa3l
nedyenn [9, 12]. B 88-100% cny4yaeB oO6GHapyxunBatoTCH
reMaToNIorM4eCcKne HapyLeHus, B YaCTHOCTU HEUTPOMNEHUS,
KOTOPYIO MOXHO [MarHoCTUpPOBaTb y)Ke B HeOoHaTalbHOM
nepuoge [9, 16, 17]. Y 80% nauueHToB HabnogaeTcs aHe-
MWS, HECKONIbKO pexe (y 24—-88%) — TpombouuToneHns
[9, 18]. MauyuneHTbl ¢ CLUJ oTHOCATCS K rpynne BbICOKOro
pUCKa pa3BUTUA LIUTOFEHETUYECKUX aHOManui U B nocne-
[YIOLEM MWEeNoAMCnIacTUYECKOro CMHApPOMa M OCTPOro
MHenobnacTtHoro fnemnkosa [19-21]. M3 KOCTHOM naTosorMm
pacnpocTpaHeHbl HU3KKUI POCT, OTCTaBaHME KOCTHOrO BO3-

pacTta, aHOManuu pasBUTUSA TPYAHOW KIETKWU, TMUMonnasus
danaHr, KIMHOLaKTUNng, MetadpusapHas AucxoHponna-
3us, BanbrycHas unu BapycHas gedopmaumna cton [8, 13].
MpnbnnaunTenbHO y NosioBMHbI AeTen (45%) ¢ CLUA o6Ha-
PYXMBAETCS CHUXEHWE MWHepanbHOW MIOTHOCTU KOCTHOWM
TKaHu [8, 13]. CywiecTBeHHOW NpobaeMon Ans naumeHToB
¢ CLLUA aBnstoTcs 3ab6oneBaHns NoNoCTU pta U 3y60B: peLm-
OVBUPYIOLLME CTOMATUTbI, NEPUOAOHTUTbI, HApyLLEHNE MUHE-
panusauuu aManu 3y6oB, 4YTO BELET K Nporpeccupyrowemy
MHOXeCTBEHHOMY Kapuecy [1, 2, 21].

PacnpocTtpaHeHHocTs CLUJ B Poccun HeusBecTHa.
He wnasyyanucb B Poccum M reHeTu4yeckme OCOBEHHOCTH
Ccw. Mo HaweMmy MHeHuto, anarHo3 CLU/J, yacTto ocTaetcs
HEeYyCTaHOBJIEHHbIM WX YCTaHaBIMBAETCH CMULLIKOM MO34-
HO, YTO yXyAWwaeT NPOrHo3 AN AaHHOW rpynnbl NauneH-
ToB. [letn ¢ CLUJ, moryt Habnogatbca y Bpaya C TaKMmu
AnarHo3amu, Kak CUHAPOM Manbabcopbuuu, nuuieBas
anneprus (ractpouHTecTMHanbHaa ¢Gopma), MYKOBMUCLM-
[03, HeWTponeHua (MnageHvyeckad dopma), NepBUYHbIN
UMMYHOZEeDULMAT.

Llenb uccnepoBaHua — onvcatb BapuaHTbl reHa SBDS
N KNMHUKO-NnabopaTopHble HapylleHus y aeten ¢ CLUA.

METOAbI

Bce getn ¢ CLU/ (28 peten) HabngatoTca B 2 cTaumo-
Hapax: No remaTosiornyeckomy npoduno — 8 HMUL, AIrOU
uMm. Omutpma PorayéBa, no neguaTpu4yeckomy npoduno —
B ANKB N2 13 um. H. d. dunartosa.
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Genetic and Clinical Features of Shwachman-Diamond
Syndrome in Russian Population: Prospective Study

Background. Shwachman—Diamond syndrome (SDS) is the rare genetic autosomal recessive disorder with pathogenic variants in
SBDS gene. The spectrum of SBDS gene variants in patients with SDS and features of disease course have not been studied before in
Russian population. Objective. The aim of the study was to describe all the variants of SBDS gene and clinical and laboratory
abnormalities in children with SDS. Methods. In this prospective study exocrine pancreatic function was estimated by amylase and
lipase activity in blood, steatorrhea presence and stool elastase levels during the initial hospitalization. Haematological disorders
were analysed by complete blood count. Bone abnormalities were diagnosed via X-ray imaging. Growth delay was established due
to anthropometry indicators and percentile curves. Molecular genetic testing was performed with using next generation sequencing
and Senger sequencing. Results. Pathogenic variants in SBDS gene (8 in general) were revealed in 25 (89%) out of 28 children with
SDS. The most common variant (in 23 patients, 82%) was ¢.258+2T>C, and in 18 cases it was in compound heterozygous state
with ¢.183_184delTAinsCT. Two patients had ¢.653G>A (p.Arg218GIn) variant and for one patient for every of the following variants:
c.258+1G>A, c.107delT, ¢.356G>A, ¢.297_300delAAGA, ¢.338C>T. All children with SDS had growth delay, in 11 (39%) cases
we revealed bone abnormalities. In blood samples of 24 (86%) children we revealed neutropenia and less frequently anemia and
thrombocytopenia. The stool elastase | decreased activity (< 200 ug/g) was revealed in 26 (92%) patients. 21 (75%) children had
cytolysis syndrome. Conclusion. Pathogenic variants of SBDS gene were revealed in majority of Russian children with SDS. The most
frequent are ¢.258+2T>C and ¢.183_184delTAinsCT variants. Clinical signs of Shwachman—-Diamond syndrome manifest since birth
with growth delay, steatorrhea and haematological disorders.

Key words: children, Shwachman—-Diamond syndrome, SBDS gene, symptoms, laboratory signs, steatorrhea, cytolysis syndrome, stool
elastase .
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Pesynbrathl 06cnegoBaHnsa 14 nauueHToB C reHeTnde-
CKM noatBepxaeHHbiM CLU/ ony6nnkoBaHbl paHee [15].

[Ou3aiiH uccnegoBaHus
MpoBeaeHo NPoCcnexKTUBHOE UccliefoBaHKe.

Kputepumu cootBetTcTBUA
Kputepun BKIO4YEHNS:

® MauWeHTbl C YCTAHOBMIEHHbIM AMArHo3oM «CUHAPOM
LliBaxmaHa—[anmoHaa» B Bo3pacTte Ao 18 ner;

® oanMCaHHOEe POAUTENSIMU MW 3aKOHHbIMW MPeACTaBU-
TensiMu naumeHTa MHGOPMMPOBAHHOE Ccornacue Ha npo-
BeaeHne NabopaTopHO-MHCTPYMEHTaNbHbIX MCCneaoBa-
HUM 1 06PabOTKY AaHHbIX.

JAnarHocTmyeckne Kputepum

[OwnarHo3 CLU[J yctaHaBnuBanu unu BepudULMPOBaIM
B COOTBETCTBUWU CO CNeAyOWMMN OCHOBHBIMU KPUTEPUSIMHU
npuv NepBUYHON rocnuTanu3daumm pebeHka [15]:

1) cuHAPOM ManbabcopOLMK KMUPOB (CTeaTopes — Hanuyue
B KONporpamme HenTpanbHOro upa, CHUXeHWe anacTa-
3bl Kana — HWKHWM npeaen 200 MKr/r npu oTpuuaTenb-
HOM pe3ynbTaTe NOTOBOro TecTa);

2) remaTonorMyeckue HapyleHns B KIMHUYECKOM aHanmse
KPOBW (CHUXKEHWE KOHLEHTpaLWK remornobuHa, abco-
JIIOTHOrO YyMcna HEMTPODUIOB, TPOMOOLIMTOMEHNS) HUXKE
pedepeHCHbIX 3HaYeHU C y4eToM BO3pacTa NauueHTa;

3) 3agepKa GU3NYECKOro pa3BUTUS C MPUMEHEHMEM Mep-
LLEHTWUIbHbBIX KPUBbIX (HOpMa 25-75-1 nepueHTub).

K 1ONONHUTENbHBIM KPUTEPUSAM OTHOCUIIM HaNMYUe CUHA-
poMa LMTONM3a Mpu OTpULATENbHbIX MapKepax BUPYCHbIX
renaTntoB, CHUXXEHWE aKTMBHOCTW MaHKpeaTUYeCKOW amu-
nasbl ¥ AMnasbl B GUOXMMUYECKOM aHanM3e KPoBU.

YcnoBus npoBeaeHus

B wuccnegoBaHve BKMOYanM GOMbHbIX, FOCAMTANU3UPO-
BaHHbIX B HauMOHaNbHbIM MEAULIMHCKUMI MccneaoBaTenbCKum
LEHTP AETCKOW rematofiorMu, OHKOAOTMU M UMMYHONOTMK
um. Imutpus Porauésa (MockBa) 1 [JETCKYIO rOPOACKYHO KIUHK-
yeckyto 60nbHMLYy N2 13 nm. H.d. dunatosa (MockBa), B 060X
LieHTpax — B nepuog ¢ ceHtabpsa 2010 no mapt 2019 1.

LieneBble noKa3aTenu uccinefoBaHus

OCHOBHOWM MOKazaTefb: CNEeKTp BapuaHToB reHa SBDS
y nauueHToB ¢ CLUA.

[lononHuTenbHble NOKasaTeNu: KIMHWKO-nabopaTopHble
npu3Haku CLUA.

leHeTHYECKOE TecTUpOBaHUe

[ns MoneKkynsapHO-reHeTMY4EeCKOro MccnefoBaHns UCnosb-
30Banu obpasel, LielbHOM BEHO3HOW KPoBM (06BbEM 2 M),
B34TbI B MPOOGUPKY C aHTukoarynsHtom 3TA. [eHOMHyto
[OHK 13 KneTtoK KpoBwW 60/1bHbIX BbIAENSAIM C UCNONb30BaHM-
eM Habopa peareHtoB DNeasy Blood & Tissue Kit (Qiagen,
[onnaHauns) B COOTBETCTBMM C MPOTOKOSIOM NPOU3BOAUTENS.

BapwuaHTbl reHa SBDS feTeKTMpoBanu Metogom npsimoro
ceKkBeHupoBaHua no CaHrepy (y 18 nauveHToB) M MeTo-
[OM CEeKBEHMpPOBaHWA HOBOro nokonexwusa (y 10 nauuen-
ToB). B xoe ceKBeHMpoBaHMA Gblin MCCNeAoBaHbl 3K30HbI
1-5 reHa SBDS, a TakXe npuneratoume K HUM UHTPOHHbIE
o6nactn. CekBeHupoBaHue no CaHrepy ocywecTBisnoch
Ha npubope ABI PRISM 3130x! (Applied Biosystems, CLLA).
MHTepecyowmne obnactu reHa SBDS amnnanbuumpoBanu
C MoMoLblo crneundUyHbIX NpanMepoB ANs MocneayLlLero

npoBeAeHNS CEKBEHMPOBAHMUS C MCMONb30BaHMeM Habopa
BigDye Terminator Sequencing Kit (Applied Biosystems,
CLUA). MonyyeHHbIM B pe3ynbraTte peakLMn MeyYeHbl NPpOoayKT
Oo4yuLlanM OT KOMMOHEHTOB PEaKLMOHHOM CMecu, a 3aTem
pa3aensnmn aMnanKOHbI C MOMOLLbIO KanNUISIPHOIO 3/1EKTPO-
dopesa. CekBeHNUpOBaHWE HOBOIO NMOKOJIEHUSA NMPOU3BOANIIU
Ha nnatdopme MiSeq (Illumina, CLUA). Ana atoro U3 npea-
BapuTENbHO dparmMeHTMpoBaHHOW M ovnweHHon JHK noa-
rotaBnanBann 6UGAMOTEKM C UCnoNb3oBaHWeM Habopa NEB
Next Ultra Il DNA Library Prep Kit for lllumina (New England
Biolabs, Benvko6putanus). Janee ¢opmupoBanu nyn npo-
WMHOEKCUPOBaHHbIX 06pa3LoB A8 NPoBeAeHUs rMbpuansa-
unn ¢ 6ubnnotexkon 3o0HA0B HabopoMm SeqCap EZ Accessory
Kit v2 (Roche Nimble Gen, lepmaHusl) cornacHo nNpoToKkony
npoussoauTens. Bce BbiSBAEHHbIE METOJOM CEKBEHMPOBA-
HWSA HOBOIO MOKOJIEHNSI BapuaHTbl reHa SBDS B nocnegyio-
em BepnduLMpoBaIn METOJOM NPSIMOro CEKBEHMPOBAHHS
no CaHrepy.

OueHKy NaToreHHOCT BapuaHToB reHa SBDS npoBoannu
¢ ucnonb3oBaHWem 6a3 AaHHbix Online Mendelian Inheri-
tance in Man (OMIM), Human Gene Mutation Database
(HGMD), Clinically Relevant Variation (ClinVar).

JlaGopaTopHbie U MHCTPYMEHTaJIbHble UCCNefo0BaHusA

Bcem getam B aHannsupyemow rpyrnne npu nepBuyHoOm
rocnuTanusaumu ans o6cnegoBaHns NPoOBOAMAN CTaHAaPT-
Hble KIMHUYECKME, BUOXMMUYECKME U MMMYHONOIMYECKME
ncecnegoBaHUss — KIMHUYECKUM M BUOXMMWYECKUI aHa-
Nn3bl KPOBWU. ONA M3y4eHWUs] 3K30KPUHHOM GYHKLUMKM NOA-
eNyao4YHOM Xenesbl OLUeHMBaNM aKTUBHOCTb amMwu/ia3lbl
M Nunasbl B KPOBU, 3nactasbl 1 B Kane, Hann4vme cteatopen
B Kane. [ns AWMArHOCTMKM KOCTHbIX aHOManWi MNpPOBOAM-
NN PEHTrEeHONOrMYEeCcKUe UccneaoBaHWa TPYyAHON KNETKU
1 6eapeHHbIX KOCTEN.

JTUYecKan aKkcnepTusa

MpoBeaeHne ncenegoBaHms 66110 0406PEHO STUYECKUM
KOMUTETOM POCCMMCKOro HauMOHaNbHOroO MccnegoBaTenb-
CKOro MefuLUMHCKOro yHuepcuteta wmm. H.W. lMuporosa
(mpoTtokon N2 136 ot 13.12.2010 r.).

CtaTucTM4YECKUI aHanu3

AHanu3 [aHHbIX NPOBOAMIU C UCMONb30BaHUEM MNaKe-
Ta cTatuctuyeckux nporpamm R Studio 1.0.1136 (R3.3.1,
R-Tools Technology Inc., CLLA). OnucaHne KOnn4YeCTBEHHbIX
nokasaTesniel NpeacTaBNeHo C yKasaHuMeM Anana3oHa 3Ha-
YeHWUN, a TaKKe meanaHsbl (25-1; 75-1 NpoLeHTUIN).

PE3YJIbTATbI

O6LwWan xapaKTepUCTUKa BbIGOPKHU

B nccnegoBaHme 6binv BKAKOYEHbl 28 NauUWeHToB ¢ guar-
Ho3om CLUA (M3 Hux 12 peBoyek, 43%) B Bo3pacTe oT 1 roaa
1 mec go 15 net 5 mec, meagnaHa Bo3pacta 4,5 (2,5; 8,0) roga.
BospacT getent Ha MOMeHT aebioTa 3abosieBaHMa cocTaBun
oT 1 go 4,3 mec, meamnara 1,5 (0,5; 3,0) mec, Ha MOMEHT
NOCTAHOBKM JMarHo3a — ot 8 mec ao 15 net, megmana 1,2
(0,8; 1,8) roaa, BpemMs 3anasiblBaHns B NOCTAHOBKE AMarHo-
3a BapbMpoBasno B npegenax ot 3 mec Ao 15 net, meanaHa
1,95 (0,6; 1,5) roaa.

BapuaHTtbl reHa SBDS

Bcero o6bHapyxeHo 8 BapuaHTOB reHa SBDS (1abn. 1).
Xota O6bl OAMH MNaToreHHblM BapuaHT Obln  O6Hapy-
eH y 25 (89%) mn3 28 nauumeHToB: y 23 — BapwuaHT
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B nomouwb Bpauy

Ta6nuua 1. BapuaHTbl reHa SBDS y 60nbHbIx CLU/L pOCCUIICKOro NPOUCXOXKAEHNS B CPABHEHWM C MX NOMYNALMOHHON YacTOTON
Table 1. SBDS gene variants in Russian patients with SDS in comparison with population frequency

MaTtoreHHbI BapuaHT reHa SBDS BonbHbie CLIA, n = 28 (%) MonynsauuoHHas yactora*, %
€.258+2T>C 23(82) 0,4
€.183_184delTAinsCT 18 (64) 0,04
¢.653G>A (p.Arg218GIn) 2(7) 0,001

MpumedaHue. * — paHHble ansa esponenckorn nonynaumu (EXAC Browser: http://exac.broadinstitute.org/). CLUJ, — cuHapom LLBaxmaHa—/animoHaa.
Note. * — data for European population (EXAC Browser: http://exac.broadinstitute.org/). CLUA — Shwachman—Diamond syndrome.

¢.258+2T>C (annenbHas vactota 41%), y 18 — BapuaHT
¢.183_184delTAinsCT (annenbHas 4acTtota 32%), y 2 —
BapuaHT ¢.653G>A (p.Arg218GIn) (annenbHasa Yactota 4%),
no OAHOMYy ciydyatd — BapwuaHTbl ¢€.258+1G>A, ¢.107delT,
¢.356G>A (p.C119Y), ¢.297_300delAAGA (p.Glu99Aspfs)
n ¢.338C>T (p.Thrl13 Thr). MocnegHue aBa BapuaHTa —
y 1 60onbHOro. B 60onbWKMHCTBE cnydaeB (y 18 mauueHToB)
BapuaHT ¢.258+2T>C co4yeTancs B KOMNayHA-retepo3nroT-
Hon dopme ¢ BapuaHToM ¢.183_184delTAinsCT, y 2 nauu-
€eHTOB — ¢ €.653G>A, no ogHOMy cny4dato — ¢ €.258+1G>A,
c.107delT n ¢.356G>A (1abn. 2). Y ogHoro pebeHKa
€.258+2T>C 6bina ¢ geneumen ydactka 9K30Ha M UHTPOHa 2.

KnuHu4yeckue oco6eHHocTu CLU

Mpu nepBMYHOM NOCTYMNEHNM B CTALMOHAP Y BCEX NaLu-
E€HTOB OTMEY€EHbI }Kanobbl Ha 3aePHKY PUINYECKOTO Pa3BU-
TS, NIOXyl0 NPUGaBKy Macchl Tena, HeODOPMIEHHbIN XUP-
HbIK cTyn OT 1 Ao 6 pas/cyT, Nepnoanyeckyto 60/b B XXUBOTE.
3anepxKa pocta B 5 (18%) cnyyasx 6bina HUXKe 3-ro nepueH-
™4, B 19 (68%) — Huxke 10-ro nepueHtung, y 4 geten (14%)
pocT 6bIn MeHee 25-ro nepueHTUnd. [edeKTbl CO CTOPOHbI
KOCTHOM cUCTeMbl Oblin BbiiBAEHbl Y 11 (39%) 6G0NbHbIX,
M3 HUX MeTabuM3apHas xoHApoAWUCHNa3na — y 7, Kunesua-
Haa gedopmauusa rpyaHon Knetkm — y 4, He3apalleHune
TBEpAoro Heb6a — y 3 (cM. Tabn. 2). Y Bcex geten 6biu
BbISIBNIEHbI AedeKTbl 3yOHON amanu, a B 22 (79%) cnyyasax —
MHOXECTBEHHbIV Kapuec.

Jla6opaTopHbie oco6eHHocTH CLU

Bo Bpems nepBMYHOM rocnutanusauuu B O6LLEM aHa-
nmM3e Kposu y 13 (46%) peten BbiSBNeHa aHeMus ner-
KOW CcTeneHu (KoHueHTpauua remornobuHa 90-110 r/n),
y 6 (21%) — TpomGoLmTONeHus (< 180 X 109/n), y 24 (86%)
feten — HenTponeHus (abCconTHOE KOJIMYECTBO HEWTPO-
dunos < 1000 kn/n), U3 HuMx y 11 — arpaHynouuTos
(< 500 kn/n).

Y Bcex geten ¢ CLUA npu nepBMYHOM rocnuTanmaaLnm
06HapyKeHbl nabopaTopHble MPU3HAKKM HEeAOoCTaTOYHOCTHU
3K30KPUHHOM GYHKUMM NOAXKENYAOYHOW »Kenedbl B BUAe
BbIpaXEHHON CTeaTopen M CHUKEHWUS aKTMBHOCTWM 3nacTa-
3bl 1 B Kane: y 26 (92%) nauMeHTOB — TAXENOoW CTeneHu
(anactasa 1 B Kane < 100 MKr/r), y 2 ageten — ymepeH-
How cTeneHu (< 200 MKr/r). MeanaHa 3Ha4veHus anacta-
3bl 1 B Kane 6bina paBHa 15 (15; 50) MKr/T.

Y 26 (93%) neter Habnganocb CHUXEHWE aKTUBHO-
CTM amunasbl KpoBu (Hopma 22-80 Ea/n), meanaHa 8,0
(4,0; 13,5) Ea/n, y 26 (92,8%) — CHWXEHWE aKTUBHO-
CTM nunasbl KpoBu (Hopma 13-60 Ea/n), meamaHa 4,5
(4,0; 8,0) Ea/n. Y 2 peren ¢ HOpManbHOM aKTUMBHOCTbIO
amunasbl M Innasbl B KPOBM aKTMBHOCTb 3nactasbl 1 Kana
coctaBuna > 100 mKkr/r. ¥ 21 (75%) naumeHTa oTMevancs
M30/IMPOBAHHbIA CMHAPOM LMTONM3a (aNaHUMHAMWHOTPAHC-

depaza, AJIT, = 40 Ea/n) c npeobnagaHnem cnydaes ¢ AJIT
oT 2 go 10 HopMm, meanaHa 68 (38; 181) Ea/n.

OBCYXAEHMUE

Pe3lome 0CHOBHOIO pe3ynbraTta uccinefoBaHus

Y nauneHtoB ¢ CLUJ pOCCHMMCKOro MPOUCXOXKAEHUSA
BbISIBNIEHbl 8 BapMaHTOB reHa SBDS, 13 HUX caMbiMK YacTbl-
MU 6binn BapuaHTbl €.258+2T>C u ¢.183_184delTAinsCT.
K OCHOBHbIM KIMHWKO-N1abopaToOpHbIM NPOSIBAEHUAM (peyb
naoeT o npusHakax 6onesHu B nepuoa ee pasrapa) CLUA
MOXHO OTHECTW 3afdepKKy pocTa, pasdnunyHble AedeKTbl
CO CTOPOHbI KOCTHOM CUCTEMbI, HEUTPOMEHMUIO (PEXXE — aHe-
MWIO, TPOMOOLIMTOMEHMIO), CHUMKEHWE aKTMBHOCTWM 3nacTa-
3bl 1 B Kane, CHWKEHWEe aKTMBHOCTM amunasbl M nunasbl
B CbIBOPOTKE KPOBW Ha POHE MOBbIWEHUS akTUBHOCTM AT
B CbIBOPOTKE KPOBM.

OrpaHuM4yeHus uccnegoBaHus

M3yyeHHas B nccnenoBaHmm BbibopKa naumeHTos ¢ CLU/
orpaHu4yeHa B cBa3K ¢ TeM, 4yto CLU/ aBnseTcs opdaHHbIM
3aboneBaHnemM ¢ YactoTon meHee 1:77 000 [2].

CnepyeT yyuTbiBaTb, YTO AarKe MPU CEKBEHWPOBaHWMU
BCEWN KoAaMpyloLen nocnefoBaTenbHOCTH reHa B HEKOTOPbIX
cnydyanx O6HapyXWTb MOJIEKYNAPHYIO MNPUYMHY 3aboneBa-
HMA He ygaeTca. B gaHHOM uccnegoBaHum y 3 GOMbHbIX
C KJIMHUKO-NabopaTopHbiMK Npu3Hakamu CLU/ cekBeHupo-
BaHMe 3K30HOB 1-5 reHa SBDS BMecTe C 9K30H-UHTPOH-
HbIMW COEIMHEHWAMM MATOrEHHbLIX BapUMaHTOB HE BbIBUIO.
BO3MOXHO, 3T0 CBfI3aHO C Ha/MYMEM MyTaLMM B HEKOAM-
PYIOLWMX y4acTKax reHa, B 4acTHOCTU MMyOGOKO B MHTPOHaX,
a TaKkxe B MNPOMOTOpPHOM 30He reHa SBDS. B Tom uucne
HE WCK/IIOYEHO HanU4yMe y 3TUX NaLMEeHTOB MPOTAKEHHbIX
Leneunn, He BbISBASIEMbIX MCNOb30BAHHbIMU MOEKYNSAP-
HO-reHeTUYECKUMU METOAAMM.

0GcyXaeHne OCHOBHOro pe3y/ibTata UcciegoBaHUs

FeHeTnYyecKne 0CO6GEHHOCTU CUHAPOMA

LliIBaxmaHa-[aWMoHAa y pOCCUICKUX NaLUueHTOB

YacToTa retepo3nroTHOro HOCWUTENbCTBA MNaTOreHHO-
ro BapuaHta €.258+2T>C (rs113993993) B reHe SBDS
B o6wewn nonynaunn EBponbl (n = 1004) coctaBnget 0,4%
(cm. Tabn. 1). B rpynne 6onbHbix ¢ CLUJ faHHas mytauus
Oblla 06HapyeHa HeoAHOKpaTHO [3, 16, 22]. o AaHHbIM
€BPONENCKUX uccnegoBaTenen, nNpu reHoTUNMPOBAHUK
20 60onbHbIX ¢ CLUA BapuaHT ¢.258+2T>C 6bin AETEKTUPO-
BaH B 55% cnyyaeB [22]. o AaHHbIM AMNOHCKUX Uccneno-
BaHWK, Npu obcnegoBaHnn 6 ceMen ¢ aTuM 3abosieBaHMeEM
B 4 13 HUX 6blna obHapyxeHa mytauus ¢.258+2T>C, 4T0
MOXET YKa3blBaTb Ha BbICOKYD pacnpoCTpaHEHHOCTb 3TOWM
3aMeHbl cpean NauMeHTOB AMOHCKOr0 MPOMCXoXaeHus [7].
B HacToswwem nccnegoBaHmnm Bapuant ¢.258+2T>C ob6Hapy-
eH y 82% nauymeHToB.
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Mytauma ¢.183_184delTAinsCT (rs120074160) BcTpe-
yaeTca B o6uer nonynsumm EBponbl ¢ 4dactoton 0,04%
(cm. Tabn. 1). MNpu ceKBEHNMPOBaHMM BCEN NOCNea0BaTENbHO-
ctv reHa SBDS y 20 naunerToB ¢ CLU/, (eBponenckas nony-
naums) mytaums ¢.183_184delTAinsCT 6bina Takxe BbisiB/E-
Ha B 55% cnyyaeB [22]. [pn 3TOM y 601bWKNHCTBA BOMbHbIX
OHa coyeTanacb C nNaToreHHbIM BapuaHToM €.258+2T>C.
[lo gaHHbIM OPYroro KPynHOro eBPOMEWCKOro mccneaoBa-
HUS, B KOTOpoM ob6cneaoBanu 141 cemblo ¢ 60bHbIM CLUZ,
MyTauun ¢.258+2T>C un ¢.183_184delTAinsCT oKazanucb
OTBETCTBEHHbI 3a pa3BuTUe 3abonesaHus B 50% cnyyaes
[3]. B HacToswem uccnegoBaHmm mytaums ¢.183_184 TA>CT
reHa SBDS 6bina BbiiBneHa y 64% 60nbHbIX. Kak 6bi/10 yKa-
3aHO Bbllle, 3TOT reHHbIM AedEeKT Yalle BCEero coyertaercs
¢ BapuaHToMm ¢.258+2T>C.

Kpome onuncaHHbIX Bbllle BapUaHTOB, y 2 HEPOACTBEHHbIX
60/IbHbIX HaMW BbISIBAEH MNaATOreHHbIM BapuaHT c.653G>A
(p-Arg218GIn), onucaHHbLIM paHee WU YNOMUHAEMbIN B MEX-
[YHapOAHbIX FeHOMHbIX 6a3ax AaHHbIX [23]. Takum o6pa-
30M, FeHOTUMMPOBaHWE NaUMEHTOB ¢ nNogo3peHnem Ha CLUJ,
Lienecoo6pas3Ho HauyMHaTb C NMOUCKa Tpex Hanbonee 4acTbiX
MyTaumm — ¢.258+2T>C, ¢.183_184delTAinsCT, ¢.653G>A
(p.Arg218GIn), KoTopble, N0 HAWWM AaHHbIM, B COBOKYMHOCTH
OTBETCTBEHHbI 3a 89% cnyyaes CLU/. BmecTe ¢ TeM B HEKO-
TOPbIX Cy4asix CEKBEHMPOBAHWE BCEM Koaupylollen nocne-
[10BaTeIbHOCTU WM MHTPOH-3K30HHbLIX Oo6nacten reHa SBDS
BCE e HeobxoaMmo. B JaHHOM MccnegoBaHUM Takon Noaxon
No3BOSIUA OBHAPYKUTb Yy GONbHbLIX AOMOMHUTENbLHbIE pea-
Kne mytaumun: ¢.258+1G>A, ¢.107delT, ¢.356G>A (p.C119Y),
€.297_300delAAGA (p.Glu99Aspfs), ¢.338C>T (p.Thr113 Thr).

KnuumKo-na6opatopHbie 0CO6€HHOCTHU CUHAPOMA

LiBaxmaHa-/[aimMoHga y pOCCUHCKUX NaLUeHTOB

Y Bcex AeTen oTMedvanucb 3ajeprKKa pocTa M natono-
rMs 3y6oB, NOYTM y MOJOBWMHbI NALMEHTOB — pa3/nyHble
AedeKTbl CO CTOPOHbI KOCTHOM cucTeMbl. pefacTaBneHHble
HaMKW AaHHble CornacylTcs ¢ pesynbTaTamu ucciegoBaHus
T. Kuijpers 1 coaBT., B KOTOPOM aHOMasiMM KOCTHOM CUCTEMbI
6binn BbigBAeHbl y 15 (65%) na 23 naumentos ¢ CLUA [22].

Mpn nabopatopHOoM 06cneoBaHUN y 6ONbLUMHCTBA AeTeN
¢ CLUJ, B KIMHUYECKOM aHann3e KPoBU BbISIBASETCA HEUTPO-
NeHUs, y NOMOBUHbI — aHEMUSA NIETKOW CTEMEHW, Y Kaao-
ro NATOro — TPOMOGOUMTOMNEHUSA. YIPOXKAEMbIM AN KU3HU
COCTOSIHMEM SIBASIETCA arpaHy/loLMTO3, KOTOPbIM B Hallen
pa6oTte 6bin BbigBNeH B 39% cnyvyaeB u TpeboBan Ha3Ha-
YeHUs npenapaToB rpaHyIoLUTapHOro KOMOHUECTUMYNUPY-
owero GakTopa, HU3KME [03bl KOTOPbIX, N0 HaLleMy OMbITY,
3IPGDEKTUBHO KOHTPONMUPYIOT TeYeHUe arpaHynoumTosa npu
CLU/A B oTAn4Me OT APYrMx BUAOB BPOXKAEHHbIX HEUTPOMNEHUN.

Y NoNOBUHbI NALMEHTOB OTMEYa0Ch NOBbILWEHWE aKTUB-
HOCTU LEeNo4YHON pocdaTtasbl Bhllle pedepPeHCHbIX 3HAYEHMN
npu HOpManbHOM YPOBHE APYrMx NMoKasaTesew xosnecrasa
(ramma-rnytammnTpaHcnentTMaasdbl M 6unnpybuHa 3a cyer
npaMon ¢pakuum). Mbl pacueHWIM OaHHOEe OTKIOHEHWE
KaK MoKasaTeflb «KOCTHOW» dpaKunn. NM3BECTHO, YTO «KOCT-
Hyto» WenoyHyto docdaTtasdy npomayumnpyloT octeobnactbl —
KpynHble OAHOSIAEPHbIE KNETKM, NEeXallne Ha NOBEPXHOCTU
KOCTHOro MaTpuKca B MecTax MHTEHCHBHOIro dbopmupoBaHus
KOCTU. Takum 06pa3oM, MoBbllWeHKE WenoyYHon docdaTtasbl
y AaHHOW rpynnbl MauMEHTOB MOINO CAYXXWTb MOKa3aTe-
leM ocTeonopo3a Wau Apyron naTonormm KOCTHOM CUCTEMBbI.
Takxke ana CLU/ B 6GMOXMMMYECKOM aHanM3e KPOBU XxapakKTe-
pPEH CUMHAPOM UMTONM3a (NoBbllleHne akTuBHocTM AJIT u ACT
oT 2 Ao 10 HopM), 0COBEHHO cpeaun AeTEN paHHEro Bo3pacTa.

B Hawem wuccnepoBaHun aunarHold CLUJ noatsep»kaeH
MOJIEKYNISIPHO-TEHETUYECKMM MeToagoM B 92,9% cny4vaes.
Ha npumepe npeacraBneHHOM BbIGOPKKM GONbHbIX BUAHO, YTO
y nauueHtoB ¢ CLUJ, npoxuBamowmx Ha Tepputopun PO,
npeo6nagatoT Te e MyTauuu reHa SBDS, 4To v Ha TeppuTo-
pun EBponbl, @ UMeHHO ¢.258+2T>C 1 ¢.183_184delTAinsCT
[5, 22]. Take o6HapyKeHa elle oaHa NOBTOPSIOLWAACS MyTa-
umsa c.653G>A (p.Arg218GIn), koTopas 6blla BbiSBEHa Y ABYX
HEPOACTBEHHbIX 60JIbHbIX POCCUINCKOrO NPOUCXOXAEHMS.

3AK/TIOMEHUE

KnuHunyeckne cumntoMbl cuHapoma LUBaxmaHa-[dan-
MOH/a NPOSABAAIOTCS C NEPBbIX AHEN XU3HU B BUAE 3aepiK-
K1 GU3NYECKOro pasBUTKSA, CTeaTopPeN U reMaToorMYecKux
HapyweHnn. OQHaKo BO3pacT AeTen Ha MOMEHT MOCTaHOBKM
JIMarHo3a B Hallem UccneAoBaHUM BapbMpoBan B LUMPOKUX
npegenax u B cpeaHem coctaBun 2,4 roga. 3to cBuae-
TeNbCTBYET 06 OTCYTCTBMM HACTOPOXKEHHOCTWM MneanaTpoB
W racTpo3HTEPONOroB B OoTHOWeHun CLUJ, T.K. y 6GONbLWKH-
CTBa AeTen yxe B paHHEM BO3pacTe OTMEe4YeH BECb TUMUY-
HbIl KOMMAEKC cuMNToMOB. CBOEBpPEMEHHas AMArHOoCTU-
Ka M KOMMJEKCHasa Tepanusa, BKIo4Yalowas HyTPUTUBHYIO
noaaep»Ky, GepmMeHTO3aMeCTUTENbHYIO Tepanuio, rpaHy-
NIOLMUTAPHbIA KONOHWECTUMYIUPYIOLWKWIA baKTop, renaTtonpo-
TEKTOPbI, BUTAaMMHOTEPANWIO, YAy4llaloT KayYecTBO KWU3HWU
W NPOrHO3 y NaLUMeHTOB C AaHHbIM 3a60NeBaHUEM.
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NHdopmauusa Coro3a neguatpoB Poccum

Poccun n u3-3a pybexxa.

KoHrpecc Poccuickon accoumnaumm cneumanmctoB nepu-
HaTanbHoW MeauuuHbl (PACIMM) — OOHO M3 KPYMHEWLLMX
B Poccun npodeccroHanbHbiX MEePOonpUATUA, NOCBSLLEHHbIX
BOnpocam M npo6semaM COBPEMEHHOM MEPUHATONOrUKU, —
B YeTblpHaaUaTblM pa3 cobpan Ha ogHOM niolwanKe HeoHaTo-
NIOroB, NeauaTpoB, aKylepoB-TMHEKONOroB, AETCKUX Kapau-
0/10roB, MEAMUMHCKUX FEHETUKOB, remMaTosIoroB, OHKOMOMOB,
3HAOKPMHOMOIOB M APYrMx crneuuannctoB, 4Tobbl 06CYAUTb
HOBeMLWMe NOAXOAb! K AMAarHOCTUKE M IEYEHMIO CIOMXKHbIX NaTo-
JIOMMI BHYTPUYTPOBGHOIO pebeHKa 1 AeTel paHHero Bo3pacTa.

[Mporpamma KoHrpecca TpaauLMOHHO Obla cocTaBfneHa
C aKLEHTOM He TONIbKO M He CTONIbKO Ha Hay4Hble, CKOJIbKO
Ha MpaKTUYecKne BOMPOChl, C KOTOPbIMU PEryASpHO CTaKu-
BaloTCH CrneuuannucTbl NepuHaTasbHOn meauuMHbl. Camble
C/IOXKHble BOMPOCHI, BbliBAEHHbIE B Xoae KoHrpecca, nsryt
B OCHOBY NpOrpamMm AByx ApYrux MynbTUMEAUAHbIX NAOWaA0K
PACIIM, o6beauHsowmnx Bpavyen-npakTMKOB M OpraHusaTo-
pPOB 3ApPaBOOXPaHEHUS, — Hay4HO-MPaKTUYECKON KOHdEPEH-
Ummn «CnOXKHbIM Cnydan» U MEXPErMOHabHOro Kpyrioro crona
«POX[EHHbIN paHblle CPOKa»r.

KoHrpecc PACIIM yxe BTOpOW pa3 CTaHOBWUTCHA Mo-
HacTosILEMY BCEPOCCUMCKOM U Aae MeEXAyHapodHOW nio-
@KoM 3a CYET NPUMEHEHNST MHDOPMALIMOHHbIX TEXHONOMMIA:
BCE CMMMNO3WYMbl TPAHCAMPOBANUCL B MPSIMOM adupe yepes
MHTepHeT, 1y 3putenemn 6blla BO3MOXKHOCTb B PEXUME pearib-
HOro BpPeMeHW 3adaBaTtb JieKTopam Bornpocbl. O6liee 41cno
3puTenen TpaHCcsaLMK, BKIOYaa rpynnoBble NPOCMOTPbI, Npe-
Bbicuno 5500 yenosek; reorpadus y4actus BKIOYana Bce
pernoHbl Poccuiickon depepaunn, a Takke psag ctpaH CHI
W JanbHero 3apybexbsas — KasaxcTaH, [py3uto, ApMeHUIo
1 CLUA. BONbLWKWHCTBO Y4aCTHUMKOB Cbe3aa UMENU BO3MOXK-
HOCTb NMONYYUTb KPEAUTLI MO MPOrpamMmme HENPEPbLIBHOMO Mean-
LMHCKoro obpasoBanus (HMO), He3aBucKMmo OT popmarta yya-
CTUSt — OYHOIO USIN OHNTaNH.

«ExkeroaHo KoHrpecc PACIM o6beauHSAET NydlumX cneuu-
anncToB B CBOEN 061acTi 411 06MeHa OMbITOM U 3HAHWUSAMMU,
a 6narogapst MHPOPMALIMOHHBIM TEXHONOTMSAM MNPUHATL y4a-
CTMe B HEM MOryT crneuuanucTbl M3 noboro yronka Poccuum
M 3apybexbs. [epuHaTtonorus CTpeMUTENbHO pa3BUBaeTCH,
M B 9TOT pa3 Bam MNPeAcTouMT ob6CyauTb BarKHeEWLWMe Hayd-
HO-MPaKTUYECKNE BOMPOCHI U COBPEMEHHbIE TPEHAbl B 3TOM
obnactn MeauunHbl. YBepeH, XIV KoHrpecc PACIIM no3sonut
BblpaboTaTb HOBbIE PELIEHUS U BHECET BKIa4 B pasBuTHe
NepUHaTONOrMn 1 MeaUUMHBI B LIENIOM, @ 3Ha4uT — B 6naro-
noslydne Hallewn cTpaHbll» — npoumTrpoBan ¢ TpUbyHbl odu-
LUManbHoe obpalleHne 3amMecTUTenss MMHUCTPa 34paBooxpa-
HeHusa Poccuinckon ®enepauun EBreHns KamkmHa MpesnaeHT
PACINM akagemnk PAH Hukonai BonoguH.

TpagMuMoOHHO B paMKax oTKpbiTus KoHrpecca PACIM
COCTOSII0Cb Bpy4YeHWe npemun «[lepBble N1Mua» — eanHCTBEH-
HoM B Poccuun npemun, NpM3BaHHOW HarpaxaaTb ntogev nnm
YYPEKAEHUS, BHECLUME 3aMETHbIM BKNa4 B pasBUTME Nepu-
HaTanbHOW MeauLMHbL. JlaypeaTbl 6blin onpeaeneHbl B YeTbI-
pex HomuHauuax: «OTKpbITME roga» (ABe MOAHOMMHALMK),
«TexHonorung roga» (NaTb NOAHOMUHaLMK), «O6pa3oBaTeNbHbIN

KoHrpecc PACIIM: npo6nembl
COBpPEMEHHOMU NepuHaToIoruum

6—7 oKTA6psa 2019 r. B Mockse coctosisica XIV ExeroiHbii KoHrpecc PoccuicKon accoymalmnmn crneumnaanucToB nepuHa-
Ta/lIbHONM MeAuUmMHbIL. bnarogaps MCrosib30BaHUI0 MHTEPHET-TEXHOIOMMI MPUHATL y4acTne B paboTte 3acedaHuit U MojyynTb
Kpeantsl HMO cmornu cBbile 6200 JETCKUX crielnancToB, B TOM yucie 6oaee 5500 oHnakH-caylaTesnen, Co BCeX KOHLIOB
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BECTH

npoekT roga» un «lepcoHa
roga». Cnucok nobegute-
nen pononHunu obnapgarte-
N1 cneuunanbHbiX MNPU30B
OT 3KcnepTHoro u loneyn- |
TENIbCKOro COBETOB, a TakKe 77«
elle 0fHOro — BBEAEHHOro
B 9TOM rogy — cneuuanbHo-
ro npusa loneyntenbcKkoro
coBeta «3a 06e33aBeT-
HYIO BEPHOCTb npodeccuun
W BbICOKMM maeanam ryma-
Hu3mar. CTaTyaTKy Mony4u-
na ceHatop oT MypMaHCKo#
obnactn, 4neH Komwuteta
CoBeta depepaumn no
COLIManbHOM MNONUTUKE ne-
nvatp TatbsiHa KycamKo.

B pa6orte KoHrpecca
PACIIM  TakXe  MpuUHS-
na ydvactue [lpes3uaeHT
Coto3a negmatpos Poccuu,
Mpe3naeHt EBponenckon
negnMaTpu4ecKom accouma-
LMK, TNaBHbIM BHELWTATHbIN %
[IETCKUI cneumannucT no npo-
GuNakTMyeckon meauuuHe
MuH3gpaBa Poccun, aka- '
pemuk PAH Jlewna Hama-
3oBa-bapaHoBa. BwmecTe
¢ npeaugeHToM PACIM, aka-
nemnkom PAH HuKonaem
BonoguHbIM OHM  MpoO-
BEIM OAMH M3 KIYEBbIX
cumnosnymoB HoHrpecca |
«PernoHasnbHbIM OMbIT Opra-
HU3auuK paboTbl CNYXO6bl MaTEPUHCTBA M AETCTBa», a TaKkKe
CEKLMIO, MOCBSILLEHHYO cneundruyecKorn UMMyHonpodunak-
TUKE PEeCcnMpaTopHbIX CUHLMTUAbHbBIX BUPYCHbIX MHOEKLIMA
C NMOMOLLbIO COBPEMEHHbIX MOHOK/IOHAbHbIX aHTUTEN.
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Poccun» npu nopaepxke noaHOMOYHOrO
npencrasutens MpeangeHta Poccuinckoi

bynatosa EneHa MapkoBHa:
bulatova2008@gmail.com

®epnepaumn B CeBepo-3anagHom gefepanbHoMm CaHkT-

«CoBpemMeHHas negmnarpus. 21-22 nions Aepau P - (benep
okpyre, KomuTeTta no 3apaBooxpaHeHnto CaHKT- Metepbypr | LLa6anos

CaHkT-leTepbypr — benble . .

HOUU-2019» MeTepbypra, KomuteTta no 3apaBoOXpaHeHMo Anekcanap Muxannosuy:
JleHnurpanckon o6nactu; ®rAY «HaunoHanbHbIN aleks-shabalov2007@yandex.ru
MEeANLMHCKNIA UCCIe0BaTeNIbCKUM LiEHTP
3[0poBbA fetein» Munsgpasa PO

. MuHucTepcTBo 3apaBooxpaHeHns CBepanoBcKon

Bcepoccuiickas Hay4HO- N
o6nactu, ®rb0Y BO «Ypanbckuit

npakT1yeckas KoHdepeHuus ; .
rOCYAapPCTBEHHbI MeANLUUHCKIIA YHUBEPCUTET» bopoaynuna

«(MapmakoTepanns n UeTonorus 23-24 y

. M3 P®, Csepanosckoe otaeneHue Corosa Exatepun6ypr | TaTbsiHa BukTOpOBHa:

B neanatpui» 1 YeTBepTbiid CEHTA6PA
neguatpoB Poccum npu nofaepXke annapara usma@usma.ru

KOHrpecc neanatpos Ypana
NOIHOMOYHOrO npefcTasuTens MpeangeHTa

C MeX[AYHapOAHbIM y4acTUEM A
Poccuickoint ®eaepayum

Hay4Ho-npakTiyeckas KoHgepeHLus,

NOCBALLEHHAs 45-NeTn0

06pa30BaHmMs NeanaTpU4eCcKoro M3 PCO-AnaHus, ®I60Y BO «COIMA» bopaesa

thakynsreta CeBepo-OceTUHCKOI CeHTa6pb | MuHaapasa Poccuu, pernoHanbHoe 06LLecTBO Bnagukaskas | TatbsiHa Temup60naToBHa:

rOCyAapPCTBEHHON MeANLINHCKON Coto3a neguatpoB Poccum 23510krok@mail.ru

akazemnn «AKTyanbHble BOMPOCh!

B neanarpum»

[lenapTameHT 3paBooxpaHeHns Npumopckoro
kpas, ViHctutyt negnatpun ®rbOY BO «TTMY»
LLkona ans NpakTUKyLWMX Mun3zpapasa Poccuu, NMpumopckoe oTaeneHme
2 . yioul Ap pumop e Jlamapa ApTypuKkcoBsHa [puropsH:
Bpayen-neamarpos «Llkona 18 centa6ps | Coto3a negmatpos Poccuu, Poccuiickas BnagnsocTok lamara_arig@mail.ru
3 arig i

M0 AETCKOWN racTPO3HTEPONOrin>» akagemus neguatpun, KT6OY AMO «AnctutyTt
NOBbILLEHNS KBanMdMKaLmm CneLmanicToB
3[1paBOOXPaHEHUs» I. XabapoBcka
CaHkT-leTep6yprckoe pernoHanbHoe oTaeneHme
06LLeCTBEHHON opraHn3aunn «Goro3 negnatpos
Poccum» npn nopaepxke Komuteta
no 3npaBocr)praH'2§m% CaHkT-lNeTepbypra i 0 L M O

XI Poccuitckui popym X o bulatova2008@gmail.com
KomuteTa no 3apaBooxpaHeHunto JIeHUHrpaackon

C MeX[yHapOaHbIM y4yacTuem 27-28 CaHKT-

«Meamatpus CaHkT-MNeTepbypra: CeHTAOPA RO MBI AIEDGI0D e OEAHMIG Metepbypr | LLa6anos

) CankT-lMetep6bypra; ®IBOY BO «Poccuiickuii .

OMbIT, NHHOBALMUM, JOCTIKEHNS» . ~ AnekcaHap Muxaiinosuy:
rOCYAAPCTBEHHbI NeAarornyeckuii yHMBepcuTeT aleks-shabalov2007@yandex.ru
umenn A.N. TepueHa», ®rbOY AMNO «CaHkT- -
MeTepbyprckas akagemus NOCTAMNIOMHOMO
neaarornyeckoro 06pa3oBaHms»

CaHkT-eTepbyprckoe permoHanbHoe OTAeNeHne
061LIeCTBEHHOI opraHu3auun «Goto3 negnaTpos
PoI(J:lcmm» npu no,crlJuepMKeuKommeTa no . BT (ETE L AGRERD
XIV Poccuinckuin hopym bulatova2008@gmail.com
. 31paBooxpaHeHmnio CaHkT-MeTepbypra, KomuteTa
«3[10pOBOE NUTAHNE C POXAEHUS: v . CaHKT-
1-2 HoA6ps | MO 3ApaBOOXPaHeHNto JIeHWHrpafcKoii obnacTy;

MeaunumHa, 06pasoBaHme, Metepbypr | LLa6anos
YnpaBneHue coLuuanbHoro NuTaHus .

MULLEBbIE TBXHONOrNI» CakT-MeTep6ypra, OTBYH «Degepanshbli AnekcaHap Muxannosuy:

p e P aleks-shabalov2007@yandex.ru

1CcCNeaoBaTenbCKIUi LIEHTP NUTAHNA,
61OTEXHONOMMN N 6830MACHOCTY MULLN»
MwuHucTepcTBO 3paBooxpaHeHns Pecny6nnku
bawkoptocTaH, [bY3 «PecnybnukaHckas

PecnybnnkaHckas Hay4Ho- JIeTCKas KNnHuyeckas 6onbHuua» M3 PB,

NpakTn4yeckas KOH(epeHuus ®rbOY BO «balukupckuit rocyaapCTBeHHbIN

p 519l . p yAap flkonesa Jliogmuna BuktoposHa:

«3[0p0Bbe pebeHKa Hos6pb MeaNLUMHCKUIA yHuBepcuteT» M3 PO, Ydha fock20051 @mail.ru

1 COBPEMEHHbIE NOAX0/bI pernoHanbHas 06LieCcTBEHHAs OpraHM3aums S

K €ro COXpaHeHuto» Mo pa3BuUTUIO Neamatpun B Pecnybnuke
bawikoprocTaH «Pecny6nmkaHcKoe 06LLecTBO
neguatpos balukopTtocTaHa»

XaHTbl-MaHCcuiicKoe pernoHanbHoe OTAeneHne

[ OKpy)XHast Hay4HO-NpaKTN4ecKas 00LLeCTBEHHON OpraHn3aumm «GCoto3 neamatpos

KoHbepeHums «[Meguatpus HOrpsl: Hos60b Poccuu», XaHTbl-MaHcuitckas rocynapcTseHHas XaHTbI- Metposckuin ®egop Mropesuy:

peLUeHHble NPo6JIeMbl, HOBbIE P MeAMLNHCKan akagemus, [lenaptameHT MaHcuitick | Fedor petrovsky@mail.ru

BO3MOXXHOCTU» 3[1paBOOXPaHeHNs XaHTbl-MaHCcniAcKoro
ABTOHOMHOr0 Okpyra — tOrpbl

XI Poccuitckas Hay4HO-npakTnyeckas CaHkT-eTepbyprckoe permoHanbHoe OTAeNeHne bynarosa Enena MapkosHa:

KOHGhepeHuus «Annepruyeckme 13-14 06LL1eCTBEHHOI opraHu3aunn «Coto3 neamaTpos CankT bulatova2008@gmail.com

1 IMMYHONATONOrUYECKNEe Poccun», KomnteT no 3apaBooxpaHeninto CaHKT-

Jekaops MMeTepbypr

3a60neBaHns — npobnema
XXI Beka»

MeTepbypra, KomuteT No 34paBoOXpaHEHNIO
JleHnurpanckon ob6nactu

LLla6anos AnekcaHap Muxainnosuy:
aleks-shabalov2007@yandex.ru
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JlbrotHaq pegakuMoHHaa NOANMUCKA

Mpepnaraem nognucKy Ha opuumanbHblie uagaHusa Corosa neguatpoB Poccumn. Bee xypHanbl BXOAAT
B NepeyeHb BegyWwMX Hay4HbIX }XypHanoB u usaaiun BAK. Agpec pepakyum: 117335, r. MockBa,
yn. BaBunoBa, a. 81, kopn. 1. Tenedon: +7 (499) 132-02-07, +7 (916) 650-01-27, e-mail: sales@spr-journal.ru

Coro3
nexaTpoB
Poccun

Bonpocbl coBpeMEHHOM

neauaTpum (apmaronorus

Pediatric Pharmacalogy

2038/ v 1880 1

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

MNeaWatpuyecras

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

* CTOMMOCTb YKa3aHa anst duanyeckux nuu. [locTaBKa ypHanoB BK/IOYEHA B CTOUMOCTb.

NsBemenue

Kaccup

dopma Nel1/1-4
00O U3znarennctBO «[lemmaTtpb»

(HaMMEHOBaHME TOJTydyaTeJis IJ1aTexa)

7728798571

(MUHH nonyyarens niarexa)

Ne 40702810738110016525

(HOMep cyeTa IoJtyyaTesisi riaTtexa)

B Coepbanke Poccuu OAO, r. MockBa

(HanMMeHoBaHMe OaHKa 1 OAHKOBCKUE PEKBU3UTHI)

K/c 30101810400000000225

BUK 044525225

IMoanucka Ha XXypHan
[ [Mennatpudeckas hapMaKoJIOTHSs
1 Bormpocsl coBpemenHoit nenuatpuu Cpok: [l monrona [ roxn

(Hal/lMCHOBaHI/Ie TraTexa. HyXXHO€ OTMCTI/ITb)

JlaTta CyMmMa 11aTeska: pyo. KOII.

Wudopmaliys o maTeablinKe:

(®UO, unzekce, aapec, tenedoH)

IMnarenpuyk (Moanuck)

NsBemenue

Kaccup

dopma Nel1/1-4
00O UznarenbctBo «Ilenuatpb»

(HaMMeHOBaHME TOJTydaTesis IiaTexa)

7728798571

(MHH noayyaress niarexa)

Ne 40702810738110016525

(HOMCP cyeTa mnoJjryJyaresis l'lJ'IaTE)I(ﬁ)

B Coepobanke Poccuu OAO, r. MockBa

(HanMeHoBaHUe OaHKa U GAHKOBCKUE PEKBU3UTHI)

K/c 30101810400000000225

BUK 044525225

IMonnucka Ha XypHa
L] [MennaTpuaeckas hapMaKoJIOTHS
[1 Borrpocsl coBpemeHHoi nenuarpun Cpok: [ monrona [ rox

(HaMMeHOBaHVIe TraTexa. HyXKHO€ OTMCTI/ITB)

JlaTta CymMa 1iatexa: pyo. KOII.

HMudopmarnius o niaTeaplinKe:

(®UO, unnekce, amapec, TenedoH)

IMnarenpuk (moanuck)

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.

HUndpopmayus

ANS1 IOPHAHYECKHX NTHL

[ns opopmneHns nnaTexHbix
[IOKYMEHTOB HEO6X0AMMO NpUcnaTh
3asBKy Ha NOANMUCKY (HaMmMeHoBaHne
XypHasna 1 Cpok NOAMNCKM)

1 PEKBU3UTbI OpraHm3aumum

no an. noyte sales@spr-journal.ru

AneKTPOHHbIE BEpCUU XypPHanos
Coto3a neguatpoB Poccun
Ha cante www.spr-journal.ru
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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.

B nepsom pasgene

~——urw ¥ OCHOBbI MMMYHONOI MM

ANf CTOMATOOroB

YHEGHOE NOCOGME ANA CTYAEHTOB MEAWLHWHCKKX BY30B

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

Mockea
MNeanarph
209

Tpetun pasgen

OCBeLLaloTCs OCHOBbI 06LLEN NMMYHONOTMN: CTPYK-
Typa MMMYHHOW CUCTEMbI U 06LLIME 3aKOHOMEPHOCTM
ee yHKUMOHMPpOBaHNA. [laHa xapaKTepuctuka
OCHOBHbIX MEXaHN3MOB BPOX/AEHHOr0 11 afanTUBHO-
ro uMmmyHuteTa. OTOenbHble TNaBbl MOCBALLEHbI
XapaKkTepuCTVKe KNETOK WUMMYHHOM CUCTEMbI, MPOo-
ueccam amddepeHunpoBkM T- 1 B-numdoumTos,
CTRYKTYPE U PYHKUMAM aHTUTEN, CUCTEME LIMTOKM-
HOB. PaccmarpumBatoTcsi CTpoeHmne n pyHKUWK raB-
HOro KOMMeKca rmcToCoOBMECTUMOCTM YeoBeka.

Bo BTOpOM paspgene

03HAKOMUT YuTaTenei ¢ NPOosIBIEHVSIMN HaPYLLIEHWIA
NMMYHHOM CUCTEMbI MPWU NEPBUYHBIX U BTOPUYHbBIX
NMMyHOoLeduLmMTax, aninepru4ecknx 1 ayToMMMyH-
HbIX ©onesHsx. B nocobuu npuvBeneH nepeveHb
BOMPOCOB /151 CAMOKOHTPOS.

[MNpennoxxeHHasa CTPyKTypa nocobusi MOMOXXET CTY-
[EHTaM BbIAENUTb MPUHLUMAMANbHbIE aCcneKTbl 13Yy-
YaeMbIX MPOLIECCOB, OPraHM3oBaTb W KOHKPETU3M-
poBaTh M3yYeHne AUCUMNANHGI.

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

'1*):‘¥
X @ N
3
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YBaxxaemblie yutarenu!

lNpennaraem Bawuemy
BHMMaHUIO HOBUHKU u3aarenbcTBa «llegnatpb»

Cepus «bone3Hu petckoro Bo3pacTta oT A ao f1». OcHoBaHa B 2012 roay.

e 9] KPATMBHUUAY RETEN
4 BMESHII pote Mop pepakuuen: A.A. bapaoga, J1.C. Hama3osoi-bapaHoBoit
i ::?'.';gﬁnr: E B PyKOBOACTBE MpeACTaBieHbl aKTyanuaupoBaHHble PEKOMEHZALMN MO OKA3aHWI0 MEAMLMHCKON MOMOLLM AETAM C
domgrogm b KpanueHuLeil. MpuBefeHbl 3NUAEMNONOrMYECKME JaHHbIE, NOAPOOHO PACCMOTPEHbI 0COBEHHOCTN 3TUONOMMM U NaTo-
b A ﬂ s reHe3a. OCBELLAIOTCH BapuaHTbl Te4eHNs GONE3HN N NAaTONOrMYECKMX COCTOSHWIA, COMPOBOX/AMLLMXCSH PA3BUTUEM
oo 1 BON/bIPEN W/MNN aHTMOOTEKOB, a TaKXe 3Tanbl AMddepeHLmanbHO-ANarH0CTYeCKOro nomcka. [Ana nauneHToB aet-
CKOro BO3pacTa NpuBeJeHbl OCHOBAHHbIE HA [10Ka3aTeslbHON 6a3e PEKOMEHAALMM MO NEYEHN0 1 CTyNeHYaTas cxema
arssin i Tepanuu. [JaHbl pekoMeHAauuu no NpoBefeHNI0 aHann3a 3EKTUBHOCTI Tepanun 1 OLEHKe CTENeHN aKTUBHOCTU
e 3a60neBaHus.
PykoBOACTBO MpeAHa3Ha4eHO MpakTUKYOLWMM Bpayam-neamatpam, aniepronoram-MMMyHoNnoram, Aepmaronoram,
JETCKUM MH(EKLMOHMCTAM, PEBMATOOrAM M CTyLeHTaM MEAMLMHCKUX OPraHn3aLmii BbICLIEr0 NPOGeCcCUOHANIbHOM0
06pa3oBaHus.
iy BPOHXMAJIbHASl ACTMA
b 5-0-;3';- o Mop pepakuuen: A.A. bapaHoga, J1.C. Hama3ooii-bapaHosoit, P.M. Xantosa
i u.fmmg B pykoBOACTBE M3N0XEHbI NPUHLMMBI AUATHOCTUKN W NIeYeHns OPOHXMANbHON acTMbl y ieTei, NpecTaBneHa cTpare-
i :;391:“"‘ : rUA BEAGHNA NALMEHTOB C OCTPON aCTMOIA, KOPPEKLMS 6A3CHON Tepanuu B 3aBUCUMOCTM OT YPOBHS KOHTPONA 601e3-
s A ﬂ ] HW. PyKOBOJCTBO OCHOBAHO Ha COBPEMEHHBIX MEXAYHAPOAHbIX M KNMHWYECKNX peKomeHaaumsx Coto3a neanatpos
il - Poccuu, NonHOCTLI0 0TPaXaeT TekyLiue Noaxo/bl K AUarHOCTUKe 11 Tepanii GpOHXNaNbHOM acTMbl Y JigTeil CornacHo
NPUHLMNAM [0Ka3aTeNTbHON MeLULNHbI.

KHura npefHas3HavyeHa [ns Bpadyel annepronioros, neauaTpoB, MyNbMOHONOFOB M OPAMHATOPOB, 0GYYatOLLMXCS MO
CMeUManbHOCTH «MegnaTpusi» U «annepronoris i UMMyHOMOTUS».

BONKHANKHIT ACTMA

N3paHua ana poputenen

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
0Y€Hb HafEeMCS, YTO, U3Y4MB HaLLy KHUTY 1 CTaB Cly4aliHbIM CBUAETESIEM 3KCTPEHHOW CUTYaLuu, U Bbl CBOUMN [eil-
CTBUAIMI CNACETE XXM3Hb KAKOMY-TO KOHKPETHOMY 4EeN0BEKY.

T
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