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«MpUopUTETHLIM HaNpPaBJIeHMEM HALWUX HAYYHbIX
UcCcnefoBaHUM ABNAETCA CUCTEMHOE U3YYEHUe
NaToreHeTUYeCKMX OCHOB COLMUANIbHO 3HAUYUMbIX
3a00/1eBaHUI AETCKOro BO3PacCTa...»

Lymamosa TambaHa AnekcaHoposHa — GoKmMop MedUYUHCKUX HAYK, npogheccop,
oupexkmop UHcmumyma neduampuu $rb0Y B0 «TuxooKeaHCKul 20Cy0apcmeeH-
HbIld MeduyuHcKuli yHugepcumem» Mux3dpasa Poccuu (2. Bradusocmok).

Asmop 6osee 350 Hay4HbIX U y4e6HO-MemoduYecKux nybaukayui 8 omeyecm-

BE@HHbIX U 3apy6exHbix XypHanax, 4 MoHozpagui. Umeem 7 asmopcKux csu-
demenbcms u nameHmos Ha uzobpemeHus. Ynen npasnenus Accoyuayuu spa-
yeli nepsuyHo20 38eHa 30pasooxpaHerus lpumopckozo Kpas, npedcedamens

peauoHasibHo2o omdeneHus Coro3a neauampos Poccuu.

— VYBaxaemas TatbAHa AneKcaHp-
poBHa, Bl — oauH U3 pykoBoauTenei
Hay4Hoil wkonbl «Pa3paboTka coBpe-
MEHHBIX TEeXHONOrni NPoUNAKTUKM,
AWNArHoCTUKKU U NeYeHUa HenHGeKLMoH-
HbiXx 3a6oneBaHuii yenoBeka». KakoBbl
peanusyiowme ceTeBble NPOrpammbl
M CcTpaternyeckme nNpuUOPUTETbI 3TOroO
Hay4yHOro HanpasneHuA?

— [lpuopuTeTHbIM  HanpaefieHueM
HalWKUX Hay4YHbIX MCCNefoBaHMWIt ABNAeTCA
CUCTEMHOE M3yyeHMe naToreHeTUYeCKux
OCHOB COLMANbHO 3HAYMMbIX 3abonesa-
HWIl [LeTCKOro BO3pacTa, B 4aCTHOCTK pac-
wrpoBKa MEXaHM3MOB B3aMMOLENCTBUA
reHoTMNa W OKpYXalollen Cpepbl, BAUAIO-
WM1x Ha popmmpoBaHue heHoTUna n pas-
BUTME NATOJOTMYECKMUX NPOLLECCOB.

Ocoboe BHMMaHWe yaenseTcs paspa-
60TKe OWOMapKepoB paHHel AauarHoc-
TUKM 3a00neBaHUi, a TaKKe OLeHKe
3cdekTMBHOCTM  (hapMaKOAOrMYecKoro
BMeLIaTeNbCTBa Ha OCHOBaHWM W3MeHe-
HUs 6MOMApPKEPOB, BbIGOPY HanpasieHuit
nepcoHnuLMpoBaHHO! Tepanuu.

bonbwnHCTBO NpoBeAeHHbIX Wncce-
AOBaHUI NOCBALEHO NpobiemMam Kuwey-
HUKa — CUHApOMY Manbabcopbuum pas-
JINYHOTO reHe3a y AeTell paHHero Bo3pac-
Ta, BAUAHWIO KOMOPOUAHBLIX COCTOAHUIA
Ha NpOLECChl MEXKNETOYHOr0 B3aUMO-
LEeNCTBUA CTPYKTYP CIU3UCTOI 060104KM
TOHKOM KWWwKK. Hawwumn cneunanucra-
MU u3yyeHa ponb meTuaumposanua [HK
1 COCTOsHMSA PONaTHOrO obMeHa B peanu-
3aUMmM HapyLEeHHOTO KMULWEYHOTo BCaCbIBa-
HUS NPU BPOXAEHHOW U NPUOGPETEHHOI
3TMoforMN  3aboneBaHus, YCTaHOBEHa
B3aMMOCBA3b OTAENbHbIX NOAUMOPdHU3-
MOB reHoB (ONATHOrO LMKNA C pa3BUTy-
€M TMOBpEeXAeHUN 3HTepOLUTOB TOHKOI

KUWKW. AHanu3 BAWAHUA 3NUTeHeTU4ec-
Kux (aKTOpPOB Ha COCTOAAHME MEXKIeTOY-
HbIX B3aWMOLENCTBUII TaKKe HaxopuTcs
B 30HE HalUWX HAay4YHbIX UHTEPEeCOoB.
ConocTtaBneHne pe3ynLTaToB TreHETU-
YECKOro TeCTUPOBAHMA U KIMHUYECKOTo
o6cnefoBaHUsA UMEET U HAYYHOE, U MpaK-
TWYECKOe 3HayeHue, No3BOAAET Bpayy
onpefenuTb Tpynnbl pUCKa, COCTaBUTb
reHeTUYeCcKMil NacnopT 340POBbA pebdeH-
Ka, nepcoHnduuMpoBaTb paLUoH NUTaHUS,
CKOPPEKTUPOBATb IeYeHUE U ONpeaenuTs
WHAWBUAYaNbHble Mepbl TPOdUAAKTUKY.
B HacToAwwee Bpems B NHcTUTyTE Nnepm-
atpun  TUXOOKEAHCKOro rocyAapCTBEHHO-
ro meauumHckoro yHusepcuteta (TIMY)
M3y4alTCsa UMMYHONOrMYECKME U natodu-
310NOrMYecKkue OCHOBbI  (DOPMUPOBAHMUS
MeXaHU3MOB OpajbHOW TONEPAHTHOCTH,
poNb AHTUMUKPOOHBIX MENTUAOB, HUTPOK-
CMAEPTUYECKUX MPOLLECCOB B 06eCcneyeHnH
LieNOCTHOCTM KUWeyHoro bapbepa U pery-
JIMPOBAHUM MOJIEKYNAPHON MpOoHMLaeMoc-
M cnu3uncToil 060104Kkn. OcobbIit MHTepec
BbI3bIBAIOT WCCIELOBAHUA MOJIEKYNAPHbIX
OCHOB MEXKNETOYHbIX B3aUMOAENCTBUIA W
KWILEYHOI NPOHMLLAEMOCTU NPU racTpOUH-
TECTUHaNbHbIX OpPMax NULLEBOII annepruu.

— Jla, Tema aKtyanbHa. Yucno petei
C aanepruyeckumu  3aboneBaHUAMM
yBeNIMuMBaeTCcA rop OT ropa. B pamkax
rocyAapCTBEHHOr0 3aflaHuA COTPYAHMKM
Bo3rnasnsemoro Bamu UHcTutyTa yyacr-
BOBaNU B pa3paboTke MHOrOMapKepHOro
noaxoAa K CTpatuuKaumMm pucka nu-
wesoi anneprun. Kakue reHetuyeckue
1 6rnoxmMmuyeckme Mapkepbl 6bian onpe-
AeNeHbl B pe3ynbrare 3Toi paboTbi?

— B Hacroswee Bpema nuweBow
annepruen ctpagatot ot 4% po 17% peten.

OcobeHHOCTbI0 MOCNEAHEro [ecATUneTUs
ABnAeTCcA GopMUpoBaHue Gonee TAKENbIX U
coyeTaHHbIX hopm 3aboneBaHus. Anneprus
Ha 6enok koposbero monoka (ABKM) cuu-
TaeTcA MynbTU(aKTopUanbHeIM 3abonesa-
HWeM, BO3HWMKHOBEHME KOTOPOrO BbI3BaHO
CNOXHBIM B3aMMOJENCTBNEM pa3HOObpa3-
HbiX (haKTOpOB, COYeTaHWEeM HACNeACTBEH-
HO/t [eTepMUHALMKM, reHeTUYecKo npea-
PacnonoXeHHOCTU U BO3[eNCTBUSA Hebna-
rONpUATHbIX haKTOPOB BHELLIHE cpefpbl.

Tenepb Mbl 3HAaeM, Kak BIMAIT aHTe-
HaTanbHble M MNoCTHaTanbHble akTopsbl
pucka Ha BbIpaboTKY MMMYHHOrO OTBETA
pebeHka B nepuoj NporpamMMuUpoOBaHus,
Ha pa3BuUTME NMULLEBOW anneprum u dop-
MUpOBaHWe TONEPaHTHOCTU B MNEpUof
«OKHa BO3MOXHOCTE».

Pa3paboTaHbl ¥ NpogoKatoT paspabda-
TbIBATbCA METOAbl HEMHBA3UBHOMO MOHMU-
TOpUHra anNepruyeckoro BOCNaNeHus,
MOCKOMbKY TPaAMLMOHHO WCNOJb3yeMble
B KNMHWUYECKON NpaKTUKe METOAbl OLeH-
KW [OCTaTOMHO TPYLOEMKM W WHBA3UB-
Hbl, Y4TO OrpaHM4MBaeT UX MPUMEHeHWe
y [ieTeil rpyAHOro W paHHero Bo3pacra.

MonyyeHHble  pe3ynbTathl  MO3BOJM-
NN HaM BbIAENUTb OCHOBHble (eHOTUMbI
ABKM y peteit B 3aBMCMMOCTM OT Kiu-
HUYECKUX W MONEKYNAPHO-TeHEeTUYEeCKUX
0CobeHHOCTEl, MPOBECTU OLEHKY (haKTo-
poB pucka, paspaboTtatb anroputm puc-
thepeHLManbHON [UArHOCTUKM PasNNyYHBIX
topm ABKM v peteit, heHoTUn-cneundu-
yeckue NpOTOKOJbI [MArHOCTUKM, Neye-
HUA M NpodUNaKTUKKM 3a60neBaHus.

Bbin n3yyeHsl nonumopdumMbl reHoB
NO-cuHTa3bl, reHbl onatHoro obMmeHa.
YcTaHoBNEHa CBA3b MexXAy NpoAyKuuen
OKCMAA a30Ta M YpPOBHEM rOMOLMCTENHa,
n36bITOYHaA BbIpaboTKa KOTOPOTO OKa3sbl-

4 | Doctor.Ru |

Pediatrics. Vol. 19, No. 10 (2020)



MHTEPBHIO B HOMEP ||

BaeT TOKCMYecKoe [eiCTBMe Ha 3HAoTe-
JINIA U KIETOYHbIE CTPYKTYPbI MyKO3MUTE-
nnansHoro 6apbepa.

Monck HeWHBa3WBHbLIX MApKEPOB MOKa-
3an, yto B KonpoduabTpatax y feTeit c
ABKM yBennyeHbl ypoBHU 30HYNMHA, KaNb-
NPOTEKTUHA, KUWEYHON (paKumn Genkos,
CBA3bIBAIOIWMUX XUpHble kucnotsl (I-FABP).
HailpeHa npsamas koppenauus Mexay Hanu-
4MeM CTPYKTYPHbIX MOBPEXAEHUI cnusnc-
TO 000NOYKM TOHKOM KULWKKU U YPOBHAMM
(heKkanbHOro KanbnpoTEKTUHA U 30HYNNHA.

Wx BbicOKOe copepxaHue B KOMpo-
(hunbTpaTax XapaKTepHO ANs annepruyec-
KOro BOCNaNeHus CU3UCTON 000N0UKM HKe-
JIYAOYHO-KUILEYHOrO TPaKTa, a yMeHblue-
HUEe UX YPOBHEN CBUAETENbCTBYET O MOJIO-
UTENbHOM [UHAMWUKE W BOCCTAHOBNEHUM
COCTOATENBHOCTM  KUWeYHoro  bapbepa.
Mbl pekomeHayeM onpepenstb dekanbHble
KOHLLEHTPaLMMU 30HYNMHA W KaNbNpPOTEKTH-
Ha B nmpouecce puarHoctukn ABKM u pns
oueHKM 3deKTUBHOCTU [ueToTepanuu.

— Kakue ewie npumoputeTHble Hayy-
Hble uccnepoBaHua MHcTuTyTa nepuar-
puu Bbl 661 oTMETUAN?

— BaxHbIMM HanpaBneHUsMU Hayu-
HO-WUCCNef0BaTENbCKON paboThl coTpyA-
HUKOB Hawero WHcTuTyTa asnaoTca
MOHWUTOPWUHF  340POBbf,  (U3UYECKOTO
pa3BuTUs, 0CoOeHHoCTell MeTabonuyec-
KMX MpOLECCOB y feTeli M NOAPOCTKOB
MpuMOpCKOro Kpas, U3ydeHue MOAUMOP-
(hM3MOB reHOB-perynfaTopoB JIMMNUAHOTO,
MWHepanbHOro obMeHa C Lenblo paspa-
60TKM NepCOHUPULUPOBAHHBIX PEKOMEH-
JalUui Mo KOppeKLuu HapyleHun u npo-
thunakTuKe NX BOSHUKHOBEHMUS.

[pyroe HayyHoe HanpaBneHne —
“ccnefoBaHne pacnpocTpaHeHHOCTH, 3TUO-
JIOTUYECKNX M 3NUAEMUOOTNYECKNX 0CO-
GeHHOCTell OCTPO U XPOHWUYECKOW nato-
JIOTUM  MOYEBLIBOASAWMX nNyTel y peTeit
Mpumopckoro kpas. [lpoBepeHbl 3Kcne-
pUMEHTaNbHble WUCCNefOBaHUA HUTPOKCH-
Lepruyecknx MexaHu3moB (OPMUPOBAHUSA
naToforMy CycTaBoB, 06OCHOBaH BbIGOP
HanpaeneHWiN naToreHeTU4eCcKon Tepanuu.

— B Kakux MexayHapojHbIx npo-
rpamMmax no o6mMeHy 3HaHUAMM U ONbI-
TOM Y4acTBYIOT CTYAEHTbI U COTPYAHUKU
WHcTutyTa nepguatpum?

— CTypeHTbl cTaxupyloTcs 3a pybe-
)KOM B paMKax nNporpaMm ob6MeHa mexay
TTMY 1 XapOuHCKuM, MymaHA3AHCKUM,
XelnyHU3AHCKUM MEAULIMHCKUMM YHUBEP-
cutetamu (KHP), meamuuHckum konnep-
XeMm YuuBepcuteta Huurata (Anonus);
KnuHUKOM  TpaguUMOHHOW  MeauuUHbI
Yuusepcuteta CaHpxu, MexpayHapogHbIM
LIEHTPOM MeanLMHbI YHuBepcuTeTa KEHXM

u Knuuukoit bynpanr Ceynbckoro Hauymo-
HanbHoro yHueepcuteta (Pecnybnuka
Kopes). Mpenogasatenu TIMY uurator
KYpCbl NIeKLNit B MEAULMHCKNX YHUBEPCU-
Tetax Kopeu, Kutasa n finoHuu, npuHuma-
foT aKTMBHOE yyacTue B paboTe MeXayHa-
POAHBIX HAYYHO-NPAKTUYECKUX (HOPYMOB.

— CeropHa, B CNOXHbIX YCIOBUAX
KapaHTMHA, KNaccuuyecKas mogenb obpa-
30BaHUA NeMaTpPoOB aKTMBHO NepecTpau-
BaetcA. Kakue MHHOBaUMOHHbIE TeXHONO-
rum ucnonb3yiorca B Bawem Byse?

— TIMY sBnsetcs BeayWwuUM MHHOBA-
LMOHHBIM 1 06pa3oBaTesibHbIM LEHTPOM
JanbHeBocToyHoro pernoHa. CoxpaHsas
BEpHOCTb Tpaguuuam, TTMY He Tonbko
NPUAEPXUBAETCA MUPOBBIX TeHAEHUUN
pasBUTUS HayKM U 06pa3oBaHus, HO W
BHOCMT BECOMbIi BKNaj B MNosBleHue
NpOrpeccuBHbix hopmM U MeTof0B 0byye-
HUA: OUCTAHLUMOHHBIX 00pa30BaTe/bHbIX
TEXHONIOTU/, 3NEKTPOHHOTO  0byYeHus,
NpUMEHAEMbIX B MPOrpaMMax BbICIIErO W
LOMONHUTENbHOTO  MPOdecCMoHaNbHOro
obpaszoBaHus. Co3faH nopTtan AuCTaH-
UMoHHoro obpasosaHus TTMY — wuHTep-
HeT-pecypc, Ha KOTOPOM pa3melyeHbl
yuebHble, ANAAKTUYECKME U KOHTPOJIbHbIE
matepuanbl Mo pasfNnyHbIM MPOrpamMmam.
[ns kaxporo obyvatouierocs nMeeTcs
WWPOKUIA BbIBOP [OCTYNHOW [OKYMEHTa-
uum no pabote Ha nnatdopme MOODLE.

[ns noBblleHUs KadyecTBa 0Oyye-
HUA B CamoCTOATeNbHOe noApa3fene-
HWe BblgeneH VIHCTUTYT 3NeKTPOHHOrOo
00pa3oBaHMs — BbICOKOTEXHOJOTMYEC-
Kas cneuuann3nMpoBaHHas CTPyKTypa Mo
CO3AaHWI0, TECTUPOBAHMIO, MPOABUKEHMIO
M BHEAPEHUIO 3NEKTPOHHOrO KOHTEHTa W
TEXHONIOTMI Ha BCEX YPOBHAX MeAULMUHC-
Koro nmpoceccrMoHanbHoro obpasoBaHus.
OcHoBHbIMK 3agavamu NHCTUTYTa ABAAIOT-
s He ToNbKO 3 deKTUBHOE 1 060CHOBAH-
HO€ NCNONb30BaHWE 3JIEMEHTOB 3NIEKTPOH-
HOI WH(OPMALMOHHO 06pa3oBaTeNbHOM
cpefbl YyHUBEPCUTET], BHELPEHNE Nepefo-
BbIX M MEPCMEKTUBHBIX IEKTPOHHBIX 06pa-
30BaTeNbHbIX TEXHOMOTUIA, HO U WX WHTe-
rpauus B CUCTEMY MeAMUMHCKOro ob6pa-
30BaHUs B KOMMNIEKCe C TPaAULMOHHbLIMM
MeTofjaMU NpenofaBaHus [UCLUMANH.

— Mpumopbe HaxoputcAa B umucne
NUAMpYIOIMUX PerMoHoB no 3abone-
BaeMOCTM BHe6OJIbHUYHON NHeBMO-
HWel y B3pOC/bIX, @ KaKoBa CUTyauus
vy peten? Kakue mepbl npodpunakru-
KU 3TOro 3aboneBaHus paspaboTaHbl
u peanusyloTca B Kpae?

— B nocnepHne rogbl GonesHn opra-
HOB AbIXaHUS 3aHWUMAIOT YETBEPTOE MECTO
B CTpyKType 3ab6oneBaeMocTn KuTeneil

[pumopcKoro Kpas, npeBblWas CpegHue
nokasarenu no Poccuiickoit Pepepauuu.
Muk  3aboneBaeMoCTM  npuwencs Ha
2019 rop, Torga TONbLKO B ABa 3UMHUX MeCs-
Lia nHeBMOHMelt nepe6onenv 6900 Yenosex.
K coxanenuto, y peteii Mpumopbs Takxke
CTabUIbHO KX bl rof, BbICOKM NOKa3atenu
3a00neBaHNi OPraHoB fibIXaHus.

/3yyeHne anuaemmnonormyeckux oco-
6GeHHOCTE CUTyauuM MOKa3biBaeT CBA3b
NoBbIlWEHHO 3aboneBaeMocT BHe6ONb-
HUYHBIMW MHEBMOHUAMU C 0COBEHHOCTA-
MW MYCCOHHOFO KNMMata C MOBbILIEHHON
BNIAXHOCTbIO BO3[yXa U CUIbHbIMU BETpa-
MU, C NpodunemM pucka pernoHa, HegocTa-
TOYHbIM OXBATOM HACENEHWUsA Kpas BaKLM-
Hauuen OT MHEBMOKOKKOBOW WHQeKLuuu,
BbICOKVMM YPOBHEM MUTPALMK HaceneHus.

C 2018 ropa B Kpae Hayanacb peanu-
3auus nporpamMmbl NpoduNaKkTUKK 6ones-
HEl OpraHoB [JblXaHWs W  ynyylleHua
O0Ka3aHMA Me[OWLMHCKON NOMOWM nauu-
eHTaM. MeponpusaTMa HanpaeneHbl Ha
KOHTPONb NAaHOBOW BaKUWHALUKU [AeTeil.
[lpenycmoTpeHo BHefpeHWe Mep no WKpo-
KOMy 0XBaTy BaKLMHaLMelh OT MHEBMOKOK-
KOBOM WHekuun rpynn pucka. B xope
peann3aLlum Nnporpammel NyabCoKCUMeTpa-
MU OCHALLEHbI BCE MEAMLMHCKME yUpexe-
HUA NepBMYHOIO 3BEHA 3 paBOOXPaHEHUS,
npuoGpeTeHbl  annapatel  3KCTPaKoOpMo-
panbHOi OKCUreHauum KpoBM B peaHnma-
LMOHHbIE OTAeNEeHNA Kpas.

ExxerogHo B COOTBETCTBMM C Teky-
Wen cuTyaunen KOPpeKTUpylTCa npu-
Ka3bl MwuHucTepcTBa 34paBOOXpaHeHUA
[pumopckoro Kpas no MaplpyTusauuu
NybMOHONOrMYECKUX BONbHBbIX.

Ha noctosaHHON OCHOBe COTpYyAHMKAMU
WHctutyTa neamatpum nposopgstcs obpa-
30BaTe/lbHble MEponpuATUA ANA nepuar-
pOB, NyNbMOHO/OIOB, CEMENHBIX Bpayei no
aKTyasnbHbIM NpobemMam nysbMOHOOMMH.

— Bo MmHorux peruoHax Poccun
pactrer 3abonesaemoctb COVID-19.
KakoBa o6cTaHoBKa B Bawem peruone?
Kakue Haubonee yacTble OCNOXKHEHUA
BCTpeyvaroTca?

— 06cTaHoBKa no 3aboneBaemMocTu
COVID-19 B [lpuMOpPCKOM Kpae TPeBOX-
Has, K OKTAbplo 2020 roga WHbeKuus
3apeructpuposaHa y 14 500 uyenosek,
13 Hux 836 pgeteit. [THEBMOHUA AMarHoc-
TupoBaHa y 325 peteit, Taxenylo topmy
3aboneBaHus Habnmoganu y 105 nauueH-
T0B. /3 OCnOXHeHuit oTMeyanu CUHAPOM
ANCCEMUHUPOBAHHOTO BHYTPUCOCYAMUCTOMO
CBEpTbIBAHNSA, BbIPAXKEHHYIO [LbIXaTeNbHYIO
He[0CTaTOuHOCTb. Bee aeTu BbI3fopoBenu.

CneyuansHo o5 Dorm~op.Py
Cepeeesa E.b.
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peanumn CerogHALWHero AHA
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OrAY «HayuoHanbHbil MeduyuHckull uccnedosamensckuli yeHmp 300posba Oemeli» MuHucmepcmaa 30pagooxpaHeHus Pocculickoli
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PE3IOME

Llenb uccnepoBaHuA: npoaHanu3npoBaTb [UHAMUKY 4acTOTbl (OPMUPOBAHWA KIacCMYecKoit U HOBOI GopM OpoHXoneroyHoi Aucnna-
3un (BJ1A) y Aeteit, rocnutanuamposaHHbix B ®TAY « HMUL, 3p0poBbs peteli» 3a nocnegHue 8 ner.

Nu3aiH: peTpocneKTUBHbIN aHaNU3 AaHHbIX MEAULMHCKON AOKYMEHTALUN NaLUEHTOB.

Martepuanbl u metogbl. 3a nepuog 2012-2019 rr. npoaHanusuposaHbl 369 uctopuit GonesHu peteit ¢ Hosoit topmoit b n 231 uctopus
GonesHu geteit ¢ knaccuyeckoi hopmoii 3abonesaHus.

Pe3ynbrarbl. B cTatbe npuBefeHbl AaHHble 8-NeTHero HabNloAeHUs, CBUAETENbCTBYIOWME 0 NpeobnaaaHumn HoBoii dopmbl Bl Ha coBpemeH-
HOM 3Tane, a Takxe OCBelleHbl 0CO6EHHOCTU ee HOPMUPOBAHUA U TEUEHUA Y HELOHOWEHHbIX feTell. PeTpOCNEeKTUBHbIN aHann3 NoNy4YeHHbIX
B 2012-2019 rr. AaHHbIX FOBOPUT O MOCTENEHHOM HApPaCTaHUW YMUCIA NALMEHTOB C HOBOW dopmoit BJILL cpepu aeteit ¢ aTum 3aGonesaHnem.
Ecnn B 2012 r. oTmeyanocb npeobnapanue knaccuyeckoit dopmbl B[ (156 (68,4%) n3 228 peTeit ¢ BepUDULUPOBAHHBIM [UATHO30M),
To B fanbHeiiwem cooTHoweHne dopm BJI[l meHanoch B cTopoHy npeobnagaHus Hosoil dopmbl (p < 0,05). MapuTeTHOE COOTHOWEHME
(50% knaccuyeckas dopma u 50% HoBas hopma 3a6oneBaHuns), N0 HALWKUM [aHHbIM, NPUXOAMUTCA Ha 2013 T., YTO COOTBETCTBYET Nepuody nepe-
xopa Poccuiickoit Pepepalimm Ha KpUTEPUM KUBOPOKAEHUSA U MEPTBOPOXAEHUA BcemnpHoit opraHn3aunm 3gpasooxpaHerus (BO3).
3aknioueHue. CoBeplIeHCTBOBAHNWE METOL0B HEOHATaNbHOW peaHuMauun u nepexopn Poccuiickoit Pefepaunu Ha KpUTEPUM XKUBOPOXKAEHNUSA
u MepTBopoxaeHus BO3 B 2012 r. sBuauCh npegnocsiikamu ans naromopdosa bJ1[. Yacrora BctpeyaemocTn Knaccuyeckoit opmbl 3abone-
BaHus B Poccuitckont Pefepaumn ymeHbluaetcs rog ot rofa. KpaitHe BaXKHO onpefeneHue oTaaneHHbIX nocneacTsuit Hosoi dopmel BJIJ, oco-
6eHHO (hYHKLMOHaNbHbIX BO3MOXHOCTEH PECMMPATOPHOTO TpakTa y NaLWeHTOB CTaplueil BO3pacTHOM rpynnbl C AaHHOI hopMoil 3aboneBaHus
B aHaMHe3e. M3yyeHune ocoGeHHOCTEN TeYEHUS U OTAANEHHbIX NOCNEeACTBUIT HOBOI dopmbl BJIL siBNseTCs akTyanbHO npo6nemon AeTcKoi
NyNbMOHOIOTUM B HACTOSWEE BPeMs U TpeOyeT NPUCTANbHOTO BHUMAHUS.

Kntoyessie cnosa: GpoHxoneroyHas Aucnnasus, Hoeas dhopma, knaccuyeckas hopma, HelOHOWEHHbIE AETU.
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ABSTRACT

Study Objective: to analyse the dynamics in morbidity of the classic and New forms of bronchopulmonary dysplasia (BPD) in children
hospitalised to the National Medical Research Centre of Children Health during previous 8 years.
Study Design: retrospective analysis of medical records.
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criteria proposed by the World Health Organisation (WHO).

paediatric pulmonology and requires careful attention.

Materials and Methods. In 2012-2019, we analysed 369 cases of children with the new BPD and 231 cases of children with the classic disease.
Study Results. The article contains the information on the 8-year observation demonstrating prevalence of the new BPD and describes
disease characteristics and course in premature infants. The retrospective analysis of 2012-2019 data shows that the number of paediatric
patients with the new BPD is gradually increasing. Whereas in 2012 the classic BPD prevailed (156 (68.4%) out of 228 children with confirmed
diagnosis), later the new form accounted for more BPD cases (p < 0.05). According to information available, an equal ratio (50% for the classic
form and 50% for the new form) is demonstrated in 2013, the period when the Russian Federation started using the live birth and dead birth

Conclusion. Improved neonatal intensive care methods and transition of the Russian Federation to the WHO live birth and dead birth criteria
in 2012 were pre-conditions for BPD pathomorphism. The of rate of the classic form in the Russian Federation has been decreasing year after
year. It is essential to identify the long-term complications from the new BPD, especially functional capabilities of the respiratory tract
in older patients with the history of disease. Study of the features and long-term complications from this new form is a burning issue of

Keywords: bronchopulmonary dysplasia, new form, classic form, premature infants.

Contributions: Davydova, I.V. and Fisenko, A.P. — study concept and design, manuscript editing, approval of the final article version, cohesion
of all parts of the article; Pozharischenskaya, V.K. — collection and processing of retrospective materials, manuscript preparation, thematic
publications reviewing, approval of the final article version, cohesion of all parts of the article; Kazakova, K.A. and Basargina, E.Yu. — collection
and processing of retrospective materials, manuscript preparation, approval of the final article version, cohesion of all parts of the article;
Bondar, V.A. — statistical processing of materials, approval of the final article version, cohesion of all parts of the article.

Conflict of interest: The authors declare that they do not have any conflict of interests.

For citation: Davydova I.V., Fisenko A.P., Pozharischenskaya V.K., Kazakova K.A., Basargina E.Yu., Bondar V.A. A New Form of Bronchopulmonary
Dysplasia: Current Realias. Doctor.Ru. 2020; 19(10): 6-9. (in Russian). DOI: 10.31550/1727-2378-2020-19-10-6-9

BBEAEHUE

Matbpecar net Hasap oppuHatop CraHdoppckoro YHusepcurteta
W.H. Northway BnepBble onucan GpOHXONErOYHYI0 [UCNNa3UI0
(BJ1l) kak pecnupaTopHyK NaToNOrui HELOHOWEHHBIX AeTel,
KoTopbiM Tpebosanace aautensHas WUBJ1 [1]. C atoro momeH-
Ta W A0 HACTOALLEro BPeMeHU MPOAOMIKAETCA HAY4HbIA MOUCK
B U3yyeHun natocusmonorun bJ1 u B paspabotke acdekTns-
HbIX METOZ0B NPOMUNAKTUKM U JIeYeHWUs AaHHOro 3aboneBaHus.

OnucanHas B 1967 rogy natonorusa B HacTosliee Bpems
paccmatpuBaeTca Kak knaccuyeckas gopma BJ1[l u xapaktepu-
3yeTCA KUCTO3HbIMM U3MEHEHWAMU U FeTeporeHHOW aspauueit
B MOPAXXEHHBbIX IETKUX, BbIPAXKEHHbBIM MHEBMOGUOPO30M B UCXO-
[ie NOBPEXAeHUA NeroYHon TKaHM Ha hoHe npoBefeHMA Mexa-
Huyeckoit BJ1 [1]. B nepuop, korga bJ1J 6bina npeHtuduumpo-
BaHa KaK Matonorus, 60NbWHUHCTBO NALMEHTOB C IKCTPEMAIbHO
HU3KOI M O4YeHb HU3KOW Maccol Tena npu poxaeHun (AHMT
u OHMT) He BbixuBanu. [laHHoe 3abonesaHue AuMarHocTUpo-
BaNOCb Y AOHOLEHHBIX WAM POXAEHHBIX HAa MO3[HUX CPOKax
rectauuu AeTell C MOMOLbI PEHTTeHONOrNYeCcKUX MeTOA0B
1 pacueHnBanoch Kak cnefcTene HeageKBaTHOro TepaneBTuyec-
KOro nopxofa K BeAEHWIO HOBOPOXAEHHbIX C PecnupaTopHbIM
nuctpecc-cuuppomom (PLC) [2].

B uensax cHWxeHMA nepuHaTanbHOM U MNafeHYecKkoi cmepT-
HOCTM 33 MOCnefHUEe fecATUNeTUs Bbina NpoBefeHa OrpoMHas
paboTa no CoBepLIEHCTBOBAHUID METO0B BbIXaXWUBaHUsA AETeN,
poauslmnxcs ¢ OHMT n IHMT. BHegpeHne coBpemMeHHbIX nepu-
HaTaNbHbIX TEXHONOTWIA, WMPOKOE UCMONb30BaHMe 3thheKkTuB-
HbIX METOA0B WHTEHCWUBHOW Tepanuu B JeYeHUU HeLJOHOLIEeH-
HbIX HOBOPOXAEHHbIX NPUBENO K CyLLEeCTBEHHOMY YBEIUYEHUIO
BbIXKMBAEMOCTN TaKuUx feTel W, COOTBETCTBEHHO, POCTY YacTOTb
thopmuposanus bJ1 B nonynsuum [3, 4].

Mo mepe onTMMM3auMM NPOTOKONOB HEOHATaNbHOW peaHu-
MaLWKu, BKIIOYEHWS aHTeHaTaNbHOW CTepOMAHON NOAJEPHKKM
B CTaHAAPThl BefleHUs BepeMeHHbIX KEHIUH C Yyrpo3oi npex-
LeBpPEMEHHbIX POJOB U NOCTHATaNbHOMO BBEAEHUS cypdakTaHTa
He[OHOWeHHOMY pebeHKy ansa npodunakTuku passutus PLC
MOCTENEHHO NpoucxoAun natomopdo3 3abonesaHus, onpe-
LensoWmuin MeHee BbIpaXeHHbI MHeBMOGhUOPO3, OTCYTCTBUE
3NUTENNANbHON MeTannasnum fbiXaTebHbIX NyTei U runeprpo-
bun MmagKkux MbllWL, a TakkKe NaToaoruyeckoe noBpexaeHune
KpynHbix anbBeos. KnuHuyeckue u mopdonoruyeckne ocobeH-
HOCTM Takux BapuaHToB TeueHus BJI[l BcTpeyanuch ¢ Havana

2000-x rogoB BCe yalle, YTO NO3BONMUMO B AaNbHENIIEM Bblifie-
NNUTb HOBYIO hopmy 3abonesaHus [5].

N3BecTHo, 4TO B NepBOHa4anbHOM BapuaHTe (OpMUPOBaHME
BJ1, paccmatpuBanoch Kak pe3synbraT arpecCMBHOMO BO3JeiiCT-
BUS MexaHuyeckoi VIBJT n BbICOKMX KOHLIEHTpaLWii KUCIOPOAa BO
B[IbIXaeMOI CMeCU Ha OTHOCUTENIbHO 3peble Ierkue HefloHOLeH-
HbIX leTell C recTalMoHHbIM BO3pactoM > 32 Hepenb [1]. Korga
BbIXXMBAEMOCTb MYOOKO HefoHOWeHHbIX aeTeit ¢ IHMT u OHMT
npy POXAEHUW YBENWYMAacb 3a CYET NpeHaTanbHOi U MmocT-
HaTaNbHOW MPOGUNAKTUKA M UCMONb30BaHUA Gosee WaasLmnx
METOA0B pecnupaTopHoOi NOAJEPXKKM, BbIACHUIOCH, YTO YacToTa
BO3HWKHOBEHUs HOBOro BapuaHTa Teyewus BJI[] obpatHo npo-
NOpLMOHaNbHa recTallMoHHOMY BO3pacTy Npu POXAEHWUU U TONb-
KO B HeKoTopbix cnyyasx BJI[l moxer 6biTb CBA3aHa C Heapek-
BaTHOW MOCTHAaTaNbHOW Tepanuen, npusogawen Kk hopmnposa-
HUIO KNaccuMyeckoro BapuaHta 3aboneBaHusi. COOTBETCTBEHHO,
B 60/IbWIHCTBE CyYaeB HoBas opma bJ1[] sensercs cnencTeu-
€M HapyLlleHnsa pa3BUTUA Nerkux, Npu KOTOPOM HeJOHOLWEHHOCTb
1 pAL Apyrux akTopoB pUCKA, BKOYAA TeHETUYeCKylo npep-
pacnoNoXeHHOCTb, MOFYT UrpaTh KNoYeByto ponb [6].

BJ1 B ocHOBHOM hopmupyeTcs y AeTel, POXKAEHHbIX Npex-
JeBpeMEHHO, KOTAa UX Jerkue elle nepexoAsT OT KaHanbLeBon
K CaKKyNApHOM cTagum pa3sutua. Kpome Toro, HeAOHOWEHHOCTb
4acTo ycyrybnsetcs BHYTPUYTPOOHLIM MHAULMPOBAHMEM U NPO-
BeJleHMeM peaHWMaLMOHHbIX MEpPONpPUATUIA, BBELEHWNEM AOMON-
HuTenbHoro kucnopoga, MBJ1, a Takxe neroyHbIMuU U CUCTEMHBIMU
MHMEKLMAMY, KOTOPbIE MOTYT NPUBECTY K 3afiepXKKe COCYAUCTOro
1 anbBEONAPHOrO pa3BUTUA Nerknx. [lo KoHua He ACHO, ABNAeTCS
AN HE[L,OHOLWEHHOCTb OCHOBHOW NPUYUHON BO3HWKHOBeHWA BJ1[,
UNW ecTb Apyrue, ewe He BbifiBNEHHble (haKTOpbl, KOTOpble CMo-
CO6CTBYIOT pa3BUTUIO flaHHOTO 3aboneBaHus [7].

HecmoTpa Ha 3HaunMTenbHbIe YCUINA MO MUHUMMKU3ALMM Onac-
HbIX, HO YaCTO CMacaloLWMX XN3Hb NOCNEPOLOBbLIX BMELIATENbCTB
(Takmx kak kucnopopotepanus, MBJT u rniokokoptukomgsl), BJ1,
oCTaeTcs Haubosee YacToi NATONOTUE Y POXKAEHHbIX MPEXAEB-
pemeHHo. OaHaKo, HeB3Mpas Ha TAXeNY AUCHYHKLMIO Nerkux
W TpaBMbl, CBA3aHHbIE C NMPEXAEBPEMEHHbIMU pofamu, y 60sb-
WMHCTBA fieTeil ¢ HoBoWt hopmoit BJ1[ B 3HaUMTENbHOM CTeneHN
BOCCTaHaBNMBAKTCA CTPYKTYpa U dyHKUMsA nerkux [7].

bnarogapsa coBepleHCTBOBAHNIO MHTEHCUBHOI Tepanun Hefo-
HOLEHHbIX HOBOPOXAEHHbIX, @ TaKXe nepexofy HeOoHaTon0roB
BCEro MMpa K HOBbIM KPUTEPUAM KUBOPOXAEHUA 1 MEPTBOPOXKAE-
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Hus BO3 [8], n3MeHUNoCh NpeficTaBaeHuWe 0 NaToreHese, CTPYKTYp-
HO-MOP(MONIOrMYecKnx 0COOEHHOCTAX 1 BapuaHTax TeyeHus bJI[.
B HacToswee Bpema BJ1[l ¢opmupyeTca npexae Bcero y Hepo-
HoweHHbIX feteit ¢ IHMT n OHMT npu poxAeHWUM, JAUTENbHON
pecnnpaTopHOI NOAAEPKKO B HEOHATANbHOM NEPUOfe, HU3KUMK
oueHkammn no wkane Anrap Ha 1-it 1 5-i MUHYTaX XU3HW, KKUC-
J10poA03aBMCUMOCTbIO Gonee 28 cyTok u3Hu. BJI[l BcTpeyaercs
HECKOMbKO yYalle y ManbunkoB [8]. BaxHyto ponb B natoreHese
3ab01eBaHus UrpaeT reHeTUYeckas fetepmuHaums [9].

Ha toHe onTuMM3aumm pecnmpaTtopHoi NOLAEPKKN Y feTel
¢ maccon Tena 501-1500 r npu poxaeHumn yactoTta hopMupoBa-
Hua BJI[ cHusunace ¢ 47% po 21%, 6naroaaps oTkasy oT UHTY-
6aLuu, NPUHATUIO HOBbIX CTAaHAAPTOB NMPOBEAEHUA MYNbCOKCH-
MEeTPUM 1 paHHeMy nepexofy Ha NOCTOAHHOE MONOXUTENbHOE
pasneHune B apixarensHoix nytax (CPAP) [10].

B CLLIA yacrota BJ1[] ymeHblwmnnacs B nepuog ¢ 1993 no 2006 r.,
BEpOATHO, B CBA3M C yBEJIMYEHWEM NCMOb30BAHNA HENHBA3MBHOW
MBI [11]. C 2005 no 2015 r. pacnpocTpaHeHHocTb BJ1[ y Hepo-
HOLEHHbIX feTelt B BepmoHTe cHusunach ¢ 31% po 28% [12].
B nocnegHee pgecatunetve nokasatenn 4actotbl hOpMMpOBAHMUA
BN, B mupe BapbupyloT oT 13% Ao 32% [13]. HeoHaTanbHble
OTAENEHNA C CaMbIMW BbICOKUMU MOKa3aTeNsmMu 3aboseBaemMocTu
AeMoHCTpupytoT Yactoty bJ1/ He Bbiwe 20% [12].

B OTAY «HauuoHanbHbIii MegULUMHCKUIA MCCNeA0BaTENbCKUA
LLeHTp 340p0OBbA AeTei» MuH3gpaBa Poccum HakonneH 6onbLoi
onbiT paboTsl ¢ nayneHtamu ¢ bJ1, BKnoyalowmii onpegenexne
reHeTuyeckoi npeaukLumu GopMUpoBaHMUs JAHHOTO 3aboNeBaHNs
Y HEJOHOLWEHHbIX AeTeil; KNTMHUKO-UHCTPYMEeHTanbHOe 06cneno-
BaHue nauueHToB ¢ bJ1[] c ucnonb3oBaHMeM COBpEMEHHbIX Meau-
LMHCKUX TexHoorui; npodunakTuky o6ocTpeHunii 3abonesanuns
MOHOK/IOHANIbHBIMW aHTUTENaMU; Tepanuio 6oNbHLIX B nepuoae
o6ocTpeHus bJ1[, nx peabunutayuto, KaTaMHecTUYeCKoe Habnio-
LeHUe U MNCUXOJI0ro-NefarorMyeckylo noMolb cembiM [eTei
C [aHHOW natonoruei. [BaguaTUNeTHUIN ONbIT KAMHUYECKOW
1 Hay4HO-UCCNefoBaTeNbCKON PaboThl B 061aCTH JEeTCKOM nyNb-
MOHOJIOTUM MO3BOJIUI HAM NOJYYNUTb HONbLIOK 06BEM AAHHBIX MO
npobneme BJI[L 1 npeacTaBUTb MX Ha Cyh MEAMLMHCKOrO CO06-
wectea B MoHorpaduax [3, 4, 14], KNMHWYECKUX peKOMEeHAa-
umsx*?, cratbax [9, 15, 16] n guccepTaumoHHbIx paboTax.

WNHTepecHbIM acnekTom u3ydeHus (HOPMUPOBAHUS, TeYeHUs
nucxonoB bJ1[] aBnaetcs onpeneneHve popmsl, B KOTOPOI npoTe-
kaeT 3aboneBaHue. OAHON U3 BEPOATHBIX NPUYMH NpeobnafaHus
HoBo opmbl BJ1[l Ha coBpeMeHHOM 3Tane cTan OKOHYaTebHbIN
nepexof, P® Ha KpuTepuu XWBOPOXKAEHUS U MepPTBOPOXKAEHNUS
BO3 B 2012 ropy [8]. C MOMeHTa perucTpauum X1UBOPOXKLEHMUA
y He[OHOLWeHHbIX AeTel ¢ maccoit Tena > 500 r 1 recTaluoH-
HbIM BO3pacToM > 22 Hefenu B noje 3peHUA HeOHaTosIoroB U
Ny1bMOHONOTOB OKa3aNuCb NaLMeHTbl C He3aBeplleHHbIM top-
MUPOBAHWEM JIeroYHbIX CTPYKTYp. K HUM npuMeHMM Komnnekc
BbICOKOI(PEKTUBHBIX NPEHaTaNbHbIX M NOCTHATANbHbIX TEXHO/IO0-
rWii: nperpaBugapHas NOAroToBKa 6epeMeHHbIX, aHTeHaTanbHas
npocunaktuka PAC, peaHMMaLMOHHbIe CTpaTerMu, 3aMecTuTenb-
Has Tepanus cypdakTaHTOM, MaNOMHBAa3MHaA pecnupaTopHas
Tepanus COrMacHO KOHLENLUMK 3aLuThl Ierkux, CBOeBpeMeHHas
MapLpyT13aLns 60bHbIX [8]. BO3MOXKHOCTL COXpaHEHUS KU3HU
nofoGHLIM NalMeHTaM Bbi3Bana Heob6XoAMMOCTb pa3paboTKu
HOBbIX NoAxoAoB K Tepanuu PLC u cnocobcTBoBana naromopdo-
3y PecnupaTtopHbIX HapyleHuii y nofobHbIX GonbHbLIX. B utore
3T0 NpuBeNO K NpeobnafaHuo HoBol topmbl B[,

Llenb AaHHOro peTpoCneKTUBHOro WUCCNEA0BaHUA: Npo-
aHanM3nMpoBaTb JUHAMKUKY YacToThl HOPMUPOBAHMA Knaccuyec-

Koit 1 HoBoM hopm BJI[L y petei, rocnutanusnpoBaHHbix B PrAY
«HMWL 3popoBbs geten» 3a nocnegHue 8 ner.

MATEPUAJIbl U METO bl

Mpw BbINOAHEHUM PaBOTbl GbIIM U3yYeHbl U NPOAHATU3UPOBAHbI
AaHHble OTeYECTBEHHOW M WHOCTPAHHOM HAy4yHOM AWTepaTypbl,
Kacawumecs usyyeHuns GopmmpoBaHus, TeueHns u ncxonos bJ1[.

B Hactoswem nccnepoBaHUW NPOBEAEH PETPOCMEKTUBHbIN
aHanM3 [aHHbIX MegMLUMHCKOW AOKYMeHTauuu (BbIKOMWPOBKA
LaHHbIX U3 UCTOPUM GONE3HU, aMOYNATOPHbIX KAPT, aHaNN3 faH-
HbIX AWCCEPTALUMOHHBIX UCCNEL0BAHUN HA COMCKAHME Yy4YeHOW
CTeNeHN KaHaMLaTa MegULMHCKUX HayK).

PaboTa npoBefieHa Ha 6a3e PTAY «HaumoHanbHbIi MeULMHC-
KA UCCNnepoBaTeNbCKUil LEHTP 3[40pOBbA feTel». 3a nepu-
oA 2012-2019 rr. npoaHanu3upoBaHbl 369 ucTopuii GonesHu
peteit ¢ HoBo# topmoit BJIJ n 231 uctopus GonesHu getet
C Knaccuyeckoit hopmoit 3abonesaHus.

MatemaTuyeckas 0bpaboTka Matepuana npousBefeHa C Wc-
nosb30BaHMeM cTaTucTuyeckoro naketa IBM SPSS 6.0, Microsoft
Office Excel 7.0. Kputuyeckuit ypoBeHb 3HAUMMOCTU NpU NpoBep-
Ke CTaTUCTUYEeCKMX FMNoTe3 NpUHKUMancs pasHbimM 0,05.

PE3VJIbTATbI

PeTpocnekTuBHbIN aHanu3 nonyyeHHsix B 2012-2019 rr. faHHbIX
CBWETENbCTBYET O NOCTENEHHOM HapacTaHUM YACNA NaLUEHTOB C
HoBoii hopmoii BJI[l cpenu Bcex peteit ¢ 3Tol natonorueit (puc.).
Ecnu B 2012 rogy oTmevanocb npeobnagaHue Kiaccuyeckon
topmbl BI1[ (156 (68,4%) 13 228 peTeit ¢ BepUDULMPOBAHHBIM
LMarHo3om), 70 B AanbHeliwwem cootHowweHue opm bJ1J] meHsnoch
B CTOpPOHY npeobnagaHus HoBoii dopmbl (p < 0,05). MaputeTHoe
cooTHolweHune (50% knaccuyeckas gopma n 50% HoBas topma
3a6oneBaHMﬂ), N0 HaWuM [aHHbIM, npuxoputca Ha 2013 rop,
YTO COOTBETCTBYET nepuody nepexoja Poccuitckoit ®epepauuu
Ha KpUTEPUU JKMBOPOXKAEHUS U MepTBOpoXaeHus BO3 [8].

Prc. AmHAMIKa 9aCTOTB PA3BUTHA KAACCHYIECKOM

1 HOBOI popm OporxoAeroanoit ancmaasuu (BAA),
1o AaabM PIAY «HMUILT 3AOPOBBSA ACTEID
Mumnsapasa Poccun

* Omandute om dacmonvr Kaaccuyeckoli popmer b1/
crmamucnudecky snavumo (p < 0,05)

(o]
—®— HoBas (opma bJ1]] / New BPD
" Kknaccuyeckas dopma bJIJl / Classic BPD
o
:g 80,0*
70 |_684 7504
60 64'8/' 58,1
o 5701
{ 41,9]
40
20 316 352 43,0
20 25,0 20,0
10
0

2011 2012 2013 2014 2015 2016 2017 2018

rop / year

2019 2020

! Coto3 neduampos Poccuu. ®edepanbHble KauHUYecKue pekomeHoayuu no sedeHuto demeli ¢ 6poHxone204Hol ducnaasued. M.; 2014. 28 c.
2 Qnoymempus cnokoliHo20 ObixaHusA y Oemeli nepBo2o 200a xu3Hu (Memooduyeckue pekomeroayuu). M.: lleduamps; 2012. 31 c.
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MopdhodyHKLMOHANbHAA HE3PENOCTb TaKUX AEeTEN B COYeTa-
HUW C BO3AENCTBUEM HA UX PECNIMPATOPHYIO CUCTEMY NPUHLUMU-
aNbHO HOBbIX PeaHNMALMOHHbBIX TEXHONOT Wit U MPUBENY K naTo-
mopto3y BJI[l u nocteneHHoMy npeobnafaHuio HOBOI opMbI
3abonesaHus B nonynsumu. Tak, yxe B 2014 r. y 57 (64,8%)
u3 88 nauuentos c¢ bJ[l, Habnopaswuxcs 8 HMUL, 3n0poBbs
peTeli, BeputuLMpoBaHa HoBas opma 3abonesaHus [15].
Mo Hawum [aHHbIM, 3TOT MOKa3aTelb OCTaBaNCA MPUMEPHO
Ha ToM e yposHe B 2016 1. — 57% (128 u3 225) n 8 2017 r. —
58,1% (43 n3 74) [16]. K koHuy 2018 r. oH pocTur 75% (n =75
13 100), a B 2019 r. — 80% (n = 80 13 100) [9] (cm. puc.).

OBCYXAEHUE
JNnuTenbHOCTb KaTaMHECTMYECKOro HaOMofeHUs nauueHToB
¢ b1 B Hawem LlenTpe npesbiwaet 20 net. [lpoBegeHHbIe HaMK
MHOFOYUC/IEHHbIE HayYHble UCCNeA0BaHMA, NOCBAWEHHbIE faH-
HOW NaToNoruu, NO3BOAUAN HaM He TOJIbKO MPOaHaNU3UpoBaTh
0COBEHHOCTM TeYeHUs 3aboneBaHNs, ONpesennTb BapuaHTbl ero
MCX0Aa K 3 rofiaM XKWU3HM, HO U OOBEKTUBHO OLEHUTb BapUAHTbI
thopMMUpOBaHUsA NATONOMMYECKOrO NpoLecca B NErKux.
MpoBoannacb MHOTONETHAA PEHTreHoNorMyeckas oueHKa
M3MEHeHUN NeroYHbIX CTpYKTYp Ha doHe BJ1[, ocHoBaHHas Ha
pe3synbTatax aHanu3a KT opraHoB rpyaHoit nonoctu no 3ana-
TEHTOBAHHOI 0GannbHOM lWKane, MNO3BONUBIIAS OOBLEKTUBHO
onpenennTb XapakTep U BbIPAXXEHHOCTb NATONOTMYECKUX U3Me-
HeHun B nerkux [9, 17, 18]. Kpome Toro, oueHeHbl B AWHA-
MUKe (YHKUMOHANbHbIE napaMeTpbl pPaboThl [AblXaTeNbHO
cucTeMbl NaLMeHTOB, HaxoauBlwuxca Ha MBJ1 B HeoHaTanbHOM
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nepuope, B TOM Yuciie HEAOHOLWEHHbIX fieTeit co chopMmupoBaB-
weiics BN [14].

3AKJIOYEHUE

CoBpemeHHble TeHAeHUUU ¢HOpMUPOBAHUA OPOHXONEroYHOI
gucnnasuu (BJ1}) y HefOHOWEHHBIX AeTell OfHO3HAYHO YKa3bl-
BAIOT Ha TO, YTO HOBas (hopMa 3aboseBaHUs y¥Ke ceiyac aBas-
€TCsl OCHOBHOIA. B flanbHeiWweM 3TOT BapuaHT TeueHus 3abone-
BaHUA, HECOMHEHHO, GyaeT npeobnafate y AeTei, POXKAEHHbIX
NpeXAeBpeMEeHHO W NOJyYaBLIMUX ALEKBATHYIO PeCcnupaTopHyio
NnoAJepXKy B HeoHatanbHoM nepuope. OgHaKo, Ha HaW B3rAg,
Ha AaHHOM 3Tane M3y4yeHus npobnembl LenecoobpasHo coxpa-
HeHwne knaccuyeckon dopmbl BJ1[ B KayecTBe OTAENbHOMO Bapu-
aHTa, y4uTbIBas 0COOEHHOCTM MaToreHesa, CTPYKTYpHO-Mopdo-
NIOTUYECKMUX U3MEHEHUI B IETKUX W TepaneBTUYeCKUX NOAXOA0B
K Be[ieHUI0 TaK1X NalneHToB.

Kpome Toro, KpaiiHe BaXHO OMNpefeneHne OTAANEHHbIX
nocneacteunit Hooi dopmbl BJ1[l, 0ocobeHHO GyHKLMOHANb-
HbIX BO3MOXHOCTE/ PecnupaTtopHOro TpakTa y MaLMEHTOB
CTapleit BO3PACTHOI rpynnbl C AaHHON (hopmoil 3aboneBaHus
B aHamHe3e. 0uyeBMIHO, YTO BAMAHME pPeaHUMALMOHHbLIX BO3-
LeNCTBUIA Ha He3pesble JIeroyHble CTPYKTYpbl Fy6OKO Hepo-
HOLWEHHbIX AeTeil MOXET oTpa3uTbca Ha OBJl y Hux B Gonee
no3fHeM Bo3pacTe.

Takum 06pa3om, U3yyeHWe O0COBEHHOCTEN TeueHus W oTha-
NeHHbIX NocnescTBuit HoBoit hopmbl BJ1JL ABnseTcA akTyanbHOM
npo6nemMoit LeTCKOI NyAbMOHONOTMM B HACTOSLLEE BPEMS U Tpe-
OyeT NPUCTaNbHOTO BHUMAHUA B OyaylieM.
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KnuHuueckue n nabopartopHbie
NPpeANKTOPbl He6NaronpuATHOro ucxoaa
V MMYy060KO HelOHOLLEHHbIX AeTen

E.T. ®ypman?, A.B. HukoneHko?, I.B. KynuxxHukos?
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PE3IOME

Llenb uccnepoBaHuA: BbIABUTL B3aMMOCBA3b KNNHUYECKUX M NabOPaTOPHbIX MoKasateneil ¢ HeGNAronpuaTHLIM UCXOA0M Y MY6OKO HeAoHO-
WEHHbIX HOBOPOXAEHHbIX.

Qln3aiiH: cpaBHUTENbHOE NPOCNEKTUBHOE NONepeyHoe UCCNefoBaHue.

Martepuansl u metopbl. 06cnefoBaHbl 38 mMy6OKO HEAOHOWEHHbIX HOBOPOXAEHHbIX AeTeid. MepBas rpynna — 16 feTell ¢ 3KCTpeManbHO
Hu3koi (IHMT), BTopas rpynna — 15 geTell ¢ 04eHb HU3KOW Maccoit Tena. B TpeTbio rpynny Bownu 7 mnageHues ¢ IHMT, koTopsle B nocne-
pytouem ymepnu. Ha 1-e, 3-1 1 7-e CyTKM KU3HU Y HUX U3y4anucb obLeKnMHUYeckue AaHHble, nokasatenu obuiero u GMOXMMUYECKOro aHa-
JIM30B KPOBMU.

PesynbTarbl. 06HapyKeHbI Pasanyus MeXay rpynnamu feTteil no HeckosbkUM mokasatensm. B 1-e cyTku Habntoganach pasHuua B ypOBHAX
remorno6uHa (H = 6,19, p = 0,0453), obwero 6enka (H = 7,2198, p = 0,027), ansbymuHa (H = 7,0028, p = 0,03), nanoykosgepHbix HeNTpohnIoB
(H=9,2091; p =0,01); Ha 3-u cyTku — B copepxaHuu remornobuna (H = 6,864, p = 0,0323), rematokputa (H = 6,4395, p = 0,04) u nakrata
(H =8,1527, p = 0,017) u B KonuyecTBe 3puTpounToB (H = 6,7644, p = 0,034), neiikountoB (H = 6,24, p = 0,0442), CErMEHTOALEPHbIX HENTPO-
¢unos (H = 6,157, p = 0,046). Ha 7-e cyTKW B rpynnax 3Ha4uMmMo pasnuyanucb konndyectso neitkountos (H = 8,6595, p = 0,0132) n cermeHToA-
AepHbix HelTpodunos (H = 10,7165, p = 0,0047), yposHu obuero Genka (H = 8,809, p = 0,0122), kpeatuHnHa (H = 8,4861, p=0,0144) v naktara
(H=7,6604, p=0,0217). Y mnageHLeB TpeTbeil rpynmnbl C NEPBbIX CYTOK XU3HM Yalle Habnpanucy 6onee HU3KME KOHLEHTPaLMK reMornobuHa,
obuero 6enka u anbbymmnHa B Kpoeu.

3akntoueHue. Ha oHe Taxenoro nHdeKLMoHHOro npotecca obLWekIMH1Yeckmne 1 1abopaTopHble NoKasaTenn BoCnanuTebHOro npowecca y my-
G0OKO HEOHOLWEHHbIX ieTel B KPUTUYECKOM COCTOSIHUM MOTYT 0CTABaTbCs B Npeaenax HopMbl. BpoxaeHHble runonpotenHemMus, runoansbymmHemus
1 aHeMus SBASIOTCS Haubosee NepcnekTUBHLIMKU MapKepamu HebnaronpusTHOro UCxoAa y MyboKo HegoHoWeHHbIX geteil ¢ IHMT npu poxaeHuu.
Knioyessie cnosa: ry6oko HefJOHOLEHHbIE HOBOPOXAEHHbIE, IPUTPOLUTLI, FEMOMOOUH, aHEMUS, TMNONPOTENHEMUS.

Bknap aBTopoB: ®ypman E.I. — paspaboTka runotessl, AuU3aiiHa UCCNEfOBAHUSA, HaNMCaHWe CTaTby, YTBEPXAEHWE pyKonucu pas ny6aukauuu;
HukoneHko A.B. — pa3paboTka cxembl aHann3a NeTanbHbIX Cly4aes, HanucaHue cratbu; KynuxHukos .B. — oT6Op NauMeHTOB B UCCNe[OBaHME,
MHTepNpeTauus pe3ynLTaToB 06CNe0BaHNsA, CO3AaHNE INEKTPOHHOI 6a3bl fAHHbIX U CTaTUCTUYECKas 06paboTka, HanucaHue cTaTby.

KoHnuKT nHTepecos: aBTopbl 3aABAAIOT 06 OTCYTCTBUM BO3MOXKHBIX KOH(IMKTOB NHTEPECOB.
WUcTouHuk hmHaHcmpoBaHua: ViccnefoBaHne BbINONHEHO Npu uHaHcoBOM noafepxke PO®N B pamkax HayyHoro npoekrta Ne 19-315-90115.

Ina uutupoBanma: ®ypmax E.T., Hukonenko A.B., KynuxHukos I.B. KnuHuyeckue n nabopatopHele npeauKkTopbl HE6AAronpuaTHOrO UCXOAA Y My-
60KO HefloHOwWeHHbIX feTeil. [lokTop.Py. 2020; 19(10): 10-15. DOI: 10.31550/1727-2378-2020-19-10-10-15
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ABSTRACT

Study Objective: to find out the relation between clinical and laboratory values and unfavourable outcomes in extremely premature infants.
Study Design: prospective comparative cross-sectional study.
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extremely premature infants with ELBW at birth.

Materials and Methods. We examined 38 extremely premature infants. First group is 16 infants with extremely low body weight (ELBW);
second group is 15 infants with very low body weight. Third group is 7 infants with ELBW who died later on. All infants had their clinical tests,
complete and biochemical blood assays on day 1, day 3, and day 7 after birth.

Study Results. Differences were found among infants in a number of parameters. On day 1, differences were recorded in Hb (H = 6.19,
p = 0.0453), total protein (H =7.2198, p = 0.027), albumin (H = 7.0028, p = 0.03), banded neutrophils (H =9.2091; p=0.01); on day 3 — in
Hb (H = 6.864, p = 0.0323), hematocrit (H = 6,4395, p = 0,04), lactate (H = 8.1527, p = 0.017), RBC (H = 6.7644, p = 0.034), WBC (H = 6.24,
p = 0.0442), segmented neutrophils (H = 6.157, p = 0.046). On day 7, there were significant differences in WBC (H = 8.6595, p = 0.0132)
and segmented neutrophils (H = 10.7165, p = 0.0047), total protein (H = 8.009, p = 0.0122), creatinine (H = 8.4861, p=0.0144), and lactate
(H=7.6604, p=0.0217). Infants in the third group had lower Hb, total protein and albumin levels from the very first days of their life.
Conclusion. Associated with severe infection, clinical and laboratory parameters of an inflammation in extremely premature infants can
remain normal. Congenital hypoproteinemia, hypoalbuminemia and anaemia are the most promising predictors of unfavourable outcome in

Keywords: extremely premature infants, RBC, Hb, anaemia, hypoproteinemia.
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BBEAEHUE

HecmoTps Ha 6bICTpbIN Nporpecc B faHHO 061acT MEAULMHBI,
L0 CUX NOP COXpaHseTcs NoTpeGHOCTb B paHHeN BepuUdUKaLyum
Pa3BUTUA KPUTUYECKOrO COCTOSHUS Yy MYOOKO HeJOHOLWEH-
HbIX AeTell. B HayuHbIx paboTax MPOAOKAETCA MOUCK HOBBIX
MH(EKLMOHHO-BOCNANNTENbHbIX MApKepoB, KOTOpble MOMK
Obl MO3BOJIUTH CBOEBPEMEHHO OMNPEAeNsTb TAXKECTb COCTOAHUSA
1 BbIABAATb Pa3BUTME NONMOPTraHHOM HeJ0CTaTOYHOCTU Y Hefl0-
HOLIEHHbIX HOBOPOXAEHHbIX AeTelt [1]. OfHaKo MccnepoBaHuii,
u3yyamoumux UHheKLUOHHO-BOCNANNTEbHbIE MAapKepbl y ry6o-
KO He[OHOLWEeHHbIX fieTell, KpaiHe mano.

MpUHATO CYMTaTh, YTO MMYOGOKO HELOHOLWEHHblE AeTn —
Te, Y KOTOpbIX Macca Tena Npu poxzaeHun meHee 1500 r [2].
Mpouecc neyeHus rMyoboKo HEAOHOWEHHbIX AeTeN 3HAYUTENbHO
OCNOXHAETCS TEM, YTO Y HUX 0YeHb ObICTPO Pa3BMBAETCSA Hedo-
CTaTOYHOCTb CUCTEM OpraHu3mMa B OTBET Ha MH(MEKLUOHHO-
BOCManMTeNbHbIA npouecc. [lonnopraHHas HefoCTaTOYHOCTb
06ycnoBieHa 3HayuUTeNbHOW MOP(ONOrNYECKOi He3penocTbio
opraHoB. B uvacTHoCTM, y MIyOOKO HELOHOWEHHbIX AeTei
Npu POXAEHWU HABMIOLAETCA BbIpAaXeEHHas He3penocTb Jer-
Kux, obycnoeneHHas geduuntom cypdakTaHTa, B CBA3W C YeEM
BO3HMKaeT Ancdy3Hoe aTeneKTa3npoBaHune Nerkux, Hapylwaer-
csl KpOBOCHAbXeHMe NeroyHblX CTPYKTYp, HapacTaeT rmnoKcus
TKaHeil, NPOMCXOANT 3KCCyfaLuusa Genka B UHTEPCTULMANbHYIO
NIeroYHyto TKaHb, B pe3ynbTaTe Yero pa3BMUBAETCA BEHTUNALM-
OHHO-Nepthy3MOHHAsA HeJOCTAaTOYHOCTb, KOTOPas aKTUBUpYET
Lpyrue natonoruyeckue npoteccsl [3].

BcnepctBue BbipaeHHON MopdodyHKLMOHANbHON He3pe-
JIOCTU BCEX OPraHoB MyGOKO HEJOHOWEHHbIE [EeTU MJIOX0
afanTUpyIoTCs K BHEYTPOOHOMY CyLLLeCTBOBaHMUIO, YeM U 0OYCNOB-
JIEHO 4acToe U BbICTPOe pa3BUTUE Y HUX KPUTUYECKUX COCTOSA-
HUI. B Hay4HbIX paboTax onucaHa npsmas cBA3b HebnaronpuT-
HbIX UCXOZO0B Y MYO6OKO HEJOHOWEHHbIX AETE C KPUTUYECKUMU
COCTOSHUAMU PaHHEro HeoHaTanbHOro nepuopa [4].

CnepyeT 06paTTb BHUMAHUE Ha TO, YTO B HACTOALLEE BPeMs
He NpeAnoXeH yHUBepCabHbIi KOMNEKC MapKepoB, NO3BONA-
01X CBOEBPEMEHHO AMArHOCTMPOBATb Pa3BUTME KPUTUYECKUX
COCTOSIHWIA, @ CnefjoBaTeIbHO, M NPeAoTBpaLaTh HebnaronpuaT-
Hble MUCXOAbl HAa PaHHWMX CTAAMAX MaToAOrMYecKkoro mpotecca
y Ty60KO HeJOHOWEHHbIX AeTeil.

Llenb uccnepoBaHmA: BbISBUTL B3aMMOCBA3b KIMHUYECKUX
1 NabopaTopHbIX MoKasatenei ¢ HeGNaronpuUATHLIM WUCXOA0M
y 1y60KO HeJOHOLWEHHbBIX HOBOPOXKAEHHbIX.

MATEPUAJIbI U METOL bl

C nucbmeHHoro cornacus poauTeneit (3aKOHHbIX NpeAcTaBuUTe-
neit) B uccnefoBaHnK yyacteoBanu 38 my6oKo HeJOHOWEHHbIX
HOBOPOXAeHHbIX aeTell. NccneposaHue nposoaunock Ha base
MepMcKoii KpaeBoi KNMHUYECKOH 6ONbHULbI B NepUHaTabHOM
LleHTpe, B OTAENEeHUW peaHUMauuum W WHTEHCUBHOW Tepanum
HOBOPOXAEHHbIX U HELOHOWEHHbIX feTell. Bce getn noctynunm
C AMArHo30M PecnupaTopHOro AUCTPeCcC-CUHAPOMA.

KpuTepuu BkNtoYeHNA B UCCNIeA0OBaHMe:

1) nHbEeKLMOHHO-BOCNANUTENbHBIN NpOLLECC;

2) akctpemansHo Hu3kas (IHMT) u oueHb HM3Kas Mmaccas
Tena (OHMT) npu poxpeHuu.

Kputepumn ncknioyerus:

1) 3afepKa BHYTPUYTPOOHOTO Pa3BUTMSA TAXKENOI CTENeHH;

2) BHYTpUXENYA0UYKOBbIe KpoBoudnusaHus 111 cteneHu;

3) remonuTUyeckas 601e3Hb HOBOPOXKAEHHBIX;

4) KpUTMYeCKMe BPOXLEHHbIE NOPOKW CepALa: BPOXKAEHHbIE
NOPOKU CephLa, CONPOBOXAAKLMECA Pa3BUTUEM KPUTUYECKOTO
COCTOSHMA, KOTOPOe TPebyeT 3KCTPEHHO! MeaULMHCKON NOMO-
Wy (onepaTMBHOTO NIEYEHUA AW BBELEHUA MPOCTAraHAUHOB),
Mpu OTCYTCTBUW HEOOXOLMMOI NOMOLLM pebGeHOK TMOHET B nep-
Bble HeAenu xusuu [5];

5) 04eBUAHbIE XPOMOCOMHbIE aHOMANMUN;

6) CUHAPOM acnupaLumn MeKOHUs.

MauneHTsl GbINW pa3aeneHsl Ha Tpu rpynnbl. B nepsyio rpyn-
ny Bownu 16 peteit ¢ IHMT, Bo BTOopyto — 15 peteir ¢ OHMT,
a B TPeTblo rpynny — 7 HOBOPOXAEHHbIX, KOTOpbIE B nocneny-
fowem ymepnu. HeobxoauMo OTMETUTB, YTO BCE yMepluue feTu
6o ¢ IHMT, a HenocpeCcTBEHHOW MPUUYMHONM CMepTU CTana
BPOXAEHHAN MHEBMOHUSA.

[laHHble, nonyyeHHble NMPU CpPaBHEHUM CpOKa rectauun w
Macchl Tena AeTell Npu poxaeHUM, NpeacTaBieHsl B mabauye 1.

B wccnepoBaHWM yuuTHIBaNUCh [aHHble aHamMHesa: CpPoOK
rectalyuu, macca Tena npu poXAeHUW, AaHHble Wkansl Anrap,
oueHKa no wkane CunbBepMaHa, NOTpeOHOCTb B BEAEHUN Cyp-
(haKTaHTOB.

B 1-e, 3-1 1 7-€ CyTKM U3HW y aeTeil hUKCMpoBanuch notped-
HOCTb B MHOTPOMHON NOAJEPKKE, B UHBA3UBHOW W HEWHBA3MBHOW
BEHTUNALMY, TAXECTb cocTosHuA no wkane Neonatal Multiple
Organ Disfunction Score (NEOMOD). MpoBogunu obwwii aHanu3
KPOBM (3pUTPOLUTEI, reMOrMOOUH, TeMaTOKPUT, NENKOLMUTEI, 303U-
HOUAbI, MUENOLMTLI; tOHbIE, NANOYKOALEPHbIE U CETMEHTOAAEp-
Hble HelTpoduNbl, TMMBOLUTLI, MOHOLMUTEI, TPOMOOLUTLI, MHAEKC
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Tabawnra 1 l

Cpoxu recranuu 1 Macca IMpU PO’KACHHU HCCAeAyeMbIx AeTei, Me (x]—xK)
(95%-HbB1ll AOBEPUTEABHBIN HHTEPBAA)

Moka3sarenu / Parameter Mepsas rpynna / | Bropaarpynna/ | Tpetba rpynna/ H P
Group 1 Group 2 Group 3
Cpok recrauuu, Hepenu / Gestational age, weeks | 26 (26-27) 28 (27-30)* 25 (24-27)** 16,98 |0,0002
Macca npu poxgeHuu, r / Birth weight, g 920 (800-990) 1280 (1150-1400) |790 (650-990)** |27,66 |0,000

[Tpumevanus.

1. ?)ACC}) U AAACE OTMCYCHHBIC B 'lﬂ6,\]lllélx sgavedus P HPHBCACHbI ANA pﬂ.S AT MCIKAY BCEMU 'IPCMH ]pyTIH’AMH.

2. 3aecp 1 pasee B Tabammax: () — OTAMYMA OT IEPBOU IPYILIBI CTATHCTHYECKHA 3HAYUMEL 10 U-KpuTepHro
Mamnma Vurau (p < 0,05); (*f) — orAamgma OT BTOPOH IPYHIEI CTATUCTUYECKH 3HAYUMBL IO U-KpUTEPHIO
Mamra Vuran (p < 0,05).

AAepHOro cagura HeilTpodunos). N3mepsanu Takxe Guoxummyec-
KWe nokasatenu KpoBu (YpoBHM 00Lero 6enka u anbbymuHa, mio-
KO3bl, MOYEBUHbI, KpaTUHWUHA, GunupyouHa, AJT, ACT, wenoyHoil
thocdarasbl, y-mytamuntpaHcdepassl, CPb, kanus, Hatpus, Kanb-
LS, NAKTaTa; CKOPOCTb KnyboukoBoi dunbtpauuu (CK®) no mogu-
tuumposarHoii hopmyne Lsapua: CK® (mn/muH/1,73 M%) =0,33 x
pocT (CM)/KpeaTuHUH cbIBOPOTKM (Mr%) [6]).

AMnnuTtyny konebaHwii KOXHOI TemnepaTypbl B 3HAOTENU-
aNbHOM, HEMPOreHHOM M MUOTeHHOM [Manas3oHax peryasuuu
MUKPOLMPKYNALUM ONpedensiv MeTofoM BeilBleT-aHann3a
B YC/IOBUSAX T€NJ0BOW NpoObI.

B cBA3M C BbICOKMM PUCKOM PA3BUTUA aHeMUU OGUOXUMU-
YecKoe WccnefoBaHWE KPOBM NPOBOAMIOCL TONbKO B 1-e U
7-e CYTKU JKXM3HW, OLHAKO COAEpXKaHWe faKTata W3Mepsanu
Ha 1-e, 3-1 U 7-e CYyTKM NpU UCCNefoBaHUN KUCNOTHO-ILEN0YHO-
ro paBHOBECUS OpraHu3ma.

[ns u3yyeHus AMCHYHKLMU MUKPOCOCYAOB NPUMEHANCA METOS,
OCHOBAHHbI Ha BeWBNET-aHanM3e HWU3KOAMMANUTYAHbLIX U3MEeHe-
HUI TeMnepaTypbl KOXU BCIEACTBME U3MEHEHUS TOHYCA MUKPOCO-
cynoB koxu. C aToii Lenbto ucnonb3osancs npubop «MukpotecT»
(PY Ne ®CP 2012/14175). C nomolblo yKa3aHHON MeTOAMKM
MOXHO M3Y4YWUTb WHTEHCUBHOCTb KPOBOTOKA MUKPOCOCYAOB KOXMU
no amnauTyaam konebaHus KoxHoii Temnepatypsi (x103, °C).

Bnarofaps 4acTOTHOMY aHanu3y MONyYeHHble pe3ynbTaThl
LenATca Ha cnefylolue AnanasoHsl KonebaHuii: 3HRoTeNMaNb-
Hblii (0,0095-0,02 Ty), HeliporeHHblid (0,021-0,05 Tu) n muo-
reHHblit (0,051-0,14 Iy).

[laHHOe cpaBHMTeNbHOE NPOCNEKTUBHOE NONepeyHoe uccne-
[OBaHWe COracoBaHoO C 3TYecKum KomuteTom llepmckoro rocy-
[APCTBEHHOTO MeAMLMHCKOro yHMBEpCuTeTa.

Cratuctnyeckas 06paboTka [AaHHbLIX OCYLECTBASNACL NPy
noMoLM BCTPOEHHOTO NakeTa aHanu3a nporpammsbl Excel 2016
MSO, aBTOpcKkOro naketa MPUKNAAHbLIX 3NEKTPOHHbIX TabauL
Stat 2015 (Wenynbko B.C., 2001-2016). OtaenbHble pacyeTbl
nposoguauces B nporpamme MedCalc 15.8 Portable [7].

[ns aHann3a KONMYECTBEHHbIX NMPU3HAKOB NPU OTKIOHEHWUK
OT HOPMaNbHOrO pacnpefeneHns npumeHanucb MeguaHa (Me)
u kBapTuam (Q1, Q3). Mpwu oLeHKe CTaTUCTUYECKON 3HAYUMOCTH
paznnuuit (p) B yCNOBMAX OTCYTCTBMA HOPMaNbHOrO pacnpe-
LeNeHus [N NPOBEPKMU PaBEHCTBA MeAMAH HECKONbKUX BblHO-
pok ucnons3osanuch H-kputepuit Kpackena — Yonnuca (H),
U-kputepuit MaHHa — YuTHM. Pasnunuma cumtanucb CTatucTu-
YeCcKM 3Ha4YMMbIMKU NpU YpoBHe 3HaymmocTu p < 0,05.

PE3VJIbTAThHI
Mpu n3yyeHUM nokasareneil KPacHoi KpoBM B 0OBLWEM aHaANM-
3€ KpoBu (mabs. 2) BbIsIBAEHO, YTO NauWeHTbl TpeTbei rpymnmbl
3HAYMMO OTAMYANUCH OT YYACTHWKOB NEpBOW M BTOPOI rpynn
no YypOBHAM remorno6uHa Ha 1-e U 3-1 CyTKM U MO KONMYeCTBY
3PUTPOLMTOB HA 3-U CYTKM, OQHAKO K 7-M CyTKaMm mokasarenu
KpacHOW KpOBM CTaTUCTUYECKUX PA3NNYNii HE UMENN.

Y peTeil ¢ nocnepyiowmm neTanbHbIM UCXO[0M Habnlopanuch
6onee HU3KWe nokasarenu remornobuHa B 1-e (H = 6,1908; p =
0,0453) B 3-u (H = 6,864; p = 0,0323) CyTKM XWU3HM (B8 OTIUYUSA

TabAnna 2 l

CpaBHUTEABHBIN aHAAU3 IIOKA3aTEAEH KPACHOU KPOBU B MCCA€AyEMBIX rpymmnax, Me (xJ-xK)
(95%-Hb1i1 AOBEpUTEABHBIII HHTEPBAA)

MNoka3arenu / Parameter Mepsas rpynna / Bropas rpynna / Tpetba rpynna / H P
Group 1 Group 2 Group 3

KonnyecTso 3puTpouuTOB Ha 3-u cyTKYM, | 4,61 (4,00-4,87) 4,68 (4,01-5,11) 3,70 (1,62-5,06)* ** |6,7644 |0,0340
10%%/n / RBC on day 3, 10%?/L
YpoBeHb remornobuHa B 1-e cytku, r/n /| 151,5 (144-160) 159 (142-173) 138 (93-152)* ** 6,1908 |0,0453
Hb on day 1, g/L
YpoBeHb remorno6uHa Ha 3-u cytku, r/n / | 160 (154-179) 177 (147-194) 134 (59-174)* ** 6,8640 |0,0323
Hb on day 3, g/L
[emaTokpuT Ha 3-u cyTku / Hematocrit on | 49,45 (47,8-52,1) 52,3 (45,5-58,7) 41,2 (18,9-52,5)* ** 16,4395 |0,04
day 3, %
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ot nepsow rpynnsl U =24,5; p=0,0353 n U = 26,0; p = 0,04502
COOTBETCTBEHHO; AN omiMuma ot BTopoi rpynnsl U = 20,5;
p=0,0241un U=16,0; p=0,0101). Ha 3-u cyTKM }XM3HU B Tpe-
Tbell rpynne oTMeyeHbl Haubonee HU3KUE KOJIUYECTBO 3PUTPO-
uutoB B KpoBu (H = 6,7644; p = 0,034) (pna omnuus ot nep-
Bon rpynnsl U = 22,0; p = 0,0231; pna omiuymua oT BTOPOM
U=185; p=0,0165), a Takxe rematokput (H = 6,4395; p = 0,04)
(ons otnuums ot nepsoi rpynnsl U = 25,5; p = 0,0416; pns otu-
uus ot BTopon U =19,5; p = 0,0200).

Mo nokaszartensiM KpacHoii KpoBM nepeas M BTOpas rpynna
3HAYMMO He pasnnyanuch.

Mpu cpaBHEHWUM KONMYECTBA NEAKOLMTOB OOHApPYIKeHbl pas-
Anuua mexgy rpynnamu Ha 3-u (H = 6,24; p = 0,0442) u 7-e
(H = 8,6595; p = 0,0132) cyTku xu3Hu (mabs. 3), a B 1-e cyTku
NoNyYeHHbIE 3HAYEHNA 3HAYMMO He paznuyanuce. B nepsoii rpyn-
ne Ha 3-1 CYTKM XU3HW OTMEeYancs bonee BbipaxeHHblil NenkoLu-
103, yem Bo BTOpOit (U =59,0; p=0,0158), y AeTeil ¢ netanbHbIM
MCXOZ0M 3HAYMMOrO OTANYMS OT NepBOIi U BTOPOW rpynn He Bbino.

Ha 7-e cyTku Haubonbliee KOAMYECTBO NeNKOLMUTOB Obl0
B TpeTbeir rpynne. [pu nonapHoM CpaBHeHUW pasnuya-
JINCb nokasaTenu NeitkounuToB B nepsoit u BTOpoi (U = 68,5;
p = 0,0418), Bo BTOpOIt U TpeTbei rpynnax (U = 6; p = 0,006).

B 1-e cyTKM y4yacTHWKM WCCnepyeMmblx Tpynn pasnuyanuch
no KONMYECTBY NaNoYKOAAEpPHbIX HelTpodunos (H = 9,2091;

p = 0,01), ofHaKo Npu NapHOM CPaBHEHUW CYLLECTBEHHbIE pa3-
nnyns 3aduKcupoBaHbl Mexpay nepsoit u BTopon (U = 57,5;
p = 0,0135), BTopoit u Tpetbeit (U = 2,65; p = 0,015) rpynna-
MW, @ CpaBHEHWe NepBOMN W TpeTbel rpynn 3HAYMMOWN pa3HMLbI
He Boissuno (U = 42; p =0,35).

Ha 3-u cyTku rpynnbl OTAMYANUCL ApYr OT Apyra v no Konu-
4ecTBy cerMeHTOAfepHbIX Helitpodunos (H = 6,157, p = 0,046).
Mpu 3TOM NonapHoe cpaBHeHKe ¢ nomolbio U-kputepua MaHHa —
YATHM NOKa3ano 3HauMMoe OTAMYME MEPBOI Fpynnbl OT TPeTben
(U=19,5; p=0,0147) n BTopoii ot TpeTbeit (U =24,5; p=0,0148).

Ha 7-e cyTKn HaiiaeHbl 3HAYMTENbHbIE PA3INYNA MEXAY Pyn-
namu No YNUCy CerMeHTOAAEpHbIX HeliTpotdunos (H = 10,7165;
p = 0,0047) u numcountos (H = 14,3816; p = 0,0008). MNepsas
¥ BTOpas rpynnbl, BTOPas 1 TpeTbA TPynnbl 3HAYMMO OTIMYA-
JINCb MO KONMUYECTBY CermeHTosfepHbIx HeliTpocdunos (U = 60;
p = 00177 u U = 5,5; p = 0,0052) u aumdouutos (U = 46;
p = 0,0034 un U =4; p=0,0035), a mexpy nepBoit 1 TpeTbei
rpynnamu cylecTBEHHON Oblna ToJbKO pasHWua B Yucne uM-
touutos (U =15,5; p=0,0431).

Cpean 6UOXMMUYECKMX MOKa3aTesel CTaTUCTUYECKU 3HAuU-
Mble Pa3NNuWA MeXpy rpynnamu oOHapyXeHbl B COfepxkKaHuu
obuero 6enka, KpeaTWHUHa, naktata (maba. 4). B 1l-e cyTku
B CPaBHWBAEMbIX rpynnax Habnofanocb OTIMYME MO YPOBHAM
obuwero 6enka (H=7,2198, p=0,0271) u anvbymuna (H=7,0028,

Tabauma 3 (L

KoamduecTBo ACHKOIUTOB U A€UKOIIUTAPHAA (POPMYyAA B HCCAEAYEMBIX rpymiax, Me (xJ-xK)

(95%-HbB1ll AOBEPUTEABHBIN HHTEPBAA)

Mokasarenu / Parameter MepBas rpynna / | Bropas rpynna/ | TpeTtba rpynna / H P
Group 1 Group 2 Group 3
Konuyectso neitkounToB Ha 3-u cyTKH, 38,05 (15,9-45,0) |13,8 (11,6-26,3)* |19 (12,7-115,9) 6,2401 |0,0442
x 10°/n / WBC on day 3, x 10?/L
KonnyecTBo neiKoLUTOB Ha 7-€ CYTKH, 21,5 (12,9-24,4) |12,5(9,9-19,3)* 25,8 (18,7-67,4)** 18,6595 |0,0132
x 10°/n / WBC on day 7, x 10%/L
KonuuectBo nanoukosgepHbix HeilTpodunos 7,5 (2-12) 2 (1-6)* 6 (3-22)** 9,2091 |0,01
B 1-e cyTKn / Banded neutrophils on day 1, %
KonuuecTBo cermeHToAAepHbIX HETpoduUIoB 57 (44-65) 52 (38-64) 35 (27-54)%* ** 6,1571 |0,0460
Ha 3-n cyTKK / Segmented neutrophils on day 3, %
KonuyecTBo cermeHToAAepHbIX HETpoduaos 45,5 (38-56) 26 (21-41)* 60 (41-80)** 10,7165 |0,0047
Ha 7-e cyTku / Segmented neutrophils on day 7, %
Konuyectso numMdoumnToB Ha 7-e cyTku / 32,5 (25-40) 50 (34-55)* 14 (9-40)*, ** 14,3816 |0,0008
Lymphocytes on day 7, %
Tabaura 4

o

Buoxumuyeckue mokazareAn B MCCAeAyeMbIx rpymmax, Me (xJ—xK) (95%-HbIi1 AOBepHUTEABHBII HHTEPBAA)

MNokasatenu / Parameter MNepBasa rpynna / | Bropas rpynna / | Tpetba rpynna / H P
Group 1 Group 2 Group 3

06wwit 6enok B 1-e cyTku, r/n / Total protein on | 34,5 (34-38) 37 (36-38) 33 (22-36)* ** 7,2198 |0,0271
day 1, g/L
AnbbymuH B 1-e cyTkm, r/n / Albumin on day 1, g/L | 26 (24,5-28) 28 (26-30) 23,9 (15-26,5)** 7,0028 |0,0302
061wmit Genok Ha 7-e cyTku, r/n / Total protein on |41 (39-43) 44 (40-48)* 33 (31-41)% ** 8,8089 |0,0122
day 7, g/L
KpeaTuHuH Ha 7-e cyTku, MKkmonb/n / Creatinine |38 (32-57) 60 (36-67) 14 (6,1-19)** 84861 |0,0144
on day 7, pmol/L
Jlaktar Ha 3-n cyTku, MKMOnb/N / Lactate on 0,55 (0,42-1,58) 0,98 (0,56-1,36)* |2,17 (1,25-5,08)** |8,1527 |0,017
day 3, pmol/L
JlakTart Ha 7-e cyTku, MKMONb/n / Lactate on 0,54 (0,20-2,24) [0,90 (0,64-1,24) |1,32(1,02-3,97)* **|7,6604 |0,0217
day 7, pmol/L
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p = 0,0302). Y nayMeHTOB C NeTafbHbIM UCXOLOM 3TW MOKasa-
Tenu ObIMU camMbiMU HU3KUMUK. HallneHbl Takke 3HAYUTENbHbIE
pas3anyus Npu NONapHOM CPaBHEHWM BTOPOM W TPeTbeil rpynmbi
(U = 15,5; p = 0,0124), nepsoii u Tpetbeit rpynnsl (U = 23,5;
p =0,0299) no konuyectBy 6enka B KPOBU.

Ha 7-e cyTku rpynnbl pasnuyanuce No cofepxaHuio obuie-
ro Genka (H = 8,809, p = 0,0122) n kpeatuHuHa (H = 84861,
p = 0,0144). MNMpu nonapHoM cpaBHEHWU NepBas U BTOpas rpyn-
Mbl CyWeCTBEHHO He OTMYanuCbh Lpyr OT fpyra, BTOpas W Tpe-
Tbs TPYNMbI pasnMyanuck no yposHio obuero 6enka (U = 6,5;
p=0,0068) u kpeatuHuHa (U=17,5; p=0,0109), a nepBas v TpeTbs
rpynmnbl — ToAbKo No ypoBHio obuwero 6enka (U =12; p = 0,026).

Mo KonuyecTBy NakTaTa 3HauUTeNbHble Pa3Nnyna UMeNn MecTo
Ha 3-u (H = 8,1527, p = 0,017) u 7-e (H = 7,6604, p = 0,0217)
cyTku. Hanbonee Bbicokue nokasatenu Habnoganuch B rpynne
naluMeHTOB C eTanbHbIM UCXOAOM. [Tpy nonapHoOM cpaBHeHUM
CTaTUCTUYECKM 3HaYMMas pasHuLa oGHapyXKeHa Mexay nepeoi u
TpeTbeit rpynnoii (Ha 3-u cytku: U=2,0; p=0,0118; Ha 7-e cyTKu:
U =3,0; p=0,0376) u mexpy BTOpOil 1 TpeTbel (Ha 3-1 CyTKU:
U=4; p=0,0192; Ha 7-e cyTku: U = 2,0; p = 0,0233). lpynnsl
¢ OHMT 1 IHMT no KonuyecTBy NakTaTa 3HaYMMO He OTANYANTUCH.

B xoje aHanM3a OOWEKAMHUYECKUX [AHHBIX CyLEeCTBEH-
Hble pa3nuuua 3adUKCMPOBaHbl TONbKO B TAXECTU COCTOA-
Hus no wkane NEOMOD B 1-e (U = 8,769; p = 0,0125), 3-u
(U=13,348; p=0,0013) n 7-e (U =13,6425; p = 0,0011) cyTku.

OBCYXXAEHUE

B 1-e cyTkn HoBOpoxAeHHble ¢ IHMT, OHMT u petn ¢ IHMT,
KOTOpble BMOCAEACTBUM YMepNK, CyWecTBEeHHO He pasnuya-
JINCb NO CPOKY recTaLum, Becy Npu poXAEHUN, AaHHbIM LWKabl
Anrap, oueHke no wkane CunbBepmMaHa, NnoTpedHOCTH BO BBEfE-
HUK cypdaKTaHTOB, B UHOTPOMHO NOALEPKKE, B UHBA3UBHOIA 1
HeMHBa3WBHOW BeHTUAALMM. OfHAKO NpM aHANM3e NoKa3artenei
KpacHoi KpoBU B 1-e CYTKM XU3HU HaMu OBGHApyKeHbl Gonee
HU3KKE MOKa3aTeNu remornobMHa B TpeTbeil rpynne.

Y HaWwux nayMeHToB He ObINO TAXKENOoi aHemuu, TpebyroLliei
nposefeHna remoTpaHcdy3num B 1-e cyTku un3HKU. Ho BbiABAEHO,
4YTO CKJIOHHOCTb K aHEMUU NPU POXKIAEHUU MOXKET ObITh PacCMOT-
peHa Kak OfiMH 13 NPOrHOCTUYECKNUX MAapKEpOB NeTaNbHOCTU.

HeoHaTanbHas aHeMUsi MHOTOKPaTHO CTaHOBUAACh 0GBEKTOM
nccnefoBaHua. MI3BeCTHO, YTO B CBA3M CO CHUXEHHON NPOAYK-
LMeit 3pUTPONo3TUHA U GbICTPLIM YBENNYEHNEM 06bEMA LMPKY-
upyrolen KpoBu Ha hOHe YBENMYEeHUs MAcChl TeNa U aKTUBHO-
ro pocTa y rmy0boKO He[OHOWeHHbIX feTeil NPOMCXOAUT OTCTa-
BaHMe NPOAYKLUM 3pUTPOLUTOB OT HAapacTatollell NoTpedHoCTH
B HUx [8]. BcnenctBue BAUSHUA HeONaronpuATHbIX QAKTOPOB
aHTeHaTanbHOro NepuoAa Ha NNOA NPOUCXOAAT MOBPEXAeHUe
3pUTPOLMTOB C NOCNEAYIOLUM TEMONN30M U UCTOWeHMe aaan-
TaLMOHHBIX pe3epBoB opraHusma [9].

KopoTkoe BpeMs XW3HW 3pUTPOLMTOB, CoepKalmnx deTanb-
HbIl reMorNo6UH, NOBPEXAEHNE I3PUTPOLUTOB HEBNATONPUATHbI-
MU haKTOpamMu NPUBOAAT K pa3BuTuio aHemuu [10].

Habniopaemoe Hamu HW3KOe KONMYECTBO IPUTPOLUTOB YV
naunMeHToB C JeTalbHbIM WCXO[OM M OTCYTCTBME pasinyns
mexay aetomu ¢ IHMT u OHMT moxkeT ObiTb 06YCNOBAEHO UCTO-
LeHMeM afanTaLMoHHOM CUCTEMbI N0AA NOA BAUAHUEM aHTe-
HaTaNbHbIX (HAKTOPOB, B YaCTHOCTU MHDeKuuu. CnefoBaTensHo,
y [yOOKO HELOHOWEHHbIX JeTeil aHEMUS HAa MOMEHT POXAeHUs
6e3 ABHbIX MPU3HAKOB KPOBOMOTEPU MOXET KOCBEHHO YKa3bl-
BaTb Ha TAXECTb TeYeHUs MH(EKLMOHHOTO npoLecca.

[leT ¢ netanbHbIM UCXOAOM CTaTUCTUYECKU 3HAYUMO OTIU-
yanuch OT BbMBWUX AeTeit ¢ IHMT no konuyecTBy nenkoLu-
TOB TONIbKO Ha 3-M 1 7-e CyTKU. ITO NO3BONAET NPEANOONKMUTD,

4TO NPUYMHA NeTanbHoro ucxopa y Aeten ¢ IHMT kpoeTcs B oco-
GEHHOCTAX CUCTEMbl afanTaLMM U UMMYHHOTO OTBETA.

Mpu cpaBHeHUM Yncna NENKOLUTOB M NeitkouuTapHoin dop-
Mynbl B 00OLEeM aHanu3e KpoBU B 1-e CyTKM XU3HU Hamu 0OHa-
PYX€EHO pasnuyue TONbKO B KONMYECTBE MAN0YKOA[EPHBIX HEll-
Tpocbunos. [ManoukoanepHbix HeilTpodunos y peteir ¢ IHMT
3HayuTenbHo 6onblue, yem y mnageHues ¢ OHMT npu poxpe-
HuW. BeposTHee Bcero, 370 CTpeccoBas peakums KOCTHOrO Mo3ra
petein ¢ IHMT Ha npexpeBpeMeHHble pogbl.

Ha 3-n cyTKM KONM4YecTBO NENKOLMTOB 3HAYMMO YBENUYU-
nock B nepBoit rpynne (fo 38,05 (15,9-45,0) x 10°/n), a y petei
TpeTbei rpynnbl NeNKOUMTO3 U NeiikoneHus He Habnoganuch
(19 (12,7-115,9) x 10°/n).

N3BeCTHO, 4TO UMMYHHbI OTBET HAa BPOXAEHHYIO UHMEKLMIO
coctout U3 pByx ta3s: SIRS (systemic inflammatory response
syndrome — CWHAPOM CWUCTEMHOFO BOCMANUTENLHOTO OTBETA)
n CARS (compensatory antiinflammatory response syndrome —
KOMMEHCATOPHbI aHTUBOCNanuTenbHblit oTeeT). lepBas ¢asa
(SIRS) accounupyetcs ¢ M36bITOYHOW NPOAYKLMEN npoBoC-
nanuTenbHbIX LUTOKMHOB B KpoBOTOK. Bropas dasza (CARS)
XapaKTepu3yeTcs cekpeuuein NpoTMBOBOCNANUTENbHbIX LUTOKM-
HoB [11]. OTCYTCTBME BbIPAXEHHbIX BOCNANUTENbHbIX U3MEHE-
HWiI B 0OLEM aHaNM3€e KPOBM Ha 3-W CyTKMU y AeTeil C netanb-
HbIM MCXOL0M Ha (hOHe HapacTaloLWero YpoBHsA NakTata B KPOBY
MO3KeT ObITb 00yCNoBNEHO BbipaxeHHbIM BausHuem CARS.

BblpaeHHOCTb MMMYHOCYNPECCUM MpU BPOXLEHHOW WH-
tekLnM B COBpEMeHHbIX paboTax paccMaTpuBaeTcs Kak OAWH
U3 BaxHeNWwnx (aKTopoB NETaNbHOCTU Yy HOBOPOXAEHHbIX
B paHHMI HeoHaTanbHbI nepuop [12]. YpesmepHas akTuBa-
LMA NPOTUBOBOCNANUTENBHOMO OTBETA Y [ieTeil C BPOXAEHHO
UHbeKLMelt ABNAETCA OLHON U3 MABHbLIX MPUYUH, MPUBOAALLUX
K reHepanusauum uHdekunn [13]. Hapacranue neitkoumtosa
1 HeiTpochunesa Ha 7-e CYTKM y AeTell C NeTanbHbIM UCXOA0M,
BO3MOXHO, O0OGYC/NOBNEHO NpOrpeccMpoBaHneM WHGHEKLNOH-
HbIX NPOLLECCOB.

Mexpgy uccnepyeMmbiMu rpynnamu o6HapyXKeHa cTaTucTuyec-
KM 3HauMMas pasHuLA B COAepXaHuu obuero 6enka u anbby-
MUHa B 1-e cyTKM %u3Hu. Hanbonee HU3Koe KonuyecTso obLe-
ro 6enka (U = 39; p = 0,01) u ansbymuna (U = 41,5; p = 0,04)
OTMEYanocb y HOBOPOXAEHHbBIX C NETaNbHbIM WCXOAOM, 4TO
TaKXKe MOXET CBUAETENbCTBOBATh O BAUSHUW HEGNAroNpUATHBIX
aHTeHaTanbHbIX GAKTOPOB Ha NNoA.

MporHocTUYeCcKoe 3HayeHMe TUMONPOTEUHEMUM W TUMOANb-
OyMUHEMUN B 1-€ CYTKM XKM3HW B OTHOWEHWUU HebnaronpuaT-
HOMO MCX0Ja HEOJHOKPATHO MOATBEPXKAANOCh B COBPEMEHHbIX
uccnepoBaHuax [14-16]. BeiaBUTb NPUYMHY CHUXKEHUS YPOBHSA
6enka B KpoBM NPobNEMATUYHO, OfHAKO U3BECTHO, YTO TAXeENas
BPOXAEHHAA UHPEKUMUA NPUBOANT K TMNONPOTENHEMUM U TUNO-
anbbymuHemuu [17].

Hawe nccneposaHue noaTeepkaaeT HEOOXOAUMOCTb AanbHei-
LEero U3y4eHUs B3aMMOCBSA3N U BAUSHUA KOHLEHTpauuii Genka u
anbbyMuHa B Nia3mMe KPoBU B 1-e CyTKM XKU3HN Ha ipyrue uHdek-
LiMOHHbIE NOKa3aTenu y my60oKo He[OHOLEHHbIX HOBOPOXAEHHbIX.

3HauMmMo bGonee HU3KOE cofepxaHue KpeaTUHWHA Yy AeTeil
¢ IHMT, ocobeHHo B rpynne fgeteit ¢ IHMT c netanbHbIM UCXO-
LOM, Ha 7-& CYTKM MOXET ObiTb 0ObACHEHO BbICOKOW MOTpeod-
HOCTbIO M HeAoCTaToYHOM fAoTauueilt npoteuHa. Heobxoammo
OTMETMUTb, 4TO BCE AETW NONyYanu 3HTEPaNbHOE U NapeHTepab-
HOe MUTaHMe COMMACHO MPUHATBIM AeiCTBYIOWMUM NPOTOKONAM
IHTEPaNbHOrO U MapeHTepanbHoro nuTaHus B PO.

B cBoeit pabote B.A. AH3opos u C.B. MopsikuHa (2017) o6Ha-
PYXUIU CTaTUCTUYECKW 3HAYMMYIO B3aMMOCBSA3b HU3KOMO YPOBHS
KpeaTuHMHA C HU3KOM KOHLEeHTpauuei 6enka B kposu [18]. OgHoi
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13 BO3MOXHbIX MPUYMH PA3BUTUA TUMONPOTEMHEMUU HA (oHe
afleKBaTHO foTalmMmn 6enka MoxeT cTaTb anchyHkumns XKKT, Bcnea-
CTBME KOTOPOIA CHUKAEeTCs nocTynneHue npotenHos 3 XKKT.

0pHako yBennyeHue 6eKoBOi Harpy3Ki CNOCOOHO HEraTUBHO
NoBAWATL HA paboTy He3penblx noyek [19]. MospexaeHne u auc-
(hyHKUMSA NOYeK, CONPOBOXAALLMECH NPOTENHYPUEN, — YacToe
nposiBfieHMe NONUOPraHHOM HeJOCTaTOYHOCTH BCIEACTBUE Ypes-
mepHoi aktusauuu SIRS, ogHako nokasarenu CK® v anektponu-
TOB B CPaBHMBAEMbIX Fpynnax 3HauYMTENbHO He OTANYANaCh.

B Hawel paboTe He yAanocCh BbIABUTH CYLLECTBEHHYIO pas-
HULY B PErynsailum MUKPOLMPKYNALUM NOCPEACTBOM U3YyYeHUs
KoneGaHWs KOXHOW TemnepaTypbl B 3HAOTENMANbHOM, HeNpo-
reHHOM M MWOTE€HHOM AMana3oHax METOLOM BelBeT-aHanu-
3a. Bo3MOXHO, AMArHOCTMYECKYIO LIEHHOCTb faHHas MeTofAuKa
MMeeT y 340poBbix 1 6onee 3penbix aeteit [20], u 310 cBs3aHO
C HE3penocTblo CUCTEMbI TEPMOPETYALMUM Ha BCEX PErynaTop-
HbIX YPOBHAX OpraHu3ma.
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3AKJIOYEHUE
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PE3IOME

Lienb 0630pa: ocBeTUTL COBPEMEHHbIE AAHHbIE O NCOPUA3e 1S NPAKTUKYIOLUX NeAnaTpos.

OcHOBHble NOJIOXEeHUA. B pabote MpuBOAATCA aKTyanbHble 3MNWUAEMUONIOrMYECKME [aHHbIE MO PAcNpOCTPaHEHHOCTM Mcopuasa y feTeil,
Ha [oNto paHHero Ae6iota ncopuasa npuxoautcs okono 70% cnyyaes. Cpeay hakTopoB pucka pa3suTUs 3a6oneBaHUs HEOOXOAUMO OTMETUTD
reHeTuyeckue hakTopbl, U3MEHEHUSA B UMMYHHOW CUCTEME, MHBEKLIMOHHbIE areHThl, HO TaKXKe Y ieTell B KauyecTBe TpuUrrepa 3aboneBaHNs yacTo
BbICTYNAeT CTPecc, a KypeHue y noApoCcTKOB cnoco6CTBYeT passuTuio Taxenbix hopm ncopuasa. KnuHuyeckas KaptuHa y AeTeil UMeeT CBOM
0co6eHHOCTU: GnAWEYHbIA NCOpUa3 BCTPeyaeTcs pexe, YeM y B3pocibix. OfHAKO Ncopuas BONOCMCTON YacTU roNioBbl OTMEYAETCA NPUMEPHO
y 79% MmaneHbKux nauneHToB. Tepanua ncopuasa y AeTeil UMeeT HEKOTOpPble OrpaHNYEHNs, HO NPUHLMMNANBHO HUYEM HE OTANYAETCA OT Tepa-
nWKn B CTaplwen BO3pacTHOMW rpynne.

3akntoueHue. MockonbKy ncopuas cBs3aH co MHOTUMU Hef,epMaToNorMyeckummn 3abonesaHusmi (HapyleHusmMu paboTsl renatobunnapHoii
cuctemsl, 6onesHblo KpoHa, ceppeuHo-cocypucTbiMiU 3a60N1eBaHUAMM U Ap.), PaHHAA NOCTAHOBKA BEPHOTO AMAarHo3a cnocoGCcTByeT Gonee Tla-
TeNbHOMY 06CejoBaHMI0 NaLMEHTOB HAa KOMOPOUAHbIE COCTOSHWA U UX paHHeil auarHoctuke. CTaHAAPTU3MPOBaHHbIE PEKOMEHAALMM MO eYe-
HWIO Ncopuasa y AeTeit oTcyTcTByIOT. [03TOMY UM TpebyeTcs AONONHUTENbHOE BHUMAHUE He TONbKO AepMaToNoros, HO U Ne[MUaTpoB, a Takke
Bpayeil CMeXHbIX CneuuanbHoCTel, paboTarLmux ¢ AeTbMU.

Knioyessble cnosa: ncopnas, natoreHes, KNMHKWKA Ncopuasa y feten.

Bknap aBTopoB: [lBopsHkoBa E.B. — HanucaHue u pegakTupoBaHue ctatbi, HeBo3uHckas 3.A. — c6op nuTepaTypHbIX faHHbIX, Baan 0.B. —
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KoHIMKT MHTepecoB: aBTOpbI 3asBASAIOT 06 OTCYTCTBUM BO3MOXKHBIX KOH(INKTOB MHTEPECOB.

[ins uutupoBanus: [isopsHkoea E.B., Heso3uHckas 3.A., Baan 0.B., fenuesa M.U., KopcyHckas .M., Yebbiwesa C.H. Kntouesbie acnekTsl ncopuasa
y geteit. floktop.Py. 2020; 19(10): 16-21. DOI: 10.31550/1727-2378-2020-19-10-16-21

Key Aspects of Paediatric Psoriasis

E.V. Dvoryankova?, Z.A. Nevozinskaya?, 0.V. Vaal?, M.I. Denieva3, I.M. Korsunskaya?, S.N. Chebysheva*

I Centre for Theory of Physical and Chemical Problems in Pharmacology of the Russian Academy of Science; 30 Srednyaya Kalitkovskaya Str.,
Moscow, Russian Federation 109029

2 Moscow Scientific and Practical Centre for Dermatovenereology and Cosmetology of the Moscow Department of Health;
17 Leningradsky Prosp., Moscow, Russian Federation 119071

3 National Dermatovenerologic Clinic; 17 Dudaev Blvd., Grozny, Russian Federation 366007

“ I.M. Sechenov First Moscow State Medical University (Sechenov University) (a Federal Government Autonomous Educational Institution of
Higher Education), Russian Federation Ministry of Health; 19 Bolshaya Pirogovskaya Str., Bldg. 1, Moscow, Russian Federation 119435

ABSTRACT

Objective of the Review: to present updated data on psoriasis for clinical pediatricians.
Key Points. The article presents updated epidemiological information on psoriasis prevalence in paediatric population; early onset of disease
accounts for 70%. Risk factors include genetic predisposition, immune changes, infective agents; children may also have stress as a trigger;
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in teenagers, smoking can facilitate severe psoriasis. Clinical presentation in paediatric population has some distinctive features: in children,
plaque psoriasis is less frequent than in adults. Still, psoriasis of the scalp is diagnosed in approx. 79% of children. Psoriasis therapy in
children is limited, but it has much in common with psoriasis management in adults.

Conclusion. As psoriasis is associated with multiple non-dermatologic conditions (hepatobiliary disorders, Grohn’s disease, cardiovascular
diseases, etc.), early diagnosis facilitates more comprehensive examination of patients for comorbidities and early diagnostics. There are
no standardised recommendations for psoriasis management in children. Therefore, paediatric patients require more attention not only from
dermatologists, but from paediatricians and multidisciplinary paediatric teams.

Keywords: psoriasis, clinical presentations of psoriasis in children.
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COPUa3 OTHOCUTCS K XPOHWUYECKMM BOCNANUTENbHbIM 3360~

neBaHuaM Koxu. OAHAKO MHOTOYMCNEHHbIE COBPEMEHHbIE

MCCNeL0BaHUA 4YacTO [EMOHCTPUPYIOT CBA3b MCOPUATU-
YECKOro NpoLecca ¢ NOPaXeHUsMU ApYrux OpraHoB U CUCTEM.

MpuMepHO TpeTb KIMHUYECKUX ClyyaeB ncopuasa — 3T0
6onesHb y fpeteit [1]. Tem He MeHee KOHKPETHbIX pPEKOMEeHAa-
UMt MO AMArHOCTMKE U NeYyeHMio ncopuasa y [eTeil Yypessbl-
yaitHo mano. OgHaKo paHHee pacrno3HaBaHue 3aboneBaHus U
BbIOOP aAeKBATHOM TAaKTUKM TEPANUN Y TAKMX NALUEHTOB ABAS-
lOTCA BECbMA BAXHbIMM 33aflayaMW — CMOCOOCTBYIOT CHUKe-
HUIO MO0 Aaxe NpefoTBPALLEHMIO HEraTUBHOIO BAUSHUA NCO-
p1asa Ha KayecTBO XKMU3HU pebeHKa, ero fanbHeilwee passBuTue
1 obLiee COCTOsAHME 3[0POBbS.
3ayacTyio No NOBOAY KOXHbIX BbICbiNaHWii y pebeHkKa poaunTe-

nn 06palaloTcs K NefmaTpy, 0CO6eHHO B HACENEHHbIX MyHKTaX,
rhe HeT BO3MOXHOCTM OMEpaTUBHO MPOKOHCYNLTUPOBATLCSA CO
CneuuanucToM-4epmMaTonorom. No3ToMy AaHHas CTaTbsl MOXET
OKa3aTbCsA NOJE3HOM AN NefuaTpoB U NOMOYbL B paHHeN nocTa-
HOBKe BEPHOTO AMarHo3a y MaieHbKuUx NaluMeHToB 1 B Ha3Haye-
HUW aieKBaTHOI Tepanuu.

AMUAEMUONIOTHUA

Kak n3BecTHO, ncopuas siBNsieTCs AOCTAaTOMHO yacThiM 3aborne-
BaHWeM, KOTOpbIM CTpajalT npumepHo 1-3% HaceneHus BO
BceM mupe. 3ab60seBaeMOCTb MCOPWUA30M NPOrPeCcCUMBHO pac-
TeT [2]. Ha ero pacnpocTpaHeHHOCTb OKa3blBalOT BAMUAHME Cpasy
HECKONbKO (DAaKTOPOB: reHeTUYECKUE, IKONOrMYecKue, BO3pacT,
noJ, 3THUYECKAsA NPUHAANEKHOCTb GOILHOMO, MECTO €r0 NMPOXU-
BaHUA (KNMMaTU4eCKnii hakTop, BO3LECTBUE MHCONALMM).

Mo Bo3pacTy 60NbHOTO Ha MOMEHT AebioTa BblAeNsAT fBa
TMNa ncopuasa: AnNs NepBOro TUNA XapaKTepHbl HacnefCcTBEH-
Has NpefpacnoNioXeHHOCTb U pPaHHWit AebloT 3abonesaHus (0o
25 net), pas BTOporo Tuna — no3fHuii febiot (nocne 40 ner)
M OTCYTCTBME TFEHETUYECKOW NpeapacnonoxeHHocTu. MHorue
aBTOpbl OTMEYaloT, YTO CpefHUil BO3pacT Hayana 3aboneBaHus
coctasnsiet 28 net [3]. Mo3gHee Hayano GonesHu (B Bo3pac-
Te cTaplwe 60 net) BcTpeyaetcs y 3,2% NauMeHTOB, NpU ITOM
OHa umeeT bonee GnaronpusTHoe TeyeHue [4]. He o6HapykeHo
HUKaKMUX [OKA3aTe/bCTB, KOTOpble 6bl NOATBEPAUIUN EHAEPHbIE
pasiMyus B pacnpocTpaHEHHOCTU NCopuasa.

CpepHum BO3pacToM Hayana ncopuasa y feTeit aAsnaetcs
nepuog ot 8 po 11 net. 3aboneBaemMoCcTb B BO3PACTHO rpyn-
ne 14-17 net npesblwaeT B 1,8 pa3a aHaNOrMyHbIn NoKasarenb
cpean B3pocnblx [3]. Mpu 3TOM 3aBMCUMOCTb MOKa3aTeneil
3aboneBaeMoCTi NCOPUA3OM OT BO3pAcTa B AETCKON nonynaLmuu
He BblAB/IEHa.

NMATOTEHE3 U ®AKTOPbI PUCKA

N3yyeHuto natoreHesa ncopuasa nocBALEHbI HayYHble uccie-
[OBaHUA MHOTUX aBTOPOB BO BCEM MUPE, KOTOPblE CnocobCT-
BOBaJN AOCTUXEHUIO 3HAYUTENbHbIX YCMEX0B B MOHUMAHWUK
natoreHesa flaHHoro fepmaro3a. CornacHo coBpeMeHHbIM Npea-
CTaBfeHUsAM, B OCHOBE Pa3BMTUA MCOPMA3a JieXaT HapylleHus
peakLumit BPOXLEHHOIO M afanTUBHOIO UMMYHUTETa, reHeTUYec-
KMe M3MEHEHWs, a Takxe paj TpuUrrepoB M (aKTOPOB PUCKa,
KOTOpbIE UTPAIOT BAXKHYIO POJIb B NOALEPKAHWUM KAK CUCTEMHOIO
BOCNaNeHus, Tak 1 BOCNANUTENbHOrO NpoLecca B KOXe.

HacnegctBeHHas npeApacnofoXeHHOCTb ABNAETCA OAHUM
“3 Bepywux (akTopoB B MmatoreHese ncopuasa, oHa BauseT
He TOMbKO Ha MeXaHW3Mbl Pa3BUTUA 3a60seBaHuUsA, HO U Ha ero
TeyeHue. Pe3ynbTaTbl MOMYAAUMOHHLIX UCCNEAOBaHWI CBUAe-
TeNbCTBYIOT 0 6GoJiee BbICOKOI PacnpoCTpaHEHHOCTH Ncopuasa
Y POACTBEHHUKOB OONMbHbIX MEPBOI U BTOPOI NUHUN POLCTBA,
a TaKxe 0 NATUKPATHOM NOBbLILWEHUMU PUCKA Pa3BUTUA 3abonesa-
HUs MO CPaBHEHUIO C TaKOBbIM B 06LW el NonynaLMM Npu Hanu-
YMM OTATOLLEHHOrO CeMelHOro aHamHesa. OcoGeHHO WHPOKO
OCBeleHbl B HAyYHON NUTepaType AaHHble O MONOXUTENbHOM
CeMeilHOM aHaMHe3e WMEHHO [eTCKOro ncopuasa. Tak, oKono
30% ManeHbKMX NauMeHTOB WMEIT POACTBEHHMKA NepBOW
NMHWY, CTPaJAIoOWEro AaHHbIM 3aboneBaHuem [1].

Ewe ofHMM 4ype3BblYailHO BaXHbIM (HaKTOPOM pUCKa Mco-
puasa ABAAIOTCA U3MEHEHUA CO CTOPOHbI UMMYHHOW CUCTEMBI.
CornacHo coBpeMeHHbIM 3apyBexHbIM 1 0TEYECTBEHHbIM Hayy-
HbIM paboTaM, HET HUKAKUX CYLECTBEHHBIX PA3NNUUUIl MexXay
naToreHeTMYeCcKMMM UMMYHHBIMIU MEXaHU3MaMU NPU B3POCIOM
u fetckom ncopuase [1, 4, 5]. Cunutaercs, yto B3aumopeiicTeue
MEXLY KEepaTUHOLUMUTAMKU U WMMYHHBIMM KNETKAMW, TaKUMM
KaK AeHAPUTHbIE KNETKMU, pasnnyHble noatunsl T-numcbouutoB
(Th1, Th17, Th22), HeiATpodunbl U Ty4YHble KNETKM, a Takxe
aKkcnpeccus uutokmHos WOH-o, NOH-c, OHO-o, WN-17,
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NN-20 u NN-22, oTBETCTBEHHbI 33 pa3BUTHE NPOABNEHMII 3a60-
nesaHus [1].

WI-12 n UJ1-23 — 370 KNtoYEBbIE LUTOKWUHBI, BO MHOTOM BAIK-
Alolwme Ha natoreHes ncopuasa. MJ1-12 oTHoCUTCA K MHAYKTOPaM
Th1, ctumynupyet cekpeuuto NOH-y, obecneynsaer ontumans-
Hoe passuTue Thl [6]. B 3kcnepumeHTanbHbIX UCCNEAOBAHUAX
NN-12 aktueupyeT natoreHHble Thl, cBs3aHHble C 06pa3oBaHm-
€M NcopnasonofobHbIX 04aros.

C npyroii CTOPOHBbI, CTUMYNALMA ¢ y4acTuem UJ1-23 npusoanTt
K BbicBOGOXAeHUI0 T-numcouutamm UI-17 u UN-22 1, B MeHb-
weit ctenedn, UOH-y. B nccnenoBaHmUAx Ha KUBOTHBIX BHYTPU-
KoXxHoe BBefeHue WJ1-23 Bbi3biBaeT KaCKaj peakuuii, npuBoas-
WMX K runepnnasuv anuaepMnuca ¢ npu3HakaMm napakeparosa.

HepaBHue reHeTMYeckne nccnefoBaHUsA NOKa3anm, YTo BbiCO-
KM puck hopMUPOBaAHMA NMCOPMasa B 3HAYMTENbHOI CTeneHu
cBA3aH ¢ nonumopdusmamu B annensx rexa Il12b, kopupyiouye-
ro obuyto cybvegunuuy WUN-12 u UN-23 — p40, u rewa Il23r,
Kopmpytowero peuentop WUJI-23 [6].

Bce natoreHeTuyeckme mexaHuW3Mbl Mcopuasa peanusyioTcs
noj Bo3AencTBMEM PAAA NpoBoLMpyOLWMX hakTopoB. Tpurrepsl
ncopuasa Nyylle U3yyeHbl y B3POC/bIX OONbHBIX, YeM y AeTeil.
TeM He MeHee B3POC/be U AeTU UMEIOT HEKOTOpbIe 00LMe TpUr-
repHble akTopsl.

HanbGonee BaHbIMM M PACNpOCTPAHEHHBIMWU TPUTTEPAMM
ncopuasa ABAAIOTCA MHbeKUUU. [MaBHbIM 06pa3oM, 3TO HOCO-
TNOTOYHbIE U NepuaHanbHble WHGEKLWK, Bbi3BaHHbE rpynna-
mu A, C, G B-reMonnTyecKmnx CTpeNTOKOKKOB, CNOCOBCTBYOWME
pe6loTy u/unu 06OCTpEHUI0 KanNeBUAHOTO NCopMasa, a Takke
Apyrux dopm 3aboneBaHns y AeTeil U NOAPOCTKOB

[pyrvumu obwenpusHaHHbIMM TpUTTEPAMM Ncopuasa Cra-
HOBATCA KypeHue (0COGEHHO y MOAPOCTKOB, CMocobCTBYIO-
wee Gonee TAXENOMY TeyeHUo 3aboneBaHus), GU3NYECKUit
1 3MOLMOHANbHBINA CTpecc (Haubonee 3HauYMMBI cpenu aeteit),
NOBPEX[EeHNEe KOXHOro NOKPOBa B pe3ysbTate TpaBMbl, U3BeCT-
Hoe Kak deHomeH KEOHepa, NpueM HEKOTOPbIX eKapCTBEHHbIX
npenapatoB — HIBIl, ncMXOTPONMHbIX U NPOTUBOMANAPUIAHBIX
cpencTs, B-6n10KaTopos.

HepaBHO ycTaHOBNEHa CBA3b MeXAY OXUpeHueM u 3abo-
/1eBaeMOCTb0 Ncopuasom y Aeteit [7], 4yto nossonser pacle-
HWBATb 3TO COCTOAHWE B KauyeCTBe BEPOATHOro aKkTopa pucka
pa3BuUTMA AAHHOTO Aepmaro3a B AETCKOW NMONyNALWUM Hapagy
CO B3pOCNON.

KNIUHUKA NCOPUA3A
C KNMHWMYECKOW TOYKM 3peHUs LEeTCKWUIA Ncopuas HEecKObKO
OTNIMYAETCA OT B3POCNOrO.

bnsweyHblii ncopuas sBnsetcs Haubonee pacnpocTpa-
HEHHON dopMoii 3aboneBaHns y fieTeil, OH NOpPaXaeT MoyTy
70% OGONbHbIX, YTO CYUIECTBEHHO MeHblue, YeM Cpean B3poc-
NbIX, Y KOTOpbIX GAslWeYHbI Ncopuas BCTPeYaeTcs MpUMEPHO
B 90% cnyyaes [2]. 3Ta popma xapaKTepusyeTcs MOHOMOPdHbI-
MU 3PUTEMATO3HbLIMU BAAWKAMM, MOKPHITBIMA TOHKUMMU MAACTUH-
yaTbiMK YelyinKamMmu cepedpucToro LBeTa, Haubosee 4acTo JoKa-
NIN3YIOLWMMUCA HA KOXKE BONOCUCTON YaCTU rOJI0BbI C NEPEXOAOM
Ha KOy 163, Ha NnLe, 3a YIWHBIMW pakoBUHamMu (puc. 1), BOKpyr
M BHYTPU NYNOYHOI SAIMKM, Ha Aroguuax u obnactm npunera-
HUSA NOATY3HUKA.

MopaxkeHne BONOCMCTOW YACTM TONOBbI OTMEYAETCA MOYTM
y 79% peteit ¢ ncopuasom, Haubonee yacto y aeBoyek [4].
Yka3zaHHas ¢opma 3aboneBaHUs OTINYAETCA NOABNEHUEM ONf-
WeK C TONCTbIMM afire3uBHbIMU GeNbIMU YellyiiKaMmu Ha BONOCUC-
TOW KOXE rOJIoBbl, YTO MOXET MPUBECTU K BPEMEHHON noTepe
BONIOC, He ocTaenser py6uos. Kak npasuno, ncopuas y getei

Le6TUPYET UMEHHO B 3TOI 06/1aCTU C PA3BUTUA OrPaHUYEHHbIX
VYaCTKOB LWENYLEHUSA, YTO HEPEKO MOXET NPUBOAUTL K OWNG-
KaM B IMarHoCTUKe.

Mcopuatuyeckas oHuxoguctpodusa (puc. 2) y feteit passu-
BaeTCsA HEeCKONbKO pexe, yem y B3pocCiblx, — B 39,2% ciyya-
eB [1], Hanbonee yacTo y Manbunkos. lcopuatuyeckoe nopa-
KEHWe HorTeil y [eTell XapaKTepu3yeTcs BO3HUKHOBEHUEM
GYrpucToCTM Ha MOBEPXHOCTW HOTTEBBIX MAACTUH, U3MEHEHUEM
UX LBETa, MOABNEHUEM XENTbIX U BYpoBaTbiX MATEH, OHUXOMU-
30M, NOAHOITEBbIM FMNEPKEPATO30M U NPOLOJbHLIMU NOLHOTTE-
BbIMWU KPOBOM3IUAHUAMM.

KannesupaHblit ncopuas y aeteit Habnogaerca B 30% cnyya-
eB [4, 5, 8]. 31a hopma npossnseTcs B BUAE BOZHUKHOBEHUS
MENKUX, AUaMeTpom MeHee 1 cM, OKPYMbIX UAKN OBANbHbIX Manyn
JIOCOCEBOr0 LBeTa C LWeNyWeHNeM Ha NoBepxHocTu (puc. 3),
npenMyLecTBEHHO Ha KOXe rPYAM, XMBOTA U CuHbl. Kak yka-
3bIBAIOCh BbIlE, Pa3BUTUIO KamJeBWUAHOTO ncopuasa y gertei
npeAwecTByeT CTPENnTOKOKKOBAA WHMeKLMs BEPXHUX [bixa-
TeNbHbIX NyTeN Uan nepuaHanbHoit o6nactu. Kak npasuno, faH-
Has (opma 3aboneBaHUs MMeeT [OCTaTOYHO TAXKeNoe TeyeHue
1 aCCOLMMUPYETCSA C NOJOXMUTENbHbIM CEMEHbIM aHAMHE30M.

WHBepcHbI ncopuas y AeTeit Habatogaercs ualle, uyem
y B3pOC/bIX, W XapaKTepu3yeTcs Pa3BUTMEM 3pUTEMATO3HbIX
MaLepupoBaHHbIX TONCTHIX Onslwek, 0ObIYHO 6e3 wenyle-
HUA Ha MOBEPXHOCTW, HAa CrUOATeNbHbIX U WHTEPTPUTUHANb-
HblX 061aCTAX KOXHOro nokposa. HauGonee yacto npossne-
HUA 33a00NeBaHUs NOKANM3YIOTCS B MOAMbIWEYHbIX BNaguHax

Puc. 1. IIcopmas BOAOCHCTON 9aCTH TOAOBEL

3oecy u danee 6 cmantve oo asnopos
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Puc. 3. KanaeBUAHBIH TICOpHA3

Fig. 3. Guttate psoriasis

u B naxy. Hepegko ncopuatuyeckue GASWKM NpU UHBEPCHOM
hopme OCNOXKHATCA BTOPUYHON MHPeKLMeln — KaHAnA03HOM
WAU CTPENTOKOKKOBOIA, YTO MOXeET noTpe6oBaTb MpUMEHeHWUs
COOTBETCTBYIOLErO AONOJHUTENBbHOTO MECTHOFO NleYeHus.

Mcopuatnyeckas 3puTpojepMus y JeTeil pa3BuBaeTcs
peAKo, OAHAKO ABNAETCA Cepbe3Hoit U fJaxe ONacHoi [ns
XU3HK opmoit 3abonesanus. Ncopuatnyeckas 3pUTPOAEpPMUS
XapakTepusyeTcs nopaxeHuem 6onee 90% noWagnm KOXHO-
ro MOKpOBa, reHepannu30BaHHOW 3pUTeMOli U UHbUABTPaLMEN.
MopaxeHne KOXU MOXET CONPOBOXKAATHCA NNXOPAAKON, 03HO-
60M, HeloMOraHneM.

[narHocTuka ncopmasa y fieTeil OCHOBLIBAETCA Ha pe3yib-
TaTax KAWHWMYeckoro u ¢usukanbHoro obcnegosaHus. Ocoboe
BHUMaHWe cnepyeT yAenaTb CeMeitHOMY aHaMHe3y U Hannyuio
NOTEHLMWANbHbIX TPUITEPHbIX (haKTOPOB, TaKWUX KaK HeAaBHee
nepeHeceHune MHbEKLMA, TpaBM, NPUEM NEKAPCTBEHHbIX Mpe-
napatoB. lpuM 3TOM Ba)HO MPOBECTU MOJIHbIA OCMOTP KOXM,
HOTTEBbIX MAACTUH W BUAMMBIX CAM3UCTbIX. Mpu nopo3pexun
Ha BTOpWYHble GaKTepuanbHble U rPUOKOBbIE MHGBEKLMUM TaKKe
CnepyeT NpoBECTU MUKPOCKOMMUYECKOe NCCIef0BaHNe COCKO60B
C NOPAXEHHbIX Y4ACTKOB KOXMU.

[lvarHocTmyeckn 3HauyMMbIMKM, MOMOTAIOWMMKN  YCTAHOBUTH
BEpHbIil AMarHo3 cumntomamu sensiotcs deHomeH KébHepa
(n3omopdHas peakumus Koxu), 3Hak AycnuTua (BO3HUKHOBEHUE
TOYEYHOro KPOBOTEYEHMSA NOCTIE YAANEHUA YellyeK KOXMK), NosB-
JIeHWe BTOPUYHOI NUTMEHTaLMUK Nocie pa3pelleHns BbiChbiNaHuil
Ha KOXe 1 M3MEHEHNA HOTTEBbIX MNACTMH.

B cBA3M C HanuuMeM BLICOKOW KOMOPOGMAHOCTM MCoOpMasa,
0C06€eHHO C KapavomeTabonuyeckumn 3aboneBaHusmy, Jonon-
HUTENbHO BHUMAHWE ClefyeT YAeNATb CKPUHUHTY U MOHUTOPUHTY
COCTOAHUSA BHYTPEHHUX OPraHoB 1 cucTeM. Y Bcex fieTell, CTpaja-
IOLLMX NCOPUA30M, LieNIeco006pa3HO KOHTPONNPOBATL BEC U POCT
¢ pacyeTom VIMT, a Takxe MMNUAHBIA NPOdUIb, yPOBEHb IIOKO3bI
B KpoBW Hatowak v nokasarenu Afl. NMpu nofo3peHun Ha cTpen-
TOKOKKOBYIO MHGEKLMIO, 0COBEHHO B Ciyyasx KamnjiesugHOro
ncopuasa, crefyeT NpoBeCcTM MUKPOCKOMUYECKOE W/UAW Kynb-
TypanbHoe UCCNefoBaHMe MasKa CO CAM3UCTON MNOTKU W/uau
nepuaHanbHoi obnactu.

OuddepeHunanbHas AuarHocTuka ncopuasa y [feTen B
HEKOTOPbIX Cly4asx NpefcTaBAsfeT onpefeneHHbIe CNOXHOCTU.

Mpn nocTaHOBKe AMArHosa ciepyeT yyuTbiBaTb pAfj BOCMAiu-
TENbHBIX U/WUIN WHDEKLUMOHHBIX 3aboneBaHuil Koxu (maba.).
Kpome atoro, B nocnegHue rogbl coobUanoch, YTo MeTUAX/IO-
PU30TUA30IMHOH U METUAN30TUA30JIMHOH, BXOAsLME B COCTaB
BAXHbIX OYMLWAOWMX CandeTOK, MOTYT BbI3bIBATb NCOPUA30MO-
LOGHbIA annepruyeckuini KOHTAKTHbIA AEPMATUT y AeTel B OKO-
JIOPOTOBOI 061ACTU UMK B 06NACTU MPOMEXHOCTU [4, 8].

Taoauma / Table l

AundpepeniimasbHas AMATHOCTUKA
AETCKOTO IICOpHa3a
Differential diagnosis of paediatric psoriasis

Tunsi
ncopumasa /
Types of psoriasis

AuddepeHumanbHbI AUarHo3 /
Differential diagnosis

BnsweyHbin ® Atonuyeckuii gepmatut / Atopic
ncopuas / Plaque dermatitis;
psoriasis ® HymMMynApHas 3k3ema / nummular
eczema;
® 0Tpy6eBMAHbINM AnWalit / tinea versicolor;
® KpacHbIN NAOCKMUIA nuwwai / lichen
acuminatus;
e 6onesHb [lesepxu / lichen ruber
acuminatus;
® MWUKO3 MAAKOMN KOXM / dermatomycosis
MNcopuas ® Atonuuyeckuin jepmatut / Atopic
BOJIOCUCTOM dermatitis;
4acTu rofosbl / ® ceOopeiHbIil AepMaTuT / seborrhoeic
Psoriasis of the dermatitis;
scalp ® MWUKO3 BOJIOCUCTON YacTU roNoBbI /
mycosis of the scalp
Mcopuas ® OHuxomMunKko3 / Onychomycosis;
HorTelt / Nail ® KpacCHbIN NAOCKMIA nuwwaii / lichen
psoriasis acuminatus
KannesupHbii ® HymmynapHas 3k3ema / Nummular
ncopuas / eczema;

Guttate psoriasis pO30BbIi NWAL / pityriasis rosea;
KpacHbI nnockuit nuwai / lichen
acuminatus;

6onesHb [leBepxu / lichen ruber
acuminatus;

MWKO3 MMafKoi Koxu / dermatomycosis;
BTOPUYHbIA cucmnmc / secondary
syphilis

NHBepcHbIN ® AnnepruyecKknini KOHTaKTHbIN
ncopuas / Inverse nepmartut / Allergic contact dermatitis;
psoriasis e cebopeiHblit fepmMaTuT / seborrhoeic

dermatitis;

MUKO3 rafKoM KoXu / dermatomycosis;
KaHAMpo3 / candidiasis;

umneTuro / crusted tetter

MycTynesHbiii
ncopuas /
Pustular psoriasis

Muogepmusa / Pyodermatitis;
aucrugpo3s / dyshidrosis;
MWKO3 rafKon Koxu / dermatomycosis

copuas ® Annepruyeckuint KOHTAKTHbIN

B aHOreHuTasb- nepmartut / Allergic contact dermatitis;
HOW obnactu ® KaHaMao3 / candidiasis

1 Ha Arogmuax /
Anogenital and
buttock psoriasis
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| Dowmop.Py | 19



| PEDIATRICS

CONYTCTBYIOLIUE 3ABOJIEBAHUA

Kak n3BecTHo, ncopua3s obnagaer BbICOKOW KOMOPOMAHOCTbIO
c 3a00n1eBaHMAMU BHYTPEHHWUX OpraHoB. 3aboneBaHus cep-
LEYHO-COCYANCTOI CUCTEMBI U MeTabonuyecknii cuHgpoMm —
camble pacnpocTpaHeHHble COMYTCTBYIOWME NATONOrUYecKue
cocTosiHuA y GonbHbIX ncopuasom. bonee u3yyeHa ykasaHHas
KoMopbuaHas natonorus y B3pocabix 60/bHbIX, O4HAKO UMetoT-
cs ybeauTenbHole faHHbIe OTHOCUTENbHO Pa3BUTUSA TUNEPANUNU-
aemun, Cll, AT v oxxupeHus y feTeil, npuyem yactoTa nx B 2 pasa
BbILUE, YEM CPEAN OTHOCUTENbHO 3[J0POBbLIX JIUL, TOM 3Ke BO3pacT-
HoWt KaTeropuu [7].

Mcopuas Npu3HaH He3aBUCUMbIM (HAKTOPOM PUCKA PA3BUTUA
MeTaboaMyecKoro cuHapoma. B xope Hebonbworo uccnenosa-
Hus, nposegeHHoro S.C. Au u coasT. (2012) [9], npoaeMoHCTpU-
poBaHa 60/1blas PacnpoCTPaHEHHOCTb METABOIMYECKOTO CUHA-
poMa y fieTeil C NCOpMa3oM Mo CPaBHEHMIO C TaKOBOIA B rpynne
KoHTpons (30% npoTuB 7,4% COOTBETCTBEHHO), OfHAKO CTATUC-
TUYECKM 3HAuYMMBbIX pasnuuuit 8 UMT y naymeHtos obeux rpynn
He 6bin0. TakumM 06pa3om, BbIABJEHO, YTO [AXe MPU HaAM4uM
KoHTpons Beca u UMT y fieTeit, cTpagatoLmx ncopmasom, coxpa-
HAETCA TEHAEHLWS K MOBbIWEHUID YPOBHEH NMNULOB KPOBU
1 MeTabonnyecKoMy CUHAPOMY.

OXupeHue U LeHTpanbHOe pacnpefeneHne MNOAKOXKHO-
ro XMpa TaKXe Yalle BCTPeYaloTcs y AeTell ¢ NcopuasoM, Yem
B obweit nonynauuu [4]. Kpome 3TOro, Hanuuume OMXWUpEHUs
CBA3aHO C Gonblieil aKTMBHOCTbIO 3ab0NEBAHUA U TAKECTbIO
ero Teyenus [8].

[leTcknit ncopnas Takxe MOXET ObiTb CBA3aH C PasNuyHbI-
MU ayTOMMMYHHbIMU 336071€BAHNUAMMU, TAKMUMU KaK IOBEHUbHBIN
uanonatudeckuit aptput (HOMA) u 6onesHs KpoHa, koTopble
MMeloTCA Yy feTell C NCOpMa3oM COOTBETCTBEHHO B 2 W 4 pasa
yauye, yem B obweit nonynauuu [6]. Mo faHHbIM 06bE[UHEHHOTO
peructpa CWWA n KaHagpl Childhood Arthritis and Rheumatology
Research Alliance, ncopuaruyeckuii Bapuant OUA 3apeructpu-
poBaH y 5%, a Mo MaTepuManaMm HEMeLKOro perucrpa AeTei,
nosyyawumx Guonoruyeckyto Tepanuio, Biologicsin Paediatric
Rheumatology, B cTtpyktype HOWMA ncopuatuyeckuit apTput
cocTanset 7,4% [10, 11]. Mo cBefeHUsAM MHOrOLEHTPOBOrO
peructpa Coto3a neanarpos Poccuu, B P gons ncopuaruyecko-
ro apTputa B 0bweit ctpyktype HOUA — 0,4% [12]. Mo gaHHbIM
MockoBckoro peructpa, cpepm naymentos ¢ ONA 'y 1,5% Habnto-
[AeTCs ero ncopuatnyeckuin BapuanT [13, 14].

TEPANKXA NCOPUA3A

B HacToswee BpeMA OTCYTCTBYIOT MeXAYHAapOAHble CTaHAapThl
neyeHus AeTckoro ncopuasa. Mopxonsl K Tepanum CXoxu C Tako-
BbIMU Y B3POC/bIX, 0JHAKO OCTAETCA HEOCTATOUYHbIM KONNYECTBO
KIMHWYeCKnX HabaoaeHui no adekTUBHOCTM 1 6e30MacHOCTy
psAa nNpenapatoB, NpUMeHAeMbIX y AeTell. JleueHne B nepeyio
oyepefb OCHOBbLIBAETCA Ha pPEKOMEHAAUMAX [A B3POCALIX,
Ha Nyb6AMKAUMAX C OMUCAHUEM KIMHUYECKUX CNy4YaeB, OMbiTe
NPUMEHeHWUs NpenapaToB Npu Apyrux 3aboneBaHUAX B AETCKOM
Bo3pacte. [poOBOAATCA KAMHUYECKME MccnefoBaHus Gesonac-
HOCTM M 3 deKTUBHOCTU BGMONOrMYECKUX NPenapaToB y AeTei
c ncopuasom. [ins BbIpaboTkM 0OWUX MEXKAYHAPOLHbIX CTaH-
[apToB NeyeHus TpeGyeTcs NPOBEfEHNE MHOTOLEHTPOBbIX MPO-
CMEKTUBHbIX MeXAYHAaPOAHbLIX UCCNef0BaHUI C LieNblo OLEeHKM
3 eKTUBHOCTU 1 Npoduns 6e30MacHOCTU CUCTEMHOI Tepanuu
y fieTell ¢ ncopuasom [4].

Mpy NpUHATUM peleHnin O TaKTUKe NeYeHuA cnepyeT y4u-
TbIBaTb HECKOMbKO acMeKToB, B TOM 4MCle BO3PacT MauueHTa,
TAXKECTb 3a60J1€BAHNA U €r0 BAUAHME HA KAYECTBO XU3HU, MOp-
thonornio 04aroB MOpaXeHUs W MX JOKanU3aLuio, NpefnoyTe-

HUsA 6OILHOTO W ero cembu. MoCcKoNbKY B GOJBLWIKMHCTBE ClyYaeB
y neteit Hab/lO[AeTC NCoOpMas NErKon U cpefHeil cTeneHn Ts-
KeCTH, Hanbosee WMPOKO UCMONb3YyeTCs MecTHas Tepanus [15].

B cBoeit npakTuke Mbl OTAAEM MpefnoyTeHMe cnepylollemy
anropuTMy TOMUYECKoi Tepanuu. [lpu nokanusauuu BbiChl-
NaHUi Ha BONOCUCTON YacCTW FONOBbI y A€Tel C 2 NeT TOYeYHO
Ha 0yYary HaHOCUTCS IOCbOH WA CNpeil, cofepKalLnii GeTamera-
30H 1 2%-Hyto canuuunoByto kucnoty (benocanuk). ina ouaros
Ha MMafKON KOXe Nyylle UCMoNb30BaTh Ma3b C GETaMeTa3oHOM
1 3%-HOW CanuuMNOBON KUCNOTOW.

Y petein mnagle 2 neT BO3MOXHO NMPUMEHEHWE TONbKO Ma3eil,
cofepxawux 0,05% anknomertazoHa gunponuoHara unu 0,05%
6eTameTasoHa AUNPONWOHATA, B 3aBUCMMOCTU OT JIOKaNU3aLum
ncopuatuyeckoro npouecca. Ecnu BeicbinaHus nokann3yoTcs Ha
KOXe nuLa U1 Wewn, peKOMEeHA0BaHO NPUMEHEHMEe Ma3K C HedTo-
pupoaHHbiM [KC anknometasoHa gunponuoHatom (Adnogepm)
B LiensX MUHUMKU3ALMK NoBOYHbIX 3hdheKTOB B Cyyae Heobxo-
AVMMOCTW LONTOCPOYHOI Tepanuu. lepeyncneHHble Tonuyeckue
M'KC HaHocAT 1 pa3 B cyTku yTpoM (Mnm 2 pasa B CYTKM B Cyyae
CpefiHelt CTeneHun TAXKECTN), a Nepef, CHOM NPUMEHAETCA CMAT-
yawliee 1 ynaxHswLiee cpeactso beno6asa kpem.

BetameTa3oH OKa3biBaeT BAUAHME HA BCe (a3bl BOCNANEHUS.
MpoTnBOBOCNANUTENbHOE JEiCTBME BO3MOXKHO 33 CYET MHOMMX
(haKTOpOB. [MaBHbI U3 HUX — 3TO MHrMOGUpPOBaHUe docdonu-
nassl A2 C fanbHeiwnM yrHeTeHneM CUHTe3a Takux npoBocna-
JINTENbHBIX MEAUATOPOB, KaK NEMKOTPUEHb! U MpoCTarnaHguHbI.
Kpome Toro, 6eTameTasoH OKa3biBaeT aHTMNpoaudepaTMBHoe
LeNCcTBME U UMMYHOLENPECCUBHOE, CBA3AHHOE CO CHUXEHWEM
akTMBHOCTU B- 1 T-numdounToB, a TaKKe C YrHETEHUEM BbICBO-
6oxpeHns uutoknHos (M®H-y, UN-2, UJT-1).

CanuuunoBas KUCNOTa ABNAETCA aKTyaJbHbIM KepaTosu-
TUYECKUM CPefCTBOM, KOTOPOE MHOro JIeT WUCMONb3yeTcs Ans
MECTHOrO ieyeHus ncopuasa. CanuumnoBas KMcnoTa NpuBOAUT
K JecKkBaMaLnu KOPHeOLUTOB ABYMsA cnocobamu. Mpu BbICOKMX
KOHLUEHTPALMAX OHA CHUXAET MEXKNETOYHYI CMI0YEHHOCTb
pOrOBbIX KNETOK, PacTBOPAA MEXKNETOUYHbIA LeMEHTHbIA MaTe-
puan, Npu HU3KUX — yMeHbLlaeT pH poroBoro cios, TeM cambiM
CNoCco6CTBYA YBAAKHEHWIO U CMATYEHUIO JePMb.

AnknomeTasoH funponuoHar npegcrasnser coboit HehTopu-
POBaHHbII KOPTUKOCTEPOUS, C yMEPEHHON aKTUBHOCTbBIO U BbICO-
Koit 6e3onacHocTblo. [poHNKas B fepMy, aKTUBHbIE MeTabonu-
Tbl GBICTPO MOAABAAOT BOCNANUTENbHYIO peakuuio, npu 3TOM
npenapar obnagaeT MMHUMaNbHON abcopbuueit U nuweH cno-
COOHOCTM OKa3biBaTb aTpo(horeHHoe [eiCTBUE, B CBA3M 4YeM
006bIYHO HA3HAYAETCA NP NOKANM3ALMM BbICBIMAHUIA HA HEXHBIX
YYaCTKax KOXM, TaKMX KaK NULO, LWes, U MOXKeT NPUMEHATLCA
y feTeit ¢ 6 mecsaLes.

OpHako ot npumeHeHus TKC B cknagkax KOXu no BO3MOX-
HOCTU Nyylle OTKa3aTbCs, YUNUTLIBAS MOBbLIWEHHYIO abcopbuuio
KOXKMW U BbICOKUI PUCK NPUCOEAUHEHUSA BTOPUYHON UHDEKLUU.
MpepnoyTeHne CTONT OTAATb YBNAKHAIOWEMY CPEACTBY C OKCU-
LoM uuHKa. OH oKa3blBaeT MpOTUBOBOCMANUTENbHOE, MOJACY-
wuBalolWwee U aHTUcenTuyeckoe peicteue. LiMHK ydacTsyer
B CWUHTE3€e KOJNareHa, 4To, HECOMHEHHO, BAUAET Ha CKOPOCTb
BOCCTAHOB/IEHUS KOXHOTo 6apbepa.

JddekTBHOCTL MOHOTepanuu ncopuasa tonuyeckumm KC
He BbI3bIBAET COMHEHWIi, OAHAKO HEpefKo Nnocie OTMeHbl
MKC y naumeHTOB MOXET Npon3oiTu peuupams. B ceasm ¢ atum
6O/bHbIM JOMOMHUTENbHO HA3HAYAKOTCSA YBAAXKHAILME CPEACT-
Ba (3MONEHTHI) M BO BPEMs OCHOBHOW Tepanuu, U nocne ee
OKOHYaHusA. CoBpeMeHHble YBNAXHAWME CPELCTBA CMOCOOHbI
CHWU3WTb KONMMYECTBO PELMAMBOB MOCHE OKOHYAHUA Tepanuu
F'KC u noppepxuBaTb NosyYyeHHble KAWHUYECKUE pe3ynbTaTl
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JIeYEeHNsA 33 CYEeT BOCCTAHOBNEHWA W NOAAEPKaHWA GapbepHOoii
(GYHKLUMM KOXMW, HAapyLWeHHOW npu ncopuase, ¥ HOPManbHOTO
VPOBHS rMppaTaLm porosoro cnos aepmsl [15].

Tonuyeckune TKC HasHaualTcs KOpOTKMMM Kypcamu (RO
3 Hefienb), NOCKONbKY Y AeTeil cunbHee abcopOLms MeCTHbIX Npe-
napatoB u3-3a 6osiee BbICOKOW CNOCOGHOCTH NPOHUKATbL B KOXY
“ Gonee BbLICOKOTO OTHOWEHWA MOLWAAM MOBEPXHOCTU KOXKM
K Macce Tena, Yto Aenaet ux bonee ya3BUMbIMU, YEM B3POCIblE,
Ans noboyHeix 3t dekToB. B cpegHem 3a 10-14 gHelt neyeHus
IKC ynaeTcs LOCTUrHYTb NONOXMUTENbHbLIX Pe3ynsTatoB (puc. 4),
NO3BOAAIWMX NEPETU Ha NOAAEPKMBAIOLLYIO TEPANUIO YBAAX-
HAIOWMMU CPefiCTBAMU.

CuctemHas Tepanus Ha3Ha4yaeTCA AeTAM TONbKO NpU TAXe-
JIOM TEYEHWUM MCOopMasza, COMPOBOXKAAIOWEMCA MOPAKEHUEM
cyctaBoB. [lpegnoyTeHne OTHAETCA MeTOTpeKcaty B CoyeTa-
HUW C renaTonpoTEKTOPHbIM CcpefcTBOM. [lpenaparbl MOHO-
KNOHaNbHbIX aHTUTEN PeAKO Ha3HayalTCcA B JETCKOM BO3pac-
Te, B cnyyasx HeapdeKTUBHOCTM MeToTpekcata. CuctemHas
Tepanus Bcerga CoOYeTaeTcs C TOMWYECKUMWM npenapatamu
unn pusnotepanuen.

3AKNHOYEHUE

MNcopuas — HeyTo Gonbluee, YeM MPOCTO KOXKHAA 6osnesHsb.
370 XpOHMUYECKOe CUCTEMHOE BOCMANNUTENbHOE HenHBEeKLUOH-
Hoe 3a60/ieBaHue, CBA3AHHOE C LWUMPOKUM CMIEKTPOM COMYTCTBY-
folLe NaTonoruy, KoTopas [OMKHA YUNUTLIBATLCA NpU BbIbOpe
TaKTUKM BeAEHMs nauueHTa. MoCKONbKY AT — He MpoCTo
«MajneHbK1e B3pOC/bIe», 0COOYI0 poNb MrpaloT KOHKpeT-
Hble PEKOMEHAALWM MO AMUATHOCTUKE, BEAEHWI0 M NIEYEHUIO.
06yueHue camoro nauueHTa U ero GAU3KUX POLCTBEHHUKOB
yX0fy 33 KOXeW, NPaBuIbHOMY MUTAHUIO U OPraHnU3aLmnn 1ocCy-
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ra u y4ebbl MMeeT BO/bLWOE 3HaYeHNe ans obecnedyeHnus bonee
BbICOKOTrO KayecTBa u3Hu pebeHka. Tak Kak ncopuas cBssaH
CO MHOTMMM HeAepMaToNoruyeckumu 3abonesaHusmu (Hapy-

WweHUAMKM paboThl renatobunanMapHoil cucTembl, 60Ne3HbIO
KpoHa, ceppeyHO-coCyAMCTbIMM 3aboneBaHUAMK U Ap.), paH-
HAA NOCTaHOBKA BEPHOrO AWarHo3a cnocobcTByeT Gonee Tiia-
TenbHOMYy 06CNef0BaHNI0 NaLNEHTOB HAa KOMOPOUAHbIE COCTO-
AHWUA U UX PaHHei [UarHocTuke.

HecmoTpsa Ha TO 4TO O JETCKOM NCcopKase U3BECTHO YXKEe MHO-
roe, CTaHAApPTU3WPOBaHHbIE pEKOMEeHAAUMU MO ero JeyeHuio
B [AaHHOW BO3paCTHOW rpynne OTCyTCTBYIOT. [l03TOMY Takum
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KnuHnyeckne ocobeHHOCTH NCOPUATUYECKOIO apTpPpUTa
B 1€TCKOM BO3pacTe

C.H. Ye6biwesa, H.A. lTenne, E.C. Yono6osa, K.B. AnekcansH, A.B. Menewkuna, [1.B. [lar6aesa

@rA0Y BO «llepsbili Mockosckuli 2ocydapcmeeHHbild meduyuHckul yHugepcumem umeHu U.M. Cevyerosa» MuHucmepcmsa 30pasooxpaHeHus
Poccutickoli ®edepayuu (CeverHosckuli YHusepcumem); Poccus, e. Mocksa

PE3IOME

Llenb uccnepoBanma: npencTaButh 0630p NUTEPATYPHBIX AaHHBIX MO KIUHUKE U TeyeHuto ncopuatuyeckoro aptputa (McA) y peteit u ceepeHus,
nofyyeHHble npu obcnefoBaHnM nauneHTos c McA B YHUBEPCUTETCKON KNMHUYECKON feTckoii 6onbHuue Mepsoro MIMY um. U.M. CeyeHosa.
NIu3aiH: OTKPbITOE NPOCNEKTUBHOE UCCAef0BaHME.

Martepuanbl u meToabl. [TpoaHanu3npoBaHbl cTopumn GonesHeit 83 aeteit ¢ McA B Bo3pacTe oT 3 o 17 neT, HaX0[MBLUNECA HAa 06CNe[0BaHNUY
1 leYeHnn B YHUBEPCUTETCKOM KIMHWUYeCKoi aeTckoi 6onbHuue Mepsoro MIMY um. U.M. CeyeHosa ¢ 1989 no 2019 r.

Pesynbrarsbl. lnarHo3 onpegeneHHoro McA 6bin BeicTaneH 59 (71%) petam, BepostHoro McA — 24 (29%); 44 (53%) pebeHka 3ab6onenu B BO3-
pacTe po 6,5 roga. Y 24 (29%) 60nbHbIx 3a601eBaHME HAYaNOCh C MOPAXeHUs Koxu, ay 59 (71%) B pebtote HabNOAANCA CYCTABHOW CUHAPOM.
Hanbonee yacTo y nauneHTOB U3 rpynmbl C ONPeAeNeHHbIM NCOPMa3oM OTMeYancs GNAWEYHbIA NCOpUas, OH BbifBEH y 45 feTeii (76,3%) 13 59,
KanneBupHblil ncopuas 6uin y 8 (13,5%), n3onupoBaHHbIil ncopuas Horteit — y 3 (5,1%), ncopuas nagoHeit u cton — y 3 (5,1%). Mcopuas
BOJIOCUCTOM YacTu ronoBbl uMen Mecto y 23 (39%) yyacTHukoB. Y 8 (13,5%) NaLMeHTOB KOXHbIA CUHAPOM XapaKTepu30BaCca He3HAYNTebHO
MHMUABTPALMEt U CKYAHBIM WeNyLeHneM.

Y 18 (21,7%) neteit u3 83 Habnofanochb CoYeTaHUE NOPAXKEHUS KOXM C NOPAXKEHUEM HOTTEBbIX MAACTUH. [lcopuaTnyeckas oHUXoaUCTPOdUS
BbiiBNeHa y 19 (23%) yenosek (NpeacTaBieHa OHUXONU3UCOM, KMACNAHbBIM MATHOMY» B 061acTH NanbLes KUCTei 1 cton), y 15 (18,1%) 6onbHbIX
ObIN CUMNTOM «HaNepCTKax.

B nebiote 3aboneBaHus y 68,7% feTeil 0TMEYANCA ONMrOapPTUKYAAPHBIN, MHOTAA aCUMMETPUYHBIK CYCTaBHOM CUHAPOM, Y 18,1% — cumMMeTpuy-
Hbll peBMaToMAONoA06HbI BapuaHT, y 13,2% — ncopuatuyeckuii cnoHaunut. Yepes 5 neT oT Havana HabnogeHns nponsowna TpaHchopma-
LMA CYCTABHOTO CUHAPOMA: Y 41,2% NaLMeHTOB ANArHOCTUPOBANICS CUMMETPUYHbIN PEBMATOMAONOA00HbIN apTpUT, y 24,1% — aCUMMETPUYHBbI
ONUroapTpUT, y 24,1% — CNOHAMNO0APTPUT C NopaxeHuem nepudepuyecknx cyctaBos, y 10,8% — MyTUAUpylOLWMIA apTpuT.

Haunb6onee yacto npu McA nopaxanucb KONEHHbIE, FONEHOCTOMNHbIE, MeNKUe cycTaBbl Kucten — 41%, 31,3%, 29% COOTBETCTBEHHO.
3aknioueHue. KnuHndeckas kaptuHa lcA okasanach KpaitHe BapuabenbHoi. Y Halwmux NaLMeHTOB OTCYTCTBOBA BTOPOi NUK 3a6osesaemMoCTy.
MpaKkTUyecku y TpeTn fieTeil KOXHble U3MEHEHUS NPEALIECTBOBANM Pa3BUTHIO apTpuTa. B febloTe 3aboneBaHus y 60nblWNHCTBA fieTell npeobna-
Lan acMMMeTPUYHbIA 0nMroapTput. B ganbHeiwem Habaoaanack TpaHchopMaLna CycTaBHOTO CUHAPOMA C NPeBaNMpPOBaHUEM CUMMETPUYHOTO
peBmaToufonofobHOro apTpuTa.

Kniouesbie cnosa: fetw, NCOpUATUYECKUI apTPUT, NCOPUA3, IOBEHWbHBIA MANONATUYECKUIA apTpuT, BaHKyBEpOBCKUE ANArHOCTUYECKME KpUTEPUU.

Bknap aBTopoB: YeGbiwesa C.H. — paspa6oTka Au3aiiHa MccnefoBaHWs, MonyyeHWe [aHHbIX ANA aHANW3a, HanMcaHue TeKCTa PYKOMUCH;
fenne H.A., Xono6osa E.C. — npoBepKa KpMUTUYECKU BAXHOTO COAEpMKaHUs, YTBEPXAeHWe pykonucu ans ny6nukauuu; AnekcaHsH K.B. —
oT6Op Matepuana ANA UCCNeAOBaAHWA, HanmMcaHWe TeKcTa pykonucu, 063op nybnukauuit no Teme ctatby, 06paboTKa, aHanU3 W WHTepnpeTaLus
AaHHbIX; MenewkunHa A.B. — o6paboTka, aHanu3 U MHTepnpeTauus AaHHbIX, HanucaHue Tekcta pykonucu; far6aesa [l.B. — ot6op matepuana
ANA UCCnefoBaHus, 06paboTka, aHanu3 1 MHTepNpeTauus JaHHbIX.

KOHdJIII/IKT UHTEpecoB: aBTOPbI 3aABAAIOT 06 OTCYTCTBUWN BO3MOXHbIX KOHCt)JWIKTOB WHTEepecoB.

Ina uutupoBaHusa: Yeboiwesa C.H., fenne H.A., onob6osa E.C., AnekcansH K.B., Menewkuna A.B., larbaesa [.B. Knuxudeckne ocobeHHocTu
NcopnaTMyeckoro apTpuTa B ieTckom Bospacte. floktop.Py. 2020; 19(10): 22-26. DOI: 10.31550/1727-2378-2020-19-10-22-26

Clinical Features of Psoriatic Arthritis in Children
S.N. Chebysheva, N.A. Geppe, E.S. Zholobova, K.V. Aleksanyan, A.V. Meleshkina, D.V. Dagbaeva

I.M. Sechenov First Moscow State Medical University (Sechenov University) (a Federal Government Autonomous Educational Institution of
Higher Education), Russian Federation Ministry of Health; 19 Bolshaya Pirogovskaya Str., Bldg. 1, Moscow, Russian Federation 119435

ABSTRACT

Study Objective: to present literature review of clinical parameters and course of psoriatic arthritis (PsA) in children, and results of PsA
patients examination in University Clinical Children Hospital of I.M. Sechenov First Moscow State Medical University.
Study Design: open prospective study.
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Materials and Methods. We analysed medical records of 83 children with PsA aged 3 to 17 years who were examined and managed in
University Clinical Children Hospital of I.M. Sechenov First Moscow State Medical University in 1989 — 2019.

Study Results. Confirmed PsA was diagnosed in 59 (71%) children, suspected PsA — in 24 (29%) children; 44 (53%) children got ill before
they were 6.5 years old. In 24 (29%) patients, disease started with skin involvement; in 59 (71%) patients, articular syndrome was the first
manifestation of disease. In the group of patients with confirmed psoriasis, the most common was plaque psoriasis: it was diagnosed in 45
(76.3%) out of 59 children; guttate psoriasis was found in 8 (13.5%) children, isolated nail plaque psoriasis — in 3 (5.1%) patients, and palm
and foot psoriasis — in 3 (5.1%) children. Psoriasis of the scalp was diagnosed in 23 (39%) subjects. In 8 (13.5%) patients, skin syndrome
was associated with mild infiltration and scant desquamation.

18 (21.7%) out of 83 children had skin involvement together with nail bed involvement. Psoriasic onychodystrophy was diagnosed in 19
(23%) children (onycholysis, “oil patches” on fingers and toes); 15 (18.1%) children had “thimble syndrome”.

On disease onset, 68.7% of children had oligoarticular, sometimes asymmetric articular syndrome; 18.1% had symmetric rheumatoid-like disease,
13.2% — psoriasic spondylitis. After 5 years of follow-up, articular syndrome transformed: 41.2% of patients had symmetric rheumatoid-like
disease, 24.1% — asymmetric oligoarthritis, 24.1% — spondylarthritis with peripheral joint involvement, and 10.8% — arthritis mutilans.
Most commonly PsA affected knee, talocrural joints, small hand joints — 41%, 31.3%, 29%, respectively.

Conclusion. Clinical manifestations of PsA varied a lot. Our patients did not have a second peak. Almost one third of children had skin
changes prior to arthritis development. Onset of disease was associated with asymmetric oligoarthritis prevalence. Later, articular syndrome
changed, and symmetric rheumatoid-like disease prevailed.

Keywords: children, psoriatic arthritis, psoriasis, juvenile idiopathic arthritis, Vancouver diagnostic criteria.
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BBEJEHUE

Mcopua3s ABnAeTcs pacnpoCTpaHEeHHbIM XPOHWYECKUM peLu-
LVMBUPYIOLWMM TEHETUYECKU AEeTEPMUHUPOBAHHBIM AepMaTo30M
MynbTUAKTOPMaNbHO! NPUPOABI, XapaKTepU3yoLWUMca runep-
nponudepaunein KepaTMHOLWUTOB U HapylleHuem ux pudde-
PEHLMPOBKM, BOCMANNUTENbHON peakuuen B fepMe, UMMYHHbIMU
HapyLWeHWAMU U NOPaXeHWeM KOXW, HOTTel, CycTaBOB W ApY-
rux opraHos [1].

Cpepyn pepmaronoruyecknx 6osbHbIXx 15-20% cocTasnsioT
Anua ¢ ncopuasom. lpMMepHO y TpeT NauueHToB OH NPosABASA-
eTCA B TeYeHMe NepBbIX ABYX AECATUNETMIA Xu3HK. [copnas —
OAWH M3 Haubonee PacnpoCTPAHEHHbIX XPOHUYECKUX AEpMaTo-
30B JieTcKoro Bo3pacta [2].

YacroTa BCTpeyaemocTu ncopuasa y feten coctasnser 0,5-
2%, 1 MO pacnpoCTpaHEeHHOCTW B AETCKOW monynauuu ncopunas
3aHMMaeT BTOPOE MeCTO CPefiM XPOHWYECKMX [epMaTO30B nocne
atonuyeckoro pepmatuta. Kaxpblii rog AuarHo3 ncopuasa
yCTaHaBnMBaeTca B cpegHem y 20 Toic. geTeit mnagwe 10 ner,
npu 3TOM TEHAEHUUA K yBeNMYeHUIo 3a6071eBaeMOCTy B NOCIea-
HUWe roabl coxpaHsetcs [3].

[uarHocTuka ncopuasa y feTeil 0CTaeTCs TPYAHOI 3ajaven
13-3a 0cobeHHoCTel 3ab0oNeBaHNs, Tak Kak KIWHUYECKMUe npo-
ABNEHWUS B JETCKOW NONyAALMM MOTYT pasnuyatbCs No JIOKanu-
3aumu n mopdonorun B pasHblx BO3PACTHbIX rpynnax u oTiu-
4aTbCA OT TUMUYHOTO KNMHUYECKOTO TeYEHU: Y B3poCabIx [3].

Knaccuyeckve nposBneHus ncopuasa — 3TO 3pUTEMATO3HbIE
nanysnbl, NOKPbITbe CEPebPUCTBIMU YellyiiKaMu, KOTopble Ciu-
BAIOTCA B ONAWKM pas3nnyHoi opmbl. Yalle BCero nopaxaercs

KOXa NOKTeil, KoneHell, naxoBoi o6nactu, nmynka, BONOCMCTOM
yactu ronossl [2] (puc. 1). Mpu nocTaHOBKe AMarHosa ncopua-
33 OrpOMHOE 3HayeHWe UMeloT crefylole CUMNTOMbI: MPU3HaK
«CTeapuHa» (Npy OTTOPXKEHUM OLHOI YellyinKK nosBnsieTcs 6enoe
MATHO W3-3a CYXOCTU M JIOMKOCTM MOKPOBA) U Mpu3HaK Auspits
(nosiBNeHMe TOYEYHOrO KPOBOTEYEHUS NOC/HE COCKabAMBaHUSA
YelLyiiky Cnoii 3a CJI0eM W3-3a AepPMUYECKOro nanuanomMarosa).

Mpu noctaHoBKe AWarHo3a TaKkKe WCMONb3YIOT (heHoMeH
KébHepa — nosBneHune ncopuatmyeckux Gnsllek B MeCTax Hau-
Gonblueil MexaHNYecKoi TpaBMaTU3aLumn KoXu.

Puc. 1. Hamboaee gacTas AOKaAM3aIus IICOPHA3a

KOKA AOKTCH. 3decs u dasee 6 cimanive oo agniopos
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MopaxaloTcs npu  ncopuase U  HOITeBble NNACTUHKM.
B HauanbHOM dase nossnsercs psag KaHaBoOK, 00bIYHO HEe6Osb-
WKX, UAU AMOK, 3aXBaTblBalOWMX BeCb HOrOTb. B pAanbHeiwem
pa3suBaetcsa (asa OHUXO0NMU3KCA, KOTAA HOTOTb BbINAfAET M3-3a
NOANEXalLero runepkeparo3a, YaCTUYHOTO UK ToTanbHoro [2].

Y 50-70% peTeii, 3a600eBWUX NCopuasom Ao 16-neTHero
BO3PACTa, CEMENiHbII aHaMHe3 OTAToLWeH No faHHOMY 3aboneBa-
HUIO, B TO BPEMs KaK CpPefu NaLMeHTOB, Y KOTOPbIX NCOPUA3 Obin
BbifiB/IeH B G0/Nee 3penoM BO3pacTe, HACNEACTBEHHOCTb OTATO-
weHa no ncopuasy Tonbko B 30% cnyyaeB. OTmevatotcs fBa
nuKa 3a601€BaeMoCTY NCOPUA3OM Y [ieTeit: nepeblil — B BO3-
pacTe 6-7 neT, BTopo# (Haubonblwmit) — B 14-17 net [3].

CunTaercs, 4To 0COOGEHHOCTBIO LETCKOrO Ncopuasa sABnseTcs
6onee pefKoe pa3BUTUe apTPOMATUiA U CKIOHHOCTb K 3KCCyha-
TUBHbIM NposiBaeHUsaM [3].

Ncopuatuyecknii aptput (McA) npeacrasnsieT coboil XpoHu-
Yeckoe BocnanuTenbHoe 3abonesaHune nepudepuyeckux cycra-
BOB, CYCTaBOB NO3BOHOYHMKA M IHTE3MCOB, KOTOPOE BCTPeYaeT-
cs 'y TpeTu 6onbHbIX ncopuasom [4]. Ecnu y B3pocnbix 3abone-
BaHMe OTHOCWUTCA K rpynne CEepoHEeraTMBHbIX CMOHLUI0APTPO-
natuit, To y geteit llcA — K 10BEHWIBHOMY MAMONaTUYeCKOMY
aptputy (OWA) no knaccudurauum ILAR (Durban, 1998, 2001).
B3pocnbie 3abonesatot McA B 3-4-it Aekaae xu3Hu, nuk 3abo-
JIeBaEMOCTM y ieTell NafjaeT Ha nybepTaTHbI NePUOA W CTapLLMiA
LOLWKOJbHbIA BO3pacT [4].

Cpepyu B3pOCHbIX MYX4YMH W XKEHWWH 3To 3aboneBaHue
BCTpeYaeTcs € 0gMHaKoBol yactoToi. [lesouku ctpagatot [cA
B 2 pasa valle, Yem manbyuku. Ha ponto McA y peteit npuxo-
autca ot 4% [0 9% BcCex I0BEHWSIbHLIX apTPUTOB, BMPOYEM,
pacnpocTpaHeHHOCTb ero KpaiiHe BapuabensHa.

J.M. Gelfand u coasT. ykasbiBatoT, 4to yacTtoTa [1cA B 0bLei
nonynsuuu CLUA coctasnset 0,25%, a cpean 60abHbIX C Ncopua-
3oM pgocturaet 11% [5], no paHHbim B.J. Prakken u coaBT. —
3-10% [6]. CornacHo o6bepnHeHHOMy perucTpy CLUA n Kanap
Childhood Arthritis and Rheumatology Research Alliance, nco-
puatuyeckuii Bapuant ONA 3apeructpuposaH y 5%, a no mare-
puanam HeMeLKOro peructpa AeTeil, nojyyawowmx 6uonoru-
yeckylo Tepanuto, Biologicsin Paediatric Rheumatology, cpean
6onbHbIx OWA nons naumnerTos ¢ McA — 7,4% [7, 8].

Mo paHHbIM MHoroueHTpoBoro peructpa Coto3a nepmatpos
Poccuu, B PO MNcA 3aHumaet 0,4% B 06wweit ctpyktype OMA[9],ano
cBefieHMAM MockoBckoro peructpa, cpepu nauuentos ¢ OWA 1,5%
MMetoT ncopuatuyeckuii BapuaHT [10]. B YHuBepcutetckoii aetc-
KoW KnuHuyeckoit 6onbHuue Mepsoro MIMY um. U.M. CeyeHoBa
3T0 3a601eBaHMe BCTPEYANOCh C YaCTOTON 6% [4].

Hanbonee uyacto pauarHos toseHunbHoro [IcA BbicTaBAA-
0T, ucnonb3ys BaHKyBepoBCKME [MArHOCTUYECKME KpUTepuw
McA (1989).

OnpepeneHHbln 10BEHUbHBIA TTCA BbIABAETCA NPU HANNYUK:

1) apTpuTa ¥ TUNMMYHOI NCOPUATUYECKOMN ChINK;

2) apTpuTa U He MeHee Tpex U3 Cedyolmx Mabix NPU3HAKOB:
® Y3MEHEeHWit HorTelt (CUHAPOM «HANepCTKa, OHUXONU3UC);
® fcopuasa y POACTBEHHWKOB 1-W wuau 2-i cTeneHu

pOACTBA;
® copuazonofo6HOI cbinu;
® [aKTMAWTA.

BepoaTHeblii toBeHuAbHbIN [ICA onpepenseTca npu Hanuyuu
apTpuTa U XOTs Obl ABYX U3 MaNbIX NpU3HaKoB [6].

Lenb HacToAwero wuccnepoBaHUA: NpeACTaBUTL 0630p
NUTEepaTypHbIX AaHHbIX MO KNMHMKe u TeyeHuto [IcA y petent
1 CBEAEHMSA, MONYYEHHbIE MpU 06CNef0BaHUN NayueHToB ¢ McA
B YHUBEPCUTETCKOW [OeTCKOM KaMHuYecKoit 6onbHuue Mepsoro
MIMY um. .M. CeyeHosa (CeyeHoBcKoro YHUBEpcuTeTa).

MATEPUAJIbl U METO1bI
MoA Hawwm HabniofeHnem B PEBMATONOrMYECKOM OTAENeHUM
YHUBEPCUTETCKOW AETCKON KAMHWYeckoit GonbHuue [epBoro
MIMY um. N.M. CeyeHnoBa B nepuop ¢ 1989 no 2019 r. Haxoau-
nucek 83 naumenta l1cA B Bo3pacte ot 3 go 17 ner.
CratucTuyeckas obpaboTKa pes3ynbTaToB UCCNef0BaHMUS NpPo-
BOAMNACh C OMMCATENbHbIMW BeANYMHAMM (C MCMONb30BaHUEM
nporpamm MS Excel, Statistica 6.0): npu cooTBETCTBUM fAHHbIX
HOpPMaNbHOMY pPacnpefeneHnto 3HAYEHNS KONMYECTBEHHbIX NpU-
3HaKoB npepcTaBnanv B Buge M + 5, raoe M — cpefiHee 3HaueHue
KONMYECTBEHHOTO NMpU3HaKa, & — CpefHeKBajpaTUyHoOe OTKNO-
HeHue. KauecTBeHHble nepemeHHble MPeACTaBAANUCL B BuAe
yucna HabnoaeHUn 1 [oan oT 0OLWero Yncia naLueHToB.

PE3VNbTATbl U OBCYXAEHUE

IwuarHos onpegeneHHoro [lcA 6bin  BbiCTaBfieH, COMACHO
BaHkyBepoBckuM Kputepuam, 59 (71%) nayueHTam, BEpOATHOrO
McA — 24 (29%). NpakTuyeckn y Tpetn peteit — 26 (31,3%) —
HacnefCcTBEHHOCTb OTArOLEHa MO MCOpMasy y POACTBEHHUKOB
1-2-11 ctenenu poacTsa. Cpean yyacTHUKOB UCCNEA0BaHMUA Npe-
o6napanu naumeHTkn — 50 (60,2%), YTO COOTBETCTBYET NNUTEpa-
TYPHbIM [@HHbIM, COTIACHO KOTOPbIM JAHHOW NaTolornen yaile
CTpajaloT feBoukn [4].

3abonenu B Bo3pacTe 1o 6,5 rona 44 (53%) pebeHka, 4o pac-
XOAMUTCA C AaHHbIMU nuTepatypsl 0 AebtoTe McA B nyGepTaTHbIN
nepuog [2]. CpepHuit Bo3pacT Hayana 3aboneBaHUs COCTaBUN
6,2 + 0,5 rofa (MMHUMaNbHBIA — 4 MecsALa, MaKCUMabHbIH —
15 net); cpepHas anutenbHocTb — 7,2 + 0,3 rofa.

Cuuntaercs, uto y 60abHbIX [TCA OTCYTCTBYET YETKAS XPOHONO-
rMyecKas 3aBUCUMOCTb MEXAY NOPaXKeHMEM KOXM U CyCTaBOB.
MpumepHo y 75% NauMeHTOB NOpaXeHWe KOXW npeplecTByer
pa3suTuio aptpuTta, y 10-15% OHU BO3HMKAIOT OAHOBPEMEHHO,
ofiHako eue B 10-15% cnyyaeB apTpuT pa3BMBAETCA paHblue
ncopuasa [4, 6].

Y 50% 60nbHbIX feTeil apTpUT NpeALecTBYeT MOsABAEHUIO
ncopuasa. OfHaKo Aaxe npu Hanuuuu y peGeHKa CUMNTOMOB
ncopuasa Bpayu Mx Hepepko nponyckaioT. B cuny 3toro toBe-
HUNbHbLIN TcA yacTo pacueHuBaetcsa kak HOUA, Tem 6onee 4yto
B OOJIbWIMHCTBE Cy4yaeB 3abo0/eBaHME HAYUHAETCA C MOHO-,
onuroapTputa cyctaBoB kucteid. Y 40-80% peteit npouecc
MOCTENEHHO PacnpoCTpPaHAeTCs Ha [pyrue cycTaBbl, XOTA U B
3TOM CJly4ae OH MOXET HOCUTb aCUMMeTPUYHbIN XapakTep [4, 6].

Mo Hawwum gaHHbIM, y 24 (29%) 6onbHbIX 3aboneBaHue Hava-
J10Cb C NOPaXKeHUA KoXu (NopajxeHne CycTaBoB Y HUX Pa3BUNOChH
B cpefiHeM yepes 2,4 + 0,3 ropa), ay 59 (71%) B aebtote Habo-
[Lancs CycTaBHOW CUHLPOM (MOpaKeHu e KOXM NpUCoesuHUNOCH B
cpefHeM yepes 4,5 + 0,8 roaa), npuyem B 06eunx rpynnax Habwo-
Janucb ABe MaLMEHTKM, OfHA M3 KOTOpbIX CTpajana apTpuToM
6€3 KOXHbIX U3MEHEHUI (Ncopuas NpUCOenHUNCS Yepes 7 NieT),
a apyras — ncopuasom 6e3 apTpuTa B TeYeHue 7 neT.

Hanbonee yacto y mauueHTOB W3 Tpynnbl C OnpefeneH-
HbIM NCOPMA3OM OTMevancs bnsaweyHblit ncopuas (puc. 2),

Puc. 2. badmreunsnii (ByAbrapHbIil) IIcopras
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OH BbifABNEH y 45 peteit (76,3%) u3 59, KanneBUAHbIA ncopu-
a3 6bin1y 8 (13,5%), U30AMPOBaHHLIA Ncopuas Horred — vy 3
(5,1%), ncopuas nagoHeit u cton —y 3 (5,1%). Ncopuas Bono-
CUCTOI YacTu ronosbl uMen mecto y 23 (39%) y4yacTHUKOB.
Y 8 (13,5%) nauneHTOB KOXHbIi CUHAPOM XapakTepu3oBancs
He3HauYnTeNbHOW MHGBUNLTPALMEN U CKYLHBIM LWeNYLWeHUeM.

Y 18 (21,7%) peTeit u3 83 HabnAanock coyeTaHne nopaxe-
HUA KOXW C MOPaXeHWeM HOrTeBbix naacTuH. Ncopuatnyeckas
OHuxopmucTpodua BeisBneHa y 19 (23%) yenosek (npepacras-
JIEHa OHWXONM3MCOM, KMACNAHbIM MATHOM» B 061aCTW najb-
ues kucteit n cton), y 15 (18,1%) 60nbHbEIX GbIN CUMMTOM
«HanepcTKa».

McA MOXeT HauuHaTbCA MOCTENEeHHO, MCmopBoab (nepsble
CMMNTOMbI: MOBbIWEHHAA YTOMAAEMOCTb, MUANrUK, apTpanruu,
3HTe30nartuu, noteps Maccol Tena). Mpubau3uTeNnbHO y Tpetw
peteit B aebioTe 3a6oneBaHNs 0TMeYaloTcs NpUcTynoo6pasHas
pe3skas 60N€3HEHHOCTb, OTEK U CKOBAHHOCTb B CYCTaBax, Bbipa-
)KEHHas B YTPEHHUeE Yachl [4, 6].

Y nopasnstouero 6onbwnHctea (80%) 6onbHbix MNcA vale
NPOABNAETCA apPTPUTOM [UCTaNbHbIX, MPOKCUMANbHBIX MEeX-
(hanaHroBbix CycTaBOB MafbLeB PyK, KONEHHbIX CYCTaBOB,
pexe — NACTHO- U NalCHehanaHroBblX, a TakKe Nne4eBbIX
cycTaBoB [4, 6].

Mo HawuM paHHbIM, B ebioTe 3aboneBaHus y 57 (68,7%)
[eTeil MMen MecTo ONMroapTUKYNAPHbIA, UHOTAA acMMMETpUY-
HbIli CYCTaBHOI CMHAPOM, NPUYEM NPOLECC HAYMHANCS C nopa-
YKEHWS rONeHOCTOMHbIX, KOJIEHHBIX, MPOKCUMaNbHbIX MexdanaH-
rOBbIX KWCTel M Ta306eapeHHbIX cycTaBos, y 15 (18,1%) nayu-
€HTOB Obll CUMMMETPUYHBIA PEBMATOMAONOAOGHbIN BapuaHT
ny 11 (13,2%) — ncopuatuyecknit CNOHAUMT.

Kakwue e cyctasbl moryt nopaxarscs npu lcA? Cuntaetcs,
4TO Nt06bIE, BNIOTb 40 BUCOYHO-HUKHEYENIOCTHBIX, HO BCE e
Hanbonee 4acTo B MpOLECC BOBMEKAIOTCA KONEHHbE, rofe-
HOCTOMHbIe, MeJIKue cycTaBbl Kucten — 41%, 31,3%, 29% coot-
BETCTBEHHO (mabi.).

Tabamnma / Table l

YacroTa 11opa’keHuA CyCTaBOB
y A€TEM C IICOPUATHUECKHUM APTPUTOM
Incidence of joint involvement in children
with psoriatic arthritis

MopaxkeHHble cycTaBbl / Affected joints Konuyecteo
nerei /
Children, n (%)
OceBoe nopaxeHue ckeneta (LWenHbli, 6 (7,2)
rPYLHOW, NOACHUYHBIN OTAENbI
NO3BOHOYHMKA) / Axial skeleton involvement
(cervical, thoracic, lumbar spine)
BucoyHo-HMKHEeYentocTHoM cycTas / 1(1,2)
Temporomandibular joint
Mneyesble / Shoulder 6 (7,2)
JlokTeBble / Elbow 9 (10,8)
JlyuesansactHble / Radiocarpal 10 (12,1)
Menkue cycTaBbl kucTeit / Small hand joints | 24 (29,0)
TazobenpeHHsble / Hip 8 (9,6)
KoneHHble / Knee 34 (41,0)
lfoneHocTonHele / Talocrural 26 (31,3)
Menkue cyctasbl cTon / Small foot joints 15 (18,1)
JHTe3onaTtuu / Enthesopathy 4 (4,8)

Haunbonee pacnpoctpaHeHo penenue [cA Ha naTe knaccu-
yeckux dopm:

1) acMMMETPUYHbINA ONUroapTPUT;

2) apTpuT AUCTaNbHbIX MEX(anaHroBbix CycTaBoB;

3) CMMMETPUYHBI PeBMaTOMAONOA0GHbIN apTpuT;

4) MyTUANDYIOWNIA apTpUT;

5) ncopuaTtuyecknii CNOHAUANUT [4, 6].

Knaccudumkaums oueHb ycnosHa, opmbl  3abonesaHus
HecTabubHbI 1 MOTyT CO BpeMEeHEM nepexoanTb 0fgHa B Apyryto.

B 70% cnyyaeB [IcA nposBnserca acMMMETPUYHBIM MOHO-,
onuroaptputom. [na T[lcA CBONCTBEHHO TaKXe BOBJEYEHUe
B fie6toTe 601€3HM TaK Ha3bIBAEMbIX CYCTaBOB-UCKMIOYEHUN (MEX-
thanaHrosoro cycrasa I nanbLa U NPOKCUMANLHOTO MexdanaHro-
Boro — V nansua kuctu). OcoberHocTbio TcA sBnseTcs nopaxe-
HUMEe BCEX CYCTaBOB OfHOTO MajbLd — aKCUaNbHbIA, NN OCEBOIA,
aptpuT (puc. 3). Hepeako npu 3ToM HabNtoAaeTCs TEHAOBArUHUT
CyX0Xunuii crubareneit, u nanew, npuoGpeTaeT xapaKTepHblil cocu-
CKo06pasHblii BUA. Koxa Haj nmopaeHHbIMM CycTaBaMU MOXKET
npuobpeTaTh CUHIOWHYIO MU LIMAHOTUYHO-6arpoByto okpacky [6].

ApTPUT AMUCTanbHbIX MexdanaHroBblX CyCTaBOB — 3TO Hau-
6onee TMnuyHoe nposeneHue fcA, NO3TOMY OHO W BbifenseTcs
B ocobyto popmy (puc. 4). Ho Takoii nsonupoBaHHbIi npouecc
BCTpeyaeTca KpaitHe pefKo. B 0cHOBHOM OH coueTaeTcs ¢ nopa-
XeHuammu nepucepuyeckux cyctaBos. CunTtaeTcs, 4to npu 3101
topme 3ab0neBaHMA NOPAKAIOTCA HOTTEBbIE MNACTUHBI.

Y 5% nauueHToB ¢ McA HabnofaeTcs CUMMETPUYHOE peB-
MaTouaonofobHoe nopaxeHue NACTHO-(haNaHroBbIX U MpPOK-
CUManbHbIX MexdanaHroBblx CycTaBoB KucTeil. B pebiote

Puc. 3. Ocesoii aprpnt. Cocuckoodbpasnas
AeOPMAITHA BTOPOTO ITAABIIA CTOIIBI
Fig. 3. Axial arthritis. Sausage-shaped deformation

of second toe

4

Puc. 4. Aprpur AHCTAABHBEIX MEK(AAAHTOBBIX
cycraBos. [ Icopmarmdaeckoe rmopaxeHue

HOTTEBBIX HAACTHUH

Fig. 4. Distal digital joints arthritis. Psoriasic involvement

of nail beds
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3aboneBaHus, KOTfa elye OTCYTCTBYET KOXHbI CUHAPOM, 3TOT
BapWaHT Nerko nepenytatb C CEPOHEraTMBHbIM MONMAPTUKY-
nsapHeiM BapuaHtom HONA [4, 6].

MyTunupylownii  (o6e3obpaxuBatolymnin) apTpuT sBAseTcs
cBoeobpa3sHoit hopmoii McA 1 NposiBAAeTCs TAXENbIM AeCTPYK-
TUBHBIM apTPUTOM AWUCTabHbIX OTAENOB KOHEYHOCTEN, Mpenmy-
WecTBEHHO nanbueB kucteir u cton (puc. 5). B pesynbrate
0CTe0/IM3a NasbLbl YKOPA4YMBAIOTCA, pa3BMBaeTCA UX XapaKTep-
Has pedopmauus [6].

Y 40% nauueHnToB ¢ lNcA nponcxoanT BOBNeYeHMe B NpoLecc
NO3BOHOYHMKA (MCOPUATUYECKUI CMOHAMAUT), MpUYEM yalye
coyeTalolieecs C apTpUTOM nepudepuyeckux cyctaBos. Ecnm xe
3TOT BapuaHT NpoTeKaeT M30NMPOBaHHO, TO MO CBOEN TAXKECTU
OH MOJeT CPaBHUTLCA C OBEHUbHbIM CMOHAUNOAPTPUTOM.

B pasrap 3abonesaHus (4epe3 5 net oT Hayana Habnoge-
HuA) y 34 (41%) 13 83 nauMeHToB AMArHOCTUPOBAJICA CUMMET-
PUYHBII peBMaTOMAONOA00HBIH apTpuT, y 20 (24,1%) — acum-
MeTPUYHbI onuroaptput, y 20 (24,1%) — cnoHpunoapTput
C nopaxeHuem nepudepuyeckux cyctaBoB (rOJEHOCTOMHBIX,
KoNeHHbIX, MexdanaHrosbix), y 9 (10,8%) — mytunupyio-
WKit apTpuT.

3AKNKOYEHUE

MoABOAA MTOr, Mbl MOXEM CKa3aTb, YTO KIMHMYECKAA KapTUHA
MCOPUATMYECKOro apTpuTa OKasanacb KpaiHe BapuabenbHoM.
Cpean Hawux GoMbHLIX MpeBanMpoBanu f[eBOYku. Y obcne-
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Puc. 5. Myruaupyrormuii aprput

[OBaHHbIX JeTeil OTCYTCTBOBaN BTOPOM MUK 3ab0NneBaeMocTy,
YTO OT/INYAETCA OT lAHHbIX APYTHX AaBTOPOB.
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KauecTtBo »ku3Hu peteit c 6one3nbio KpoHa
KaK NOTEeHLUUaNbHbIN KPUTEPUA MOHUTOPUHIA
aKTUBHOCTM 3a60neBaHuUA

A.P. Taruposa, U.B. CnunHasa, 0.A. CaBsateeBa, E.B. bopucosa

@rA0Y BO «llepsbili Mockosckuli 2ocydapcmseHHbilt meduyuHckul yHugepcumem umeHu U.M. Ceverosa» MuHucmepcmsa 30pasooxpaHeHus
Poccutickoti ®edepayuu (CeveHosckuli YHusepcumem); Poccus, e. Mocksa

PE3IOME

Llenb uccnepoBaHuA: aHanus AuHaMmnku nokasareneii aktusHoctn 6onesnn Kpora (BK) u kauyectsa sxusnu (KXK) peteit 8-17 ner.

[lM3aiH: OTKPBITOE MPOCNEKTUBHOE HEPaHAOMU3UPOBAHHOE CPABHUTENbHOE UCCNE0BAHME.

Marepuanbi u meToabl. BoinonHeHa oueHka KX y 37 npaktuyecku 30poBbix feTeit u 28 peteit ¢ BK (17 manbynkos u 11 feBoyek). AKTUBHOCTb
3abonesanus (uHgekc Pediatric Crohn’s Disease Activity Index, PCDAI) onpegensnu no onpocHuky PedsQL 4.0 Generic Core Scales, koTo-
pbIil BKIKOYAET OLEHKY COCTOAHUSA 3[0POBbA W aKTUBHOCTM, HACTPOEHUSA LETEl, CNOXHOCTEN B 00OLEHUM, OCOGEHHOCTEN 00YYeHUs B LWKONE.
Hab6niogeHne npoBoannu B TeyeHne 18 mecsues, uccnedyemble nokasareny oLeHUBanu B Hayane HabnogeHus (Npu nepsom obcnenosaHum),
yepes 6, 12 1 18 mecaues. KX oueHnBanu Kak camu fieTw, TaK U UX POSMUTENM, NOKA3aTen ObiiN OLEeHEHb B AMHAMUKE U CONOCTAB/EHbI C aKTUB-
HOCTbIO, IUTENILHOCTbIO 3360/1€BAHNA, @ TAKXKE C HAZIMYMEM BHEKULIEYHbIX MPOABAEHMIA 60Ne3HN.

Pesynbratbl. Y geteit ¢ BK 8-17 net oTMevaeTcs CHKeHUE nokasarteseit 60bWMHCTBA WKan onpocHuKka PedsQL 4.0. BbisiBneHHble caBUru
HabnogatTcs u npu ouerke KX getemu,  no pesynbtatam onpoca ux poputeneil. JledeHue 3TUX NALMEHTOB CONPOBOXKAAETCA MONOKUTENb-
HOW anHamukoit KX, n faHHble M3MeHeHNA NPOMCXOAAT NapanneNbHo CO CHUXEHNeM HAeKCa akTuBHOCTM bK, 4To no3sonseT npeanonoxuts
BO3MOXHOCTb UCMOJb30BaHWs napameTpos KX gns nporHosa teyeHus 6onesHu u apdeKTMBHOCTM NPOBOAUMOrO NeYeHUs y JAHHOTO KOHTUH-
reHTa 60NbHbIX.

3HaueHus unpekca PCDAI y obcneayembix geteit uMenu o6patHble CTAaTUCTUYECKU 3HAYMMbIE KOPPENALMM YMEPEHHOW CUAbl C mapameTpamu
wkan «Pusnyeckasn akTuHocTby (r = -0,412), «HactpoeHue» (r = -0,364), «[cuxocoumnansHoe dyHKUMoHUpoBaHuey (r = -0,306) u «KusHo
B Wwkone» (r=-0,344) 1 c 06wmm nokasatenem onpocHuka PedsQL 4.0 (r = —0,406). [inutenbHoOCTb 3a60NEBAHNA CTATUCTUYECKM 3HAYUMO OTPU-
LaTeNbHO CBA3aHa C nokasatenamu wkan «Pusnyeckas akTmBHOCTb» (r = —0,386), «HactpoeHuey (r = —0,423), «[cuxocoumnansHoe hyHKLMO-
HupoBaHuey» (r = —0.345), c UHTerpanbHbIM Nokasatenem onpocHuka PedsQL 4.0 (r = —0,397), a HannuMe BHEKUILIEYHBIX NPOABIEHNIT 3abone-
BaHWA YMEPEHHO OTPULLATENIbHO KOPPENMPOBANO CO 3HaYeHNAMY WKan «Pusnyeckas akTUBHOCTbY (r = —0,342), «u3Hb B wkonex» (r = -0,431)
u 0bwum nokasarenem (r = -0,372).

3akntoueHue. 06s3areNbHbIM KOMMNOHEHTOM 06CNe[0BaHUA U BEAEHUS [eTell C BOCMANUTENbHbIMU 3a607€BaHUAMN KULWEYHUKA JOMKEH CTaTb
MOHUTOPUHT ypoBHs KK, CBA3aHHOrO CO 30POBbEM, MOCKONbKY ANs 3TOM Kateropun GOMbHbLIX XapaKTePHO 3HAUYUTENILHOE €ro CHUXEHUE OTHO-
CUTEeNbHO COOTBETCTBYIOWMX NOKa3aTenei y 30pOBbIX CBEPCTHUKOB.

Knioyessie cnosa: BocnanutensHble 3abonesaHus KuweyHuka, 6onesHbs KpoHa, KayecTBo XM3HW, aKTUBHOCTb 3ab0NeBaHus, BHEKMLWEYHbIE
nposiBREHUS.
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ABSTRACT

Study Objective: To analyse the activity dynamics of Crohn’s disease (CD) and the quality of life (QoL) of children aged 8-17 years.

Study Design: Open prospective non-randomized comparative study.

Materials and Methods. The quality of life was assessed in 37 healthy children and 28 children with Crohn's disease (17 boys and 11 girls).
Disease activity (Paediatric Crohn’s Disease Activity Index, PCDAI) was determined using PedsQL 4.0 Generic Core Scales questionnaire which
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comprises assessment of health and activity, child’s attitude, problems with interpersonal relations, and progress at school. Observation
spanned over 18 months; tests parameters were assessed at the beginning (first visit), after 6, 12 and 18 months. QoL was assessed by both
children and their parents, the indicators were assessed over time and compared with the levels of activity, the duration of the disease, and
the presence of extraintestinal manifestations of the disease.

Study Results. Children with CD aged 8-17 years demonstrated a decrease in the majority of PedsQL 4.0 parameters. The shifts are observed
both when QoL is assessed by children and their parents. The therapy in these patients is accompanied by positive QoL dynamics; these
changes occur in parallel with a decrease in the values of the CD activity index, suggesting the possibility of using the QoL parameters to
predict the course of the disease and the effectiveness of the treatment in this population.

PCDAI values in subjects demonstrated moderate statistically significant negative correlations with “Physical activity” (r = -0.412),
“Attitude” (r=-0.364), “Psychosocial functioning” (r=-0.306) and “School life” (r = -0.344) and the overall PedsQL 4.0 values (r=-0.406).
The duration of the disease has statistically significant negative correlation with “Physical activity” (r = -0.386), “Attitude” (r = -0.423),
“Psychosocial functioning” (r = —0.345), and the integral PedsQL 4.0 value (r = -0.397); the presence of extraintestinal manifestations
demonstrated moderate negative correlation with “Physical activity” (r = -0.342), “School life” (r = =0.431) and overall value (r = -0.372).
Conclusion. Monitoring of the health-related quality of life should become a mandatory component of the examination and management
of children with inflammatory bowel diseases, since this category of patients is characterized by a significant decrease relative to

the corresponding indicators in healthy peers.

Keywords: inflammatory bowel disorder, Crohn’s disease, quality of life, disease activity, extraintestinal manifestations.
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BBEAEHUE

BocnanutensHble 3abonesaHus kuweyHuka (B3K) — rpynna
XpoHuyeckux 3abonesanuit (6onesHb KpoHa (BK) u si3BeHHbiil
KOJUT), XapaKTepu3yloWnxcs BoCnaneHuem CiausnucToil o6o-
noykn XKKT, koTopoe nposiBisercs nepuogamu 06OCTPeHUs
u pemuccuu [1, 2]. PacnpocTpaHeHHocTb 1 3a6onesaemocTs B3K
BO BCEM MUpe pacTeT, B NOCNeAHNE rofibl €e ypOBEHb COCTaBNA-
€T 0T 4 o 11 cnyyaes Ha 100 000 HaceneHus [3]. B Bo3pacTe
po 20 net npubnusntensHo y 25-30% nauueHToB BbIABASETCSA
BK, y 20-25% — a3BeHHbI konuT [2, 3].

bonee yemy 75% peteit ¢ BK oTmevatoTca HapylweHus pocTa
1 HeLOCTATOK Maccel Tena [4, 5]. MpuynHamm 3Tux HapyLweHui
ABNATCA aHOpeKCUs, Manbabcopbums, BocnaneHue B Kuuey-
HUKe, a TaKXe MNpPOBOAMMOE MeAWKAMEHTO3HOe JfleyeHue.
Habnoaaetcs cHuxeHue dbusndyeckon akTuBHocTu fgeteit ¢ bK,
KOTOpOe, KaK No/iaraioT, CBA3aHO B 3Ha4YMTENbHOI Mepe C YMeHb-
WeHMeM MblleyHoi Macchl [6].

Ha cerofHAWHNUIA fAeHb BbINOAHEH PAL UCCN@A0BAHMUN, MOCBA-
WeHHbIX oueHKe kavectBa xu3Huu (KXK) nauwentoB ¢ B3K,
M COMMAcHO UX pe3ynbrartaM, y 60blMHCTBA 60NbHBIX NOKa3aTe-
nn KX 3HauMMo CHMXKeHbl N0 CPABHEHMIO C COOTBETCTBYIOWMUMM
XapaKTepucTuKamu B obueit nonynauuu [2, 4, 7, 8].

MokaszaHo, 4To Ans Aeteit n noapocTkoB ¢ B3K, B Tom uncne
¢ bK, xapakTepHbl HapylweHuMa B3aWMOOTHOLWeEHMIA B ceMbe [9],
OrpaHUYeHHOe yyacTue B OOLECTBEHHON [eATeNbHOCTY, pac-
CTPOIACTBA IMOLMOHANBHOTO CNEKTPa, Npobiembl B yyebe, bonee
yacTble NPoOnycku 3aHaTwii [8, 9]. Vimelotcs coobuieHns o 6onee
BbICOKOI# 4acTOTe NCUMXMYECKUX PAaCCTPONCTB, 0COGEHHO TPEBOXK-
HOCTW U fenpeccuy, y petei, ctpagaowmx B3K, no cpaBHeHuio
C TaKOBOW Cpefy 340poBbIX feTeit [10], y 3Toit KaTeropuu naum-
€HTOB CHUXEHa CaMOOLieHKa, OTMEeYaloTCA CNOXHOCTU COLMab-
HOrO B3aMMOJeNCTBNA C fpyrumu getbmu [11].

B kauectBe opHOro M3 HauGonee yaobHbIX W HAfEKHbIX
MHCTpymMeHTOB oleHkn KX peTeir, cTpapatowmx pasnnyHbiMu
3aboneBaHMAMY, B HACTOsALLEE BPEMs paccMaTpyUBaeTCs onpoc-
Huk PedsQL 4.0 Generic Core Scales, nepeBog, KOTOpOro Ha pyc-
CKWiA A3bIK NPU3HaH BanugHbiM [12]. OpHaKo cnepyeT OTMETUTS,
yTo coobueHns o6 oueHke KX B neguatpuyeckoit nonynsuuu
6onbHbIX BK, B TOM Yncne ¢ npumeHeHMeM JaHHOTO ONPOCHMUKA,
B AOCTYMHOW NuTepaTtype efauHWYHbl. HefoCTaToOYHO M3yyeHbl
B3aMMOCBA3M HapyLeHuit KX y Taknx 60/bHbIX C KNIMHUYECKUMU
NpOsBNEHUAMU U YPOBHEM aKTUBHOCTM 3ab0NeBaHuA.

Llenb wuccnepoBaHua: aHanu3 [MHAMWKM nokasatenei
aktusHoct BK u KXK'y peteit 8-17 nert.

MATEPUAJIbI U METO[bl

B 2017-2020 rr. Ha 6a3e YHMBEPCUTETCKOMN AETCKOW KAMHMYEC-
Kol GonbHULbI U Kadenpbl feTckux GonesHeir KnuHuyeckoro
MHCTUTYTA fieTckoro 3n0poBbs ®TAQY BO «[epsbiit MTMY nmeHn
N.M. CeyeHnoBa» M3 PO (CeueHoBCKMit YHMBEPCUTET) NpoBefe-
HO OTKpbITOE MPOCNEKTUBHOE HepaHJOMWU3MPOBAHHOE CPaBHU-
TenbHOe uccnegoBaHue: BoinosHeHa oueHka KX y 37 npaktu-
Yecku 3[0poBbix feTeil (rpynna 1, KOHTponbHasA) u 28 peteii
¢ BK (17 manbuukoB u 11 peBoyek), KOTOpble COCTaBUIU
rpynny 2. CpegHuit BO3pacT feTeil, BKNKOYEHHbIX B UCCNEf0Ba-
Hue, — 12,5 + 4,2 ropa (ot 8 po 17 ner).

IvarHo3 y peteit ¢ bK 6bin noctaBneH Ha 0CHOBAHUM KOMM-
JIEKCHOTO 06CnefjoBaHus, BKKOYAIOWEro KAMHUKO-nabopatop-
Hble AaHHble W pe3ynbTaThl IHJOCKOMUYECKOTO 06CnefoBaHuUs
Ha OCHOBaHWUM peKoMeHAaUuMN MO AMArHOCTUKE W JIeYEHWIO
BK y peteit (2016) [13].

Mpn 3TOM B uccnefoBaHue He BKAKOYANU [ieTel, Y KOTOPbIX
Oblna [OCTUTHYTA CTOMKAs PEeMUCCUS OCHOBHOTO 3aboseBa-
HWA Ha MOMEHT Hayana WCCNeAoBaHWA, a TaKKe Npu Hanmyum
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COMYTCTBYIOLWMX 3a00NeBaHUI, KOTOPbIE MOMIW Obl MOBAUATL Ha
TeYeHWe 0CHOBHOTO 3a60J1eBaH U, UCKA3UTb KITMHUYECKYIO KapTu-
HY 1 pe3ynbTaTbl 1ab0paToOPHO-UHCTPYMEHTANBHON LUATHOCTUKU.

AxtusHocTb BK oueHMBanu ¢ npuMeHeHWEM KAUHWUKO-1abo-
patopHoro uHpekca Pediatric Crohn’s Disease Activity Index
(PCDAI) [13].

CpepHss pnutenbHocTh 3aboneBanus y geteit ¢ bK coctaBu-
na 5,7 (2,9; 85) rofa. B npouecce HabnoaeHUs ocyLwecTBASN
CpaBHUTeNbHYl0 oleHKy nokasatenen KX perteir ¢ nomouibto
onpocHuka PedsQL 4.0 Generic Core Scales pna Bo3pacTHoii
rpynnel 8-17 neT, WKanbl KOTOPOro NpeaycMaTtpmMBaloT BO3MOX-
HOCTb oLeHUTb ypoBeHb KX pebeHka mo ciepylowmm coctas-
NAWKM: hU3NYecKas aKTUBHOCTb, HACTPOEHUE, TCUXOCOLMANb-
Hoe hyHKLMOHUPOBaHMe, 00LLeHMe, XU3Hb B WKone. [aumeHTam
npefnaranoch OLUEHUTb CUTyaLum, B KOTOPbIX OHU UCMbITbIBANM
TPYAHOCTM B Te4eHMe nocnefHero mecsua. Mpu atom KX oueHu-
BaJIM CAaMOCTOATENbHO KaK AeTH, TaK U pofuTenu.

MapameTpbl KX Obinn onpefeneHsl B AMHaMUKe U CONOCTaB-
JIEHbl C AKTUBHOCTbIO, AJIMTENbHOCTbIO 3ab0NeBaHUs, a TaKke
HaNMYMeM BHEKULEYHbIX NPOSIBJIEHN OONe3HH.

Jleyenne Bcex peteit ¢ BK npoBoaunnn B cOOTBETCTBUM C KNK-
HUYeCcKUMK pekomeHpaumamu [13]. Tepanus Gbina HanpasneHa
Ha MHAYKUMIO pemuccuun, npodunakTuky peLuanBoB, Npepyn-
peXfeHne NporpeccUpoBaHnA U PasBUTUA OCNOXHEHWUNA, B TOM
yncne TpeByYLWMX XMPYPrUYECKOTrO BMELATENbCTBA.

C uenbio MHAYKLMM PEMUCCUM B KAyeCTBe MpenapatoB nep-
BO/ NIMHWUM B 3aBUCUMOCTM OT TAKECTU aTakW U HaNU4uA BHe-
KMWeYHbIX NPOABAEHNI Ha3HaYanu CUCTEMHblE U/UAN Tonuyec-
kne TKC — npenapatbl npefHu3onoHa. [o3bl paccyuTbiBanm
Ha OCHOBAHMW Macchl Tena feTeil; OHW, KaK NpaBuio, COCTaB-
nsaan fo 40 Mr/cyT ¢ nocteneHHbIM CHUXeHUeM no 10 mr/Hep
B BUJE MOHOTEPAnuu 1Mbo B KOMBUHALMYU C UMMYHOCYNPECCUB-
HbIMW NIEKAPCTBEHHbIMU CPEACTBAMU — a3aTUONPUHOM B [03€
2-2,5 Mr/Kr/cyT, 6-mepKanTonypuHoM B go3e 1,5 mr/kr/cyT unu
MeToTpeKkcaToM B fo3e ao 15 mr/m?/Hep [13].

Mpn HeathheKTMBHOCTM MAM NIOXOW NepeHOCUMMOCTU Tepa-
MU NepBOi JIMHUKM K NEYEHUIO MO MOKa3aHUAM [06aBaAnu
MMMYHOCYNPECCOPHbIE /MUK TEHHO-UHXEHEPHble Guonoruyec-
Kue npenaparbl (MHGAMKCKUMA6 1 aganumymab). losy npenapa-
Ta ONpeAensam Ha 0CHOBaHUM Macchl Tena pebeHka.

HabniopeHue 3a nayueHTamu, BKNOYEHHBIMW B UCCNEAOBaA-
HUe, NPOBOAMAMN B TeyeHWe 18 mecAueB, uccnepyemble nokasa-
TENW OLEHWBaNM B Havyane HabnofeHns (npu nepsom obcneo-
BaHuu), Yepes 6, 12 n 18 mecsLes.

AHanus pe3ynsTaToB WUCCNE[OBAHMA BbIMOJHEH C MOMOLbIO
NakeToB MNporpaMMmHoro obecneyenus Statsoft Statistica 10
1 Microsoft Excel 2016. Bbi6op 0CHOBHbIX XapaKTEPUCTUK U CTa-
TUCTUYECKUX KPUTEPUEB NPU UX CPAaBHEHWU OCYLLECTBASANMN NOCe
M3y4YeHWA pacnpepeneHns npu3Haka u ero CpaBHEHUA ¢ pacnpe-
penennem laycca no kputeputo Konmoroposa — CmupHoOBa.
MockonbKy BbIABNEHHOE pacnpefeneHue NpU3HaKOB OTIMYANOCh
OT HOPMaNbHOro, AN1s fanbHeilel paboTbl C NONYYEHHBIMU AaH-
HbIMW UCMONb30BAJW HenapameTpuyeckue MeTofpl.

KonuyecTeeHHble naHHble onucadbl B Buge Me (Q,; Q,.),
rae Me — meauana; Q,, n Q,; — HWKHWA 1 BEPXHUI KBAPTUN.
KauecTBeHHble napaMeTpbl NpefCcTaBieHbl B BUAE YACTOT BCTpe-
4aeMOCTU NPU3HAKOB B MPOLEHTAX OT 0OLLEro YnMcia nalueH-
TOB. 3HaYeHUsA KOMMYECTBEHHbIX NOKa3aTeneii B rpynnax 60/b-
HbIX (HecBf3aHHble BbIGOPKM) CPaBHMBANW C UCMOJb30BAHUEM
Kputepus MaHHa — YuTHM.

Mouck B3ammocssa3zen xapaktepuctuk KX c nokasatensmu
aKTMBHOCTW 3a60J1€BaHMA NPOBOAMIN C MOMOLLbIO KOPPENSALUOH-
HOTO aHanu3a ¢ pacyetom Ko3thbuumeHTa koppenauuu CnupmeHa.

Pasnuuua cuyutanucb CTaTUCTUYECKW 3HAYUMbIMU MpPU He-
LOCTUKEHWUM P NOPOrOBOr0 3HAYEHWUS YPOBHA CTATUCTUYECKOIA
3HAYUMOCTW HyneBoii runoTessl (anbda), pasHoro 0,05.

PE3V/IbTATbI

AHann3 OCHOBHbIX KNMHUYECKUX MPOABIEHUI 3aboneBaHUs
y peteit ¢ BK nokasan, 4to HaubGonee YacTbiMM CUMNTOMAMM
OblAn 601b B XKMUBOTE M GONE3HEHHOCTb NPU NafnbNaLUK KUBO-
Ta. Y HEKOTOpbIX feTeil HabAlAanUCh BHEKMWEYHbIE NpPOsiB-
NeHns 3abonesaHus: otmeveHo 2 (7,1%) cnyyas nepBUYHOrO
CKnepo3upylowero xonaHruta, y 7 (25,0%) 60onbHbIX — nopa-
XEHUA CyCTaBoB.

N3yyeHne akTMBHOCTM 3a60neBaHus y naumerToB ¢ bK cau-
LeTeNbCTBOBAJIO O TOM, YTO [10 HaYana UCCNefoBaHUA BEIMYMHA
uHgekca PCDAI coctasuna 38,8 (34,7; 41,7) 6anna. B npouec-
ce HabnofeHUs 0TMEYaNoCh KIMHUYECKU 3HAYMMOE CHUKEHNUE
aktusHocTn bK: yepe3 6 mec — po 22,5 (18,6; 25,8) 6anna.
Mpu 3TOM 3HaYeHWe AaHHOTO NoKasatens OblI0 CTaTUCTUYECKU
3HaunMo (p = 0,043) HUXKE UCXO[HOTO YPOBHS.

Cnycta rog nocne Hayana HabntogeHus uxaekc PCDAI cHu-
3uncs po 14,9 (12,9; 18,3) 6anna, a uyepes 18 mec — fo 11,2
(9,3; 15,9) 6anna, 4To0 OLINO CTATUCTUYECKM 3HAYUMO MeHblUe
3HaueHWs A0 Hayana HabniofieHns, a TaKxKe NokasaTtens yepes
6 mec (p=0,018 u p = 0,004 COOTBETCTBEHHO).

Pe3ynbraThl McxoaHbIX oueHok ypoBHsa KXK geteit (npu nep-
BUYHOM 0OCNefoBaHuM) npusegeHsl B mabauye 1. OTMedYeHo
cyuectBeHHoe cHuxkeHne (p < 0,05) nokasateneit KX
peteit ¢ bK no Bcem wkanam onpocHuka PedsQL 4.0 Generic
Core Scales npu oueHke Kak AeTbMU, TaK U WX POAUTENAMU.
3HauyeHNs BCeX WKaN y NaLMEHTOB BblU CTAaTUCTUYECKM 3HAYM-
Mo Huxe (p < 0,05) TakoBbIX B KOHTPOJLHOI rpynne. Mpu 3Tom
OLieHKH, flaHHble POAUTENsMU, ObIM HECKONBKO HUXE OLEHOK
CaMux [ieTell, HO CTaTUCTUYECKW 3HAUYMMble Pa3nuus Mexay
3TUMMW 3HaYeHUAMU OTCYTCTBOBANU.

N3yyeHne amHamukm nokasatenein KX petei, BKIOUYEHHbIX
B WCCNefoBaHWe, CBUAETENbCTBOBANO O MNOCTENEHHOM MOBbI-
weHun napametpos PedsQL 4.0 Generic Core Scales u no oueH-
kam 6onbHbIX BK, u cornacHo pesynbtatam onpoca ux popu-
Teneii. lpu 3TOM nepBbIM pearMpoBan MokasaTenb LWKanbl
«HacTtpoeHue».

Mpu oueHKe AeTbMM 3Ha4YeHWe obLero nokasatens onpoc-
HUKa Yyepe3 6 Mec OT Hayana HabJIAEHUS HECKONbKO yBenu-
YMN0Cb, XOTA B 3TOT CPOK CTAaTUCTUYECKM 3HAYUMblE OTINYUA
OT WCXOLHOFO YPOBHA He OTMeuyeHbl. Yepe3 12 mec 3HayeHue
paHHoro napametpa KX coctaBuno 69,1 (62,0; 70,2) 6anna,
cnycta 18 mec oHo Bo3pocno ao 70,8 (62,4; 81,5) 6anna, oba
3HAYeHMA CTaTUCTUYECKM 3HAYMMO NPEBbIWANN UCXOAHbINA NOKa-
3arens (cootBeTcTBEHHO p = 0,016 1 p = 0,011).

AHanus oueHok KX peteit ¢ BK, koTopble Gblnn faHbl UX
POAMTENAMM, TaKXKe MoKasan mnocTeneHHoe BoO3pacTaHue
obuiero nokasarens OonNpoCHUKA, Npu 3TOM 3HaYeHUEe [aHHOrOo
napameTpa CTaTUCTUYeCcKM 3Hayumo (p = 0,020) ysenuyunocs
ot 60,8 (51,3; 74,8) (ucxopHo) mo 63,2 (56,3; 74,0) 6anna
yepes 6 Mec nocne Hayana Habnopenus. Cnycts rog senu-
YMHa napameTpa poctuma 69,1 (62,4; 78,4) 6anna, a 4Yepes
18 mec ocTaBanacb npakTUYecKM Ha TOM e yposHe — 70,3
(62,2; 81,4) 6anna (mabn. 2).

Mpu 3TOM NokasaTenu wkan onpocHuka «llcuxocounansbHoe
(YHKLUMOHUPOBaHMeY, «06LeHNe» U «KNU3Hb B LIKONE» HE OTIU-
Yanucb OT COOTBETCTBYIOWMX MAapaMeTPOB Y 3[0POBbLIX AeTeil,
B TO BPEMA KaK 3HauyeHWs wWkan «Pusmyeckas aKTUBHOCTbY,
«HactpoeHue» 1 06wWmit nokasatenb ONPOCHUKA BblIM CTaTUC-
TUYeCKM 3HaYMMo Huke (p < 0,05), YeM B KOHTPONLHON rpynne.
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Tabanma 1

ITokasarean onpocuuka PedsQL 4.0 Generic Core Scales manmenTos ¢ 6oae3upio Kpona (BK)
A0 Hauara HabAroAeHHA, 6asanl, Me (Q,; Q..)

Wkanbl PedsQL 4.0 Generic Core Scales /
PedsQL 4.0 Generic Core Scales

fpynna 1

(n=37)

(KoHTpONbHasA) /
Group 1 (Control)

fpynna 2 (petu c BK) /
Group 2 (Children with CD)
(n=28)

OueHKa poauTensamm
netent ¢ BK / Assessment
of children with CD by
parents (n = 28)

06uwuit nokasarenb / Overall value 83,5 (71,3; 94,2)

64,1 (56,7; 76,1)*

60,8 (51,3; 74,8)

McuxocoumanbHoe GYHKLUOHUPOBaHKE /
Psychosocial functioning

82,9 (72,6; 93,0)

67,3 (58,2; 80,9)*

57,5 (48,1; 69,4)

®usnyeckas akTUBHOCTb / Physical activity | 91,9 (78,5; 98,2)

66,7 (55,9; 81,4)*

60,7 (52,0; 74,9

HacTtpoeHue / Attitude 78,2 (65,4; 90,7)

06weHue / Interpersonal relations 88,5 (80,3; 95,9)

(
62,1 (51,0; 75,2)*
79,3 (69,2; 89,3)*

)
52,9 (41,3; 67,5)
71,2 (60,2; 84,9)

Yu3Hb B wkone / School life 76,9 (66,3; 87,6)

61,4 (50,8; 74,5)*

56,1 (43,7; 72,5)

* 3aech U B TaOAUILIE 2 OTAUYHUA OT IPYIIIIBI 1 (1\‘()11'11)0‘\bn()f1) CTATUCTUYECCKU 3HAYUMBI 11O KPUTEPUIO Mamna

Vurau (p < 0,05).

TabAnmna 2 l

IToxkazarean onpocuuka PedsQL 4.0 Generic Core Scales manmenTos ¢ 6oae3upro Kpona (BK)
uepes 18 mecanes nocae nauasa nabaroaenns, 6asanr, Me (Q,; Q..)

Wkanbi PedsQL 4.0 Generic Core Scales /
PedsQL 4.0 Generic Core Scales

lpynna 1

(n=37)

(KOHTpONbHaA) /
Group 1 (Control)

fpynna 2 (petu c BK) /
Group 2 (Children with CD)
(n=28)

OueHka poguTtensimm
petei ¢ BK/ Assessment
of children with CD by

parents
(n=28)

06wmit nokasatens / Overall value 83,5 (71,3; 94,2)

70,8 (62,4; 81,5)* 70,3 (62,2; 81,4)

MNcuxocoumanbHoe GyHKLMOHUPOBAHME /
Psychosocial functioning

82,9 (72,6; 93,0)

78,2 (65,1; 84,4) 74,0 (63,3; 78,4)

®u3nyeckas akTMBHOCTb / Physical activity | 91,9 (78,5; 98,2) 77,2 (62,7; 85,9)* 69,3 (60,3; 80,5)
HacTpoeHue / Attitude 78,2 (65,4; 90,7) 68,4 (60,2; 78,2)* 64,0 (58,4; 78,1)
06uweHue / Interpersonal relations 88,5 (80,3; 95,9) 87,2 (75,2; 96,5) 88,1 (72,8; 94,7)
Xu3Hb B wkone / School life 76,9 (66,3; 87,6) 70,7 (61,5; 82,8) 68,0 (58,5; 78,2)
lMouck B3ammocBsaseit nokasatenenn KX c xapaktepuctuka- | «®usnyeckas aktusHocTb» (r = —0,342), «Xu3Hb B WKONE»

MU KAMHUYEeCKON akTuBHoCTH BK ¢ nomouyslo KoppenauuoHHoro
aHanM3a nokasas, 4YTo 3HauyeHus uHpekca PCDAI y obcnepye-
MbIX [ieTell UMenu obpaTHble CTAaTUCTUYECKU 3HauMMble Koppe-
NAUMM YMEpPeHHOW cuibl C napameTpamu wkan «Pusmyeckas
aktuBHocTb» (r = -0,412), «Hactpoenue» (r = -0,364),
«McuxocoumansHoe hyHKLMOHMpoBaHMey (r=-0,306) n «Kn3Hb
B WKoney (r=-0,344) (ma6s. 3). B 10 e BpeMsA 3HaYMMbIX KOp-
pensumnit gns wkansl «06LWeHMe» ¢ ypoBHEM aKTUBHOCTU 3a60-
neBaHus He Obino. Mpu 3Tom BenuumHa uHaekca PCDAI Takxke
OTpULATENIbHO CTATUCTUYECKM 3HAYMMO aCCOLMMPOBaHa C 00LMUM
nokasartenem onpocHuka PedsQL 4.0 (r = -0,406).

YcTaHOBNEHO, 4TO ANUTENbHOCTH 3aboneBaHUs 3HAaYyMMo
OTpUUATeNbHO CBA3aHa C nokasatenamu wkan «®Pusnyeckas
akTuBHoCcTb» (r = -0,386), «Hactpoenue» (r = -0,423),
«McuxocoumanbHoe GyHKLMOHMPOBaHMe» (r = —0,345), a Takxe
MHTErpanbHbIM nokasarenem onpocHuka PedsQL 4.0 (r=-0,397).

Hanuune BHekuweyHbIX nNposBneHWit 3aboneBaHus yme-
PEHHO OTPULATENbHO KOPPENMPOBaNo CO 3HAYEHUAMU LIKaN

(r=-0,431) u 0bwum nokasartenem onpocHuka (r = -0,372).

OBCYXQEHUE
MposeneHHoe n3yyeHne yposHsa KX y naumeHToB, BKAOYEHHbIX
B MCCNefoBaHMe, NO3BOJMIO BbIABUTb CHUWXEHWE MOKa3aTeneil
pasnuyHbIX Wkan onpocHuka PedsQL 4.0 npu oueHKe Kak caMMmu
petomu ¢ BK, Tak u ux pogutensimu. PesynstaTel KOppensiLuoH-
HOrO aHanu3a NOATBEPAUIMU HaNUuue psfa CTaTUCTUYECKU 3Ha-
YNMBIX OTPULATENbHbIX B3aMMOCBA3EN YMEPEHHOI CUIbI MEXAY
KNMHUYECKUMU XapaKTepuCcTUKamu 3abonesaHus, C 0JHON CTOpO-
Hbl, U MOKa3aTensMu KayecTsa *u3Hu geteit ¢ BK — c pgpyroi.
3HayeHus papa wkan onpocHuka PedsQL 4.0 Generic Core Scales
3HauUMMO CBA3aHbl C MHAEKCOM akTuBHOCTU BK, a Takxke ¢ pau-
TENbHOCTbIO 6ONIE3HU U HAUYMEM BHEKMLIEYHBIX MPOSABNEHU.
Cnepnyetr OTMETUTb, YTO B HACTOsLLEE BPeMs MEXaHWU3MbI,
Nexalime B OCHOBe B3auMoCBs3el uaMeHeHuit KX y peteint
¢ B3K 1 napametpos akTMBHOCTU 3aboneBaHus, Ao HacTosLle-
ro BPeMeHu u3yyeHsbl HegocTaToyHo. Z. Ojeda, C. Cofré (2018)
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Tabawnma 3 l

B3aumocBA3k 110Ka3aTeA€H KaueCTBa JKU3HHU C AKTUBHOCTBIO, AAMTEABHOCTBIO 3A00A€BAHNA M HAAMYHEM
BHEKHIIICYHBIX POABACHUN Y MAUEHTOB ¢ 0oAe3HbI0 KpoHa
(x0adpPpunmenTs Koppeaanuu CrimpMeHa)

Wkans! PedsQL 4.0 Generic Core
Scales / PedsQL 4.0 Generic Core Scales

Pediatric Crohn’s
Disease Activity Index

AnutenbHOCTb Hannuue BHeKulLEYHbIX
3a6oseBaHunA / Duration | nposABseHMi 3a60neBaHmnA /
of disease Presence of extraintestinal

manifestations

McuxocoumnanbHoe QYHKLMOHUPOBaHKE /
Psychosocial functioning

-0,306 (p = 0,045)

-0,345 (p = 0,029) -0,288 (p = 0,082)

®usnyeckas aKTMBHOCTb / Physical
activity

-0,412 (p =0,011)

-0,386 (p < 0,001) ~0,342 (p = 0,021)

HacTpoeHue/ Attitude -0,364 (p =0,025)

-0,423 (p =0,009) -0,263 (p=0,132

06uweHue / Interpersonal relations -0,229 (p=0,018)

-0,205 (p = 0,176) -0,187 (p = 0,128

¥u3Hb B WwWkone / School life -0,344 (p =0,003)

-0,218 (p = 0,212)

06wnit nokasatens / Overall value

~0,406 (p < 0,001)

( )
( )
~0,431 (p = 0,005)
( )

-0,397 (p = 0,023) ~0,372 (p < 0,001

NPeANnOXWAN paccMaTpyMBaTb AKTUBHOCTb 3a00JeBaHUA Kak
taktop, ceasaHHbli ¢ KX. Mo mMHeHui aBTOpOB, NOHMMa-
HUe TOTo, Kakue naToreHeTUYECKUe U KIMHUYECKue daKTopbl
y 6onbHbIX B3K 3HauMmo cBszaHbl ¢ yposHem KX, nossoaut
060CHOBaTb HEOOXOAMMOCTb BbIMOAHEHUA TEX UK UHbIX Neved-
HbIX MeponpusTUil. ITO, B CBOK OYepefb, MOMOXET MOBLICUTHL
KX naHHOro KoHTUHreHTa 60AbHbIX [14].

PemMuTupylowmnit xapakTep 3a00NeBaHUsA U YaCTble ero peuu-
LMBbl y nepuatpuyeckux 6onbHbiX ¢ B3K okasbiBatoT 3Hauu-
TenbHoe Bo3peicTeue Ha KXK. Mouck accoumaumnin mexay Kiu-
HUYECKUMU MpPOSABNEHUAMU 3aboneBaHus U nokasarenamu KX
y [ieTeit noKasasn, YTo 3HayeHUs GOJbWIMHCTBA WKAN ONPOCHMKA
KOPPENUPYIOT C OCHOBHBIMU KIMHUYECKUMU XapaKTepPUCTUKAMU
TeyeHus bK. MonyyeHHble faHHble cornacytoTcs ¢ pesynbratamu
Apyrux astopoB. Tak, M. van der Have n coast. (2015) BbifiBU-
71 B3aMMOCBA3b MEX/Y BHEKWUWEYHbIMU NPOsBAEHUAMU 3a60-
JIEBaHWUA U 3IMOLMOHANBHBIM COCTOsIHMEM 6ONbHBIX. [oKa3aHo,
4TO AN1A NauMeHToB, AnuTenbHo cTpagatowux B3K, xapaktepeH
6onee HU3KMIT yposeHb KK [15].

B Hawem wnccnepoBaHMM YCTAHOBIEHO, YTO [JIUTENbHOCTb
3a60/1eBaHMA CTATUCTUYECKM 3HAYMMO OTPULATENbHO CBSA3a-
Ha B OO/blled CTeNeHW C nokasatensmu wkan «®Pusmyeckas
aKTUBHOCTb» U «HacTpoeHuey, a Takxe oOWMM NoKasatenem
onpocHuka. C 6onbwmnHcTBoM Wwkan PedsQL 4.0 Takxe cBA3aHbl
aKTUBHOCTb 3aboneBaHus (uHpekc PCDAI) u Hanuune BHeKu-
WeyHbIX nposBnexuii B3K.

MpoBeeHHOE HamMu WUCCnefoBaHWe MOKAa3ano, YTo OLEHKM
KX, naHHble pogutensmu obcnefyembix feTel, Obin1 HeCKOJIbKO
HUXE OLEHOK CaMUX fieTeld, HO CTaTUCTUYECKN 3HAYUMBIX Pa3fiu-
UMl MeXaY HUMKU He Obino. BaxHylo posib B yCNewHoM BeeHnm
peteii ¢ B3K oteoaaT poautensm M. Bramuzzo u coast. (2019).
Mo UxX MHeHW0, U3MEHEHUS MNCUXONOrMYecKoro Graronoayyus
poauTeneit MoryT noBauATb Ha ypoBeHb KX 3Tux naumeHTos.
ABTOpbI NPOAEMOHCTPMPOBANM, YTO BbIPAKEHHOCTb POAUTENb-
CKOro AMcTpecca MMena Haubonee CylECTBEHHYIO Koppens-
uuto ¢ yposHem KX (no Health-related quality of life) y peteis,
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Cunppom lBaxmaHa — [lanmoHpaa:
COBpeMeHHble reHeTU4YeCcKue acneKTbl 3a601eBaHUA
U3 rpynnbl puéocomonaTum

M.T. UnatoBa® 2

T @IA0Y BO «Poccutickuli HayuoHanbHbIl uccnedosamensckuli meduyuHckull yHusepcumem umeru H. /. lMupozosa» MuHucmepcmsa
30pasooxparerus Poccutickol ®edepayuu; Poccus, 2. Mocksa

2 [bY3 «lopodckas demckas kauHudeckas bonbHuya umeHu H.®. Gunamosa [enapmamerma 30pasooxpaHeHus 2opoda Mockasi»; Poccus,
2. Mocksa

PE3IOME

Llenb 0630pa: npoaHannu3nposarts HoBble MyTauun B reHax DNAJC21, EFL1, SRP54, npusoasiume K HapylweHuio GuoreHesa pubocom v nposss-
foLMecs KNMHNYECKMMU CUMNTOMAMU, CXOXMUMMU C cuHapomom LliBaxmana — [laimonga (CLU).

OcHoBHble nonoxeHud. CLUJ oTHocuTcs K 3a6oseBaHUAM U3 Tpynnbl pu6OCOMONATUI U XapaKTepU3yeTCs 3K30KPUHHOW HELOCTaTOYHOCTbIO
NOAXENYLOYHOI Xene3bl, HapylleHNeM reMon033a, CKENETHbIMU aHOMANUAMM W BbICOKMM PUCKOM Pa3BUTUA MUENOAMCNNACTUYECKOrO CUHAPOMA
M 0CTporo MuenompHoro neikosa. Okono 90% naumuentos ¢ CLUL umetoT 6uannensHele mytauum B rede SBDS. OgHako y 10-20% nalueHTOB
C CMMNTOMOKOMMNNEKCOM, xapakTepHbiM ans CLUJ, natoreHHble BapuaHThl B reHe SBDS He MAEHTUGULMPYIOTCSA, 4TO NOCAYXKUN0 NPUYNHOI NOUCKA
ApYrux reHoB-kaHaupatoB. K HacnencTBeHHbIM 3ab0neBaHMsAM, CBA3aHHLIM C Ae(eKTaMn CO3peBaHUs, HapylWeHUeM CTPYKTYpbl Uau dyHKLUY
pu6ocom n pubOHYKNEONnpoTENHOBbLIX KoMnaekcos, nomumo CLUJL, oTHocAT aHemuto [aitmoHga — bnekdeHa, runonnasuio xpswei 1 Bonoc
(meTadm3sapHyto XoHAPOAMCNNa3uio, TN Mak-Kblocuka), BpOXAEHHbIN ANCKePaTO3, 5q-CUHAPOM U Apyrie. ITU CUHAPOMbI UMEIOT 06LMe XapaK-
Tepuctuku ¢ CLWJ. Bce 3a6oneBaHns cBA3aHbl C KOCTHOMO3rOBOI HEOCTATOYHOCTbIO MO MeHblUEel Mepe OAHON AMHWK remono3sa. Bee natb
nepeyncineHHbIX CUHLPOMOB aCCOLMMUPYIOTCA C NOBbIWEHHBIM PUCKOM PA3BUTUA paka.

3aknioueHue. CLUJ — 370 reHeTMYECKM fLeTEPMUHUPOBAHHOE 3a6oneBaHne U3 rpynnbl pubocomonatuit. Pubocomonaruu o6ycnosneHbl myTa-
LMAMM B TeHax, y4acTBYIOWNX B CUHTE3e pubocoManbHbix 6enkoB 1 GaKkTopoBs, KoTopble HYHKLUMOHUPYIOT HA Pa3NUYHbIX CTaAUAX UX COOPKH,
BbI3bIBAIOT WUPOKUA CMEKTP KNMHWUYECKUX (EHOTMNOB, BKIKOYAs 3710KAYeCTBEHHbIE reMaToforuyeckue 3abonesaHus U pak. B knuHuueckoii
npakTuke TpafuuMoHHo auarto3 CLIJ yctaHaBAnBatoT No XxapaKTepHbLIM KNMHUYECKUM CUMNTOMAM U NPU HANMYMW NATOTeHHbIX MyTaLWii B reHe
SBDS. OtHocutcs an CLUL K reHeTMYECKU reTeporeHHbIM 3a60eBaHnAM U3 Fpynnbl pUGOCOMONATUIA, MW MyTaLuUKM B APYTUX reHax, NpuBoas-
WMX K HapyleHuto 6uoreHesa pubocom, BbizbiBatoT CLU-nogo6Hble CUMNTOMbI, OCTAETCA BONPOCOM AUCKYTabeNbHbIM U TPpebyeT AanbHenwmnx
ncenefoBaHuii.

Kntouessie cnosa: cuiapom LLsaxmana — [Jaitmonpa, redsl, SBDS, DNAJC21, EFL1, SRP54, pubocomonatus.
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ABSTRACT

Objective of the Review: To analyse new DNAJ(21, EFL1, SRP54 mutations causing ribosome biogenesis defects and presenting with clinical
symptoms similar to the symptoms of Shwachman - Diamond syndrome (SDS).

Key Points. SDS is a ribosomapathy and is characterised by pancreatic exocrine insufficiency, defective hematopoiesis, musculoskeletal
anomalies, and a high risk of myelodysplastic syndrome and acute myeloid leukemia. About 90% of SDS patients have biallelic SBDS
mutations. However, 10-20% of patients with a set of symptoms typical of SDS did not have any pathovars in SBDS gene; therefore, we
searched for other candidate genes. In addition to SDS, genetic disorders associated with defected maturation, deficient structure or function
of ribosomes and ribonucleoprotein complexes include Diamond - Blackfan anemia, cartilage and hair hypoplasy (McKusick type metaphyseal
chondrodysplasia), congenital diskeratosis, 5g-syndrome, and others. These syndromes are similar to SDS. All these conditions are associated
with medullary deficiency at least in one hematopoiesis chain. All five conditions are associated with a high risk of cancer.

Conclusion. SDS is a genetically determined condition belonging to ribosomapathies. Ribosomapathies are caused by mutations in genes that
participate in the synthesis of ribosomal proteins and factors, functioning at various stages of their assembly, and give origin to a number of
clinical phenotypes, including haematological malignancies and cancer. In clinical practice, SDS is diagnosed on the basis of typical clinical
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symptoms and if pathogenic SBDS mutations are present. The issue whether SDS is a genetic heterogenetic ribosomapathy or a mutation of
other genes causing defective ribosome synthesis and SDS-like symptoms, is disputable and requires further research.
Keywords: Shwachman — Diamond syndrome, genes, SBDS, DNAJC21, EFL1, SRP54, ribosomapathy.
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uuapom Weaxmana — [aiimonpa (CLLUM; Shwachman —

Diamond syndrome, OMIM 260400) — peakoe MynbTUCUC-

TeMHoe 3a60JieBaHWe, XapaKTepu3ylolleecs nNpeumyllecT-
BEHHO HapyLEeHWeM reMono033a, 3K30KPUHHON HELOCTATOYHOCTbIO
NOJXeNynoYHOM enesbl, 3a4epxKoi GU3NYecKoro pasBUTHS
1 aHOManUAMKU KOCTHOM cucTembl [1-3]. oMMMO BbilWeonncaH-
HbIX cumnTomos, npu CLUJL umetloTcs MMMyHONOTMYECKUE Hapy-
WeHWs, NMOpPaXKeHWe MeYyeHU B BUAE MOBbIWEHUA AaKTUBHOCTU
TpaHcaMuHa3, NoBpexaeHne 3Manu 3y6oB, HEPOKOTHUTUBHbIE
pacctpoiictBa u apyrue cumntombl [4, 5]. CLIJ accoyunmnpyertcs
C BbICOKMM PUCKOM Pa3BUTUA MUENOAMCNNACTUYECKOrO CUHJ-
poma (MAC) u 3nokayecTBeHHbIX TpaHchopMauuii, 0Co6eHHO
B OCTPbI MuenouaHbid neiikos (OMI) [6, 7].

Bone3Hb Ha3BaHa B 4yecTb Bpaueit lappu LlBaxmaHa (Harry
Shwachman) u Jlyuca [aiimonpa (Louis Diamond), koTtopsie
B 1964 r. onucann COYETaHHYI0 NaTosiornio HefoCTaTOYHOCTH
3K30KPUHHOMN YHKLMM NOAXKENYAO0YHOI XKenesbl C rMnonnasu-
el KOCTHOro Mo3ra y Tpex fieTeil U3 ofHoii cembu [1].

PacnpoctpaHenHocts CLUL coctaBnser 1 Ha 76 Thic. Hace-
nenus [8]. 3abonesaemoctb CLUL B MTanbsAHCKOM monynsuum
coctaBuna 1 Ha 168 Tbic. HOBOpOXAeHHbIX [9].

B peructpe National Cancer Institute Inherited Bone Marrow
Failure Syndromes cpean 530 nauneHTOB C HeAOCTATOYHOCTbIO
KoCTHOro Mo3ra (aHemueit PaHKOHW, BPOXAEHHBIM [UCKepa-
T030M, aHemuent [laimoHaa — bnekdena n CWA) nnwb y 35
(6,6%) uenosek 3apeructpuposaH CLIJ [10]. B Kanapckom
peructpe u3 125 nayueHToB C HEAOCTaTOYHOCTbIO KPOBETBOpE-
Hus ¢ CLUM Habnopanucs 34 (27,2%) [11].

PacnpoctpaHenHocts CLUJL B Poccum HenssecTHa. Mpu aHa-
Nnn3e 3NUAEMUONOTMYECKUX noKasarenein u3 2728 60abHbIX,
3aperucTpupoBaHHbiX B 6ase NepBUYHBIX UMMYHOZEDULUTHBIX
COCTOSIHMIA, B perucTp BkatoyeHsl 38 geteit ¢ CLUJ [12].

Okono 90% naymeHToB C KanHuYeckumu cumntomamm CLUL
“MeloT GuannenbHele NaToreHHble BapuaHTbl B BBICOKO KOHCEp-
BaTWBHOM reHe SBDS, KOTOPbI 10KaNM30BaH Ha AAVHHOM nieye
7 xpomocombl (7q11) [2]. 3TOT reH COCTOMT U3 5 IK30HOB, KO[M-
pytowux 6enok SBDS 3 250 aMUHOKMCNOTHBIX OCTaTKOB [2].
CocepgHuin ncesporedH SBDSP Ha 97% roMonoruyeH € reHom
SBDS, HO coLepXuT feneunmn u U3MeHeHNs HyKNeoTU0B, KOTO-
pble NpenAaTCcTBYIOT 00pa3oBaHUI0 (YHKLMOHANBLHOTO Oenka.
MpubnusntensHo y 75% 6GonbHbix CLUJ BbisiBAEHbI NaToreH-
Hble BapuaHThbl, BO3HMKalOWMe B pe3ynbTate KOHBEpPCUM reHa
c nceegoreHom [2].

HanGonee u4actbiMu mytauusmu B reHe SBDS sBnsioT-
ca ¢.258+2T>C u .183_184delTAinsCT [13-15]. Mytauus
258+2T>C HapywwaeT JOHOPCKMIA CalT CNNANCUHIA B UHTPOHE 2,
B TO BpeMs KaK n3meHeHue guHykneotuaa 183-184TA—CT npu-
BOJMT K CTON-KOAOHY B pamke cuntbiBaHus (K62X) u, kak cnepct-
BUE, yKOpoueHuto 6enka SBDS. Ha cerogHswWwHMii feHb He UAeH-
TUhULMPOBAH HU OLUH YeNoBeK, FOMO3UFOTHbLIA MO [UHYKIEO-
TugHoMy BapuaHTy (183-184TA—(T), Tak Kak 3Ta natoreHHas
MyTaLMsA BeAEeT K NOJIHOMY OTCYTCTBUIO PYHKLMOHANBLHOTO Genka
SBDS 1 HecoBMecTUMa € XMU3HbIO [2]. ITM AaHHbIE cornacytoTcs
C pe3ynbTaTamMy UCCNefoBaHUI Ha Mbllax, Y KOTOpbIX abnauus
6enka SBDS 6bina ans aMGpuoHoB cMepTenbHoil [16].

Momumo naTtoreHHelx  BapuaHToB  C.258+2T>C u
€.183_184delTAinsCT, onucaHbl pasnuyHble peneuuu, MHcep-
LMK, MUCCEHC-, HOHCEHC-BApPMaHTbl U TOYEYHble MyTaLUK B reHe
SBDS [14, 17, 18].

¥ 10-20% nauuenTtoB c CLIJ He npeHTMDULMpPYIOTCA MyTa-
uum B reHe SBDS [2, 4, 11, 19], 4TO MOCNYXUIO0 NPUYUHON NOUC-
Ka [pyrux reHoB-KaHgUAATOB.

B HacTosLLee BpeMs onucaHbl NaToreHHble BapuaHTbl B reHax
DNAJC21 wnn EFL1 y nauMeHTOB C KAWHWUYECKUM (eHOTUNOM
ClIA [19-21]. Y 4 GonbHbIX C KOCTHOMO3rOBOM HegoCTaToy-
HOCTblO, 33[AE€PKKOW BHYTPUYTPOOHOrO pocTa W/UAM HU3KUM
pOCTOM BbIsIBNEHbl GuannenbHele MyTauuu B reHe DNAJC21.
Y oAHOro n3 3Tux nauueHToB B Bo3pacte 12 net passunca OMJI
(merakapuouuTapHblit nogTun, OMJI-M7) [20]. B gpyrom uccne-
[OBaHNU Y 4 YenoBeK U3 Tpex HEPOACTBEHHbIX CEMel, KOTOpbIM
6bln NocTaBneH KnuHuyeckuit guardos CLUJ, Takxke oGHapyxe-
Hbl GuannenbHble myTauuu B ree DNAJC21 [21].

B uccnepoanuu P. Stepensky u coasT. (2017) y 6 naumeHToB
C MaHLMTOMNEHME, 3K30KPUHHOW HELLOCTAaTOYHOCTbIO MOAXKENYAO0Y-
HO1 )Xene3bl U CKENETHbIMW aHOMANWAMU BbIABUAN MyTaLUK B reHe
EFL1: 4 nauneHTa GblAM rOMO3MIOTHBIMM MO BapuaHTy p.R1095Q u
2 MaLuMeHTa — roMo3MroTHbLIMM Mo BapuaHTy p.M882K B EFL1 [22].

B 2017 r. R. Carapito u coaBT. onucanu BapuaHT MMC-
ceHc-MyTaumuu de novo B reHe SRP54 y 3 pasnnyHbIx NayMeHToB
C BPOX[JEHHOW HeNTpONeHUen n ApyruMn KAMHUYECKUMK Mpo-
ABNeHUAMM, xapakTepHbiMu ans CLUJ. Y 3Tux 60MbHbIX YpOBEHb
MaTpuyHoit PHK SRP54 B KoCcTHOM Mo3re 6bi1 B 3,6 pasa HUXe,
yeMm y 3[0pPOBbIX NIOAENA. Y HUX TaKkKe OTMEYaNNChb CHUXEHMe
KonnyecTBa HeiHTPO(UNOB, HapyLeHe XeMOTaKCUCca U yMeHb-
LeHne pa3mMepoB IK3OKPMHHONM 4YacTU MOMKENYAOYHOMN Kene-
3bl. Y 2 nauWeHTOB COLEpaHue 3nacTasbl kana bbiio0 MeHee
15 mKr/r npu Hopme 6onee 200 mkr/r [23].

B wuccneposanun, nposegeHHom C. Bellanne-Chantelot
u coasT. (2018), natoreHHble BapuaHTbl B reHe SRP54 BbisB-
NeHbl y 66 NpobaHaoB M3 dpaHLy3CKOro perucTpa nauueHTos
C BPOXAEHHbIMU HeiTponeHusiMU. B oblieil cnoXHOCTU MAEH-
TUdUUMPOBaHbI 23 MyTauuu (16 cnopafnyeckux, 7 cemeiHbix)
C 7 pasnWyHbIMW NATOre€HHbIMW BapuaHTamu B reHe SRP54.
MouTu y BCex NaLMeHTOB HeUTponeHUs Gbina C POXAEHUS MEHee
0,5 x 10° r/n, HocMNa NepCUCTUPYIOLNIA XapaKTep, coyeTanach
C HapylueHWeM CO3peBaHWUs NMPOMUENOLUTOB U Tpebosana Anu-
TeNbHOW Tepanuu BbICOKUMK [03aMK TPAHYNOLUTAPHOTO KOMO-
HuecTUMynupytollero dakropa.

HeiTponeHusa nHorga accouumnpoBanach € Natonormen Heps-
HOM cucTembl (N = 7), HU3KUM pocToM (N = 3) U/UNK IK30KPUH-
HOW HeAOCTaTOYHOCTbIO MOMKENYAOYHOI Kenesbl, NpuU KOTO-
poii Tpe6oBanach thepmeHTO3amMecTUTeNbHas Tepanus (n = 3).
Ha oCHOBaHWM MONyYeHHbIX AAHHBIX AaBTOPbI CAeNanu BbIBOA,
4TO natoreHHble BapuaHTbl B reHe SRP54 BbizbiBaeT He CLUL,
a ClUA-nopnoGHbI cHApOM [24].

Bce BbilleonucaHHble MyTaLuW BeyT K HapyLieHuto buoreHe-
3a u/unu dyHKumMit pubocom (puc.). bruorenes pubocom BKio-
YaeT CKOOPAMHUPOBAHHYI 3Kcmpeccuto u coopky 80 pubo-
comHblx Genkos, 4 pubocomHbix PHK (pPHK) n 76 manbix
AapblwkoBbix Monekyn PHK ¢ nomoubio 200 daktopoB c60pku
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1 300 snoPHK (small nucleolar ribonucleoproteins), BbinonHsto-
wux cneunduyeckne KoBaneHTHele MOAMdUKaLUM (MeTUAUpO-
BaHMWe, aLeTUIMPOBAHNE U NCEBAOYPUAUAUPOBAHUE) [25, 26].
C1HTE3 pMbOCOM HaUMHAETCA C TPAHCKPUNLUK ABYX Npepuboco-
manbHbix PHK: oguH cuntes gna 5S pPHK, BTopoin — pna 18S,
5.8S 1 28S pPHK. B uutonnasme cuHTE3UpylOTCSA BCE PUOOCOM-
Hble GeNKM U TpaHC-aKTUBMpPYIOWME haKTOpPbl, KOTOpPble MOCTY-
naioT B ALPBIWKO U NPUHUMAIOT y4acTue B GuoreHese pubocom.
C6opka pubocoM 3aKaHuMBaeTCs Nocie BbIX0Aa NpepubOCOM-
HBIX YaCTUL, U3 AafpblWKa B LuTonnasmy [27].

CTpyKTypa pnboCoMbI BKIKOYAET ABE CybbeanHuLbl — cybbe-
anuuuy 40S, coctosuwyio 3 uenn 18S pPHK n 33 Bugos pubo-
comanbHblx 6enkos (small ribosomal subunits, RPS), u cy6bepu-
Huuy 60S, cocToawyto u3 uenu 28S, 55 n 5.8S pPHK v 47 Bupos
pubocomansHbix Genkos (large ribosomal subunit, RPL) [27].
BmecTte 40S 1 60S obpasytoT 3penyto pubocomy 80S.

N3BecTHo, uTo Genok SBDS wurpaer BaxHylo ponb B 6uo-
reHese pubOCOM U CTaOMIBHOCTM MUTOTUYECKOTO BepeTe-
Ha [28]. B uccnegosanuu A.J. Finch u coast. (2011) nokasaHo,
yTto SBDS pyHKLMOHMPYET HA NO3AHeN CTaguu LuTOonNasmaru-
YyecKoro cospeBaHua cybbeanHuy 60S pubocom [29]. TpaHc-
LeicTByOWNUM HAKTOPOM, KOTOPbI YAEPKMBAET 3apOXKAatoLLy-
tocs cyoveauHuly 60S B hyHKLUOHANBLHO HEAKTUBHOM COCTOS-
HUW, ABNAETCA 3yKapuoTuyecknii daktop nHuumaumm 6 (eIF6).
benok eIF6 cBs3biBaeTCA C WHTEPCYOLEAMHUYHBIM MOCTH-
koM [30] v gonkeH GbITb yAaneH 4o Toro, kKak cyébeanHuua 60S
CMOXKET NPUCOE[UHNTLCA K cybbeanHmuue 40S ans MHULMMPOBa-
HUA TpaHCAALUM.

B nccneposanun A.J. Finch v coaBT. Take NoKas3aHo, 4YTO
SBDS cnoco6cTByeTt BbicBoGOMXAeHM0 eIF6, ctumynupys GTPase-
aktuBHocTb EFL1 [29]. Nlokanu3aums 6enka SBDS 3aBucuT oT Kne-
TOYHOTO LMKNA, C NPEUMYLLECTBEHHO NOKann3aLumen B AApPbILIKe
BO BpeMs MUT03a B (ha3bl G1 v G2 u B sppe Bo Bpems S-chasbl [31].

Benkun DNAJC21 u EFL1 Toxe yyacTByioT B co3peBaHuu 60S ao
Havana cO6opku TpaHcasauuu 80S pubocomsl (cm. puc.) [32, 33].

Takum ob6pasom, myTauuu B reHax SBDS, DNAJC21 w EFL1
BedyT K HapylleHuio co3peBaHus 60S cybbeanHuupl, 4To
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OKcup a3oTa BblAbIXaeMOro Bo3ayxa y aeten
C 1IerKo 6POHXMANIbHON aCTMON B MOHMTOPUHTE
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PE3IOME

Llenb uccnepoBaHmA: oLeHUTb NOKa3aTenn OKCMAA a3oTa BbiAbixaemoro Bo3ayxa (FeNO) y aeTeit ¢ nerkoit 6poHxuanbHoit actmoii (BA) B 3aBu-
CUMOCTU OT JOCTUrAEMOro KOHTPONA 3aboneBaHus n fuHamuky yposHs FeNO nocne 3-MecsayHOro Kypca JleqeHus aHTaroHncTamu neifkoTprueHo-
BbIX peuentopos (AJIP) unu HU3KMMU [O03aMU MHTANALMOHHbIX MloKoKopTUKocTeponpos (UIKC).

NlM3aiH: NpocnekTUBHOE PaHAOMU3MPOBAHHOE KOHTPONMPYEMOe UCCcnefoBaHue.

Marepuansl u metoabl. 06cnefosaHbl 120 feteit B Bo3pacte 5-15 net (90 feteit ¢ nerkoii bA, 30 350poBbix). MpoBeAeH aHanu3 AaHHbIX aHaM-
He3a, afNepronornyeckoro cTaryca, nokasareneit cnupometpumn u FeNO, onpocHuka no KoHTponio Hag acTmoit (Asthma Control Questionnaire 5).
Pesynbrarsbl. VicxogHo nokasarenu FeNO 6bian nosbiweHsbl y 56,6% nayueHTos ¢ bA. Mpu 31om 86,2% 13 HUX COCTABUAN NALUEHTBI C YACTUYHO
KOHTponMpyeMbim TeueHnem BA n 13,8% c Tak Ha3blBaeMbiM MOMHBIM KOHTPONIEM. B KOHTPOJIbHOIA rpynne y Bcex y4acTHUKOB ypoBeHb FeNO Gbin
B npejenax HopMbl.

OcHoBHyto rpynny (90 peteit) paHaomMu3upoBanu Ha noarpynnel A u B metogom koHeptos. Moarpynny A coctaBunu 50 peteit ¢ nerkoii bA,
nonyyasiune AJIP B TeueHue 3 mecaues, nogrpynny B — 40 peteit ¢ nerkoit BA, KoTopbiM Gbinn HasHaueHbl HU3kKe fo3bl UTKC. McxopHo noka-
3atenb FeNO 6bin nosbiweH y 28 (70%) nauueHTos, nonyyaswnx UTKC (38,4 + 14,2 ppb), a B noarpynne A Tonbko 20 (40%) GonbHbIX UMenH
3Haunmoe yBennyeHne yposHs FeNO (42,83 + 21,9 ppb, p < 0,05 npu cpaBHeHWUN MeXAY NOATPYNNAMU MO KOANYECTBY NALMEHTOB C NOBbIWEHHBIM
yposHem FeNO). Mocne 3 mecsues Tepanuu nokasarenu FeNO 3HaunTenbHoe cHU3MAUCL B 06eux MOATrpynnax: B nogrpynne A oHu HopManu-
30Banuch y 76,6% aeteit, B noarpynne B — y 66,6%. CpeaHuii nokasatens B nogrpynne A ymeHblwuncs ¢ 42,83 ppb go 11,9 ppb (p < 0,05),
B noarpynne B — c 38,4 ppb po 14,95 ppb (p < 0,05).

CHuxeHne copepxxarns FeNO Gbino 6osnee BbipaxeHo y feTeit, nonyyasLlux Hu3kue fo3sl UTKC (p < 0,05). CoxpaHstoweecs nosbiweHue y 33,4%
U3 HUX ypoBHs FeNO BcneacTBME NepcUCTUPYIOLLEro MUHUMANBHOTO BOCNANEHU CBUAETENbCTBYET O HEOOXOAMMOCTY NPOAOMKEHUS Tepanuu
Hu3kumu gozamu UTKC.

3akntoueHue. Viccneposanne FeNO — 3T0 HeMHBA3WBHbINA, YyBCTBUTENbHbINA, COBPEMEHHbI METOJ, OLEHKM BOCMANEHUA AblXaTeNbHbIX NyTen,
KOTOPbIA YNYYLWAET ANATHOCTUKY M MOHUTOPUHT TEpPanuu acTMbl y AeTell 1 ABNAETCA HafeXHbIM npefuKkTopom yyscTBUTEeNnbHOCTH K UTKC.
Knioyessie cnosa: GpoHxuManbHas acTMa, OKCUA a30Ta BbIbIXae€MOro BO3AyXa, aHTaroHWUCTbl NIEiKOTPUEHOBBIX PELEenTOpOB, MHrANALUOHHbIE
TNIOKOKOPTUKOCTEPOUADI.

Bknap aetopos: fenne H.A., Coopaesa C.K. — paspaboTka gusaitHa uccnefoBaHus, NpoBepka KPUTUYECKM BAXKHOTO COAEPIKAHUS, YTBEpPKAEHUE
pykonucu ans nyénankauum; Konocosa H.T. — 0630p nybankauuii no Teme ctatbi, HanucaHue Tekcta pykonucu; Myxosa M.B. — c6op knuHuueckoro
matepuana, 06paboTka, aHanu3 U MHTEpNpeTauus, cTaTucTuyeckas 06paboTka AaHHbIX, HanucaHue Tekcta pykonucu; Knumanos N.A. — obpaboTka,
aHanu3 1 WHTepnpeTauus, cTaTucTuyeckas obpabotka faHHbix; lpebeHesa N.B. — obcnesoBaHue U neyeHne NaLUeHTOB.

KOHdJJII/IKT UHTEpecoB: aBTOPbI 3aABNAIOT 06 OTCYTCTBUM BO3MOXHbIX KOHCbJWIKTOB WHTepecoB.

Iinsa uutuposauus: lenne H.A., Myxosa M.B., Konocosa H.T., Coopaesa C.K., Knumaros W.A., pe6eHeBa 1.B. Okcuz a30Ta BbIAbIXaEMOr0 BO3ayXa Y
AeTeil ¢ nerkoit GpoHXMUanbHON acCTMOM B MOHUTOPUHIE NPOTUBOBOCNANUTENbHOI Tepanuu. [JokTop.Py. 2020; 19(10): 37-41. DOI: 10.31550/1727-
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Nitric Oxide in Monitoring Anti-inflammatory Therapy in
Children with Mild Asthma
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ABSTRACT

Study Objective: To evaluate the parameters of nitric oxide (FeNO) depending on the anti-inflammatory therapy in children with mild asthma,
depending on disease control and FeNO dynamics following a 3-month therapy with leukotriene receptor antagonists (LTRA) and low doses
of inhaled glucocorticosteroids (IGCS).
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Study Design: Prospective randomized controlled trial.

Materials and Methods. 120 children aged 5-15 years (90 children with mild asthma, 30 healthy children) were examined. History, allergy
status, spirometry and FeNO indicators, and the Asthma Control Questionnaire 5 were analysed.

Study Results. At baseline, FeNO was increased in 56.6% of asthma patients. 86.2% were patients with partially controlled asthma and 13.8%
had fully controlled disease. All controls had normal FeNO.

Treatment group (90 children) was randomised into subgroups A and B (sealed code envelope method). Subgroup A included 50 children with
mild asthma treated with LTRA for 3 months, while subgroup B comprised 40 patients with mild asthma who were prescribed low IGCS doses.
At baseline, FeNO was increased in 70% of patients (n=28) treated with IGCS (38.4 + 14.2 ppb), and in patents treated with LTRA, 40% (n=20)
demonstrated significant increase in FeNO (42.83 + 21.9 ppb, p < 0.05 vs. subgroups with elevated NO). After the 3-month therapy, FeNO
was significantly lower in both subgroups: 76.6% in subgroup A and 66.6% in subgroup B had normalised values. Mean values in subgroup A
decreased from 42.83 ppb to 11.9 ppb (p < 0.05), whereas in subgroup B, the decrease was from 38.4 ppb to 14.95 ppb (p < 0.05).

FeNO decrease was more prominent in children treated with low doses of IGCS (p < 0.05). Persistently increased FeNO values in 33.4% of
children resulting from mild inflammation show the need in continuous therapy with low doses of IGCS.

Conclusion. FeNO examination is a modern non-invasive sensitive method to evaluate respiratory inflammations which improves diagnosis
and monitoring of asthma therapy in children and is a reliable predictor of IGCS sensitivity.

Keywords: bronchial asthma, nitric oxide, leukotriene receptor antagonists, inhaled glucocorticosteroids.
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nuu. Ll,eJ'IbIO Tepanun ABnAeTca OOCTUXEHUE MNONHOINo KOHT-

BBEAEHUE

BpoHxuansHas actma (BA) aBnseTcs reTeporeHHbIM 3ab01eBaHm-
€M, XapaKTepu3yoLWnMMCH XPOHUYECKUM BOCNANEHNEM [ibIXaTeNlb-
HbIX MyTel, HaAWYMeM pecnupaTopHbLIX CUMNTOMOB (CBUCTALLMX
XPUNOB, OfbILIKY, 3aJI0XKEHHOCTN B FPYAM, KalLAs), KOTOPbIe Npo-
ABASAIOTCA BCNEACTBUE BapuabenbHOW 0OCTPYKUMU AbiXaTeNbHbIX
nyTei 1 N3MEHAIOTCA BO BPEMEHU U MO UHTeHcMBHOCTH! [1].

B nocnenHee Bpems yueHble BCe Yalle CXOAATCA BO MHEHUM, 4TO
(hopMUpPOBaHME PasNYHbIX PEHOTUNOB 3aBUCUT OT OCOGEHHOCTE
B3aMMOAECTBUA OpraHu3Ma C OKpyxalowei cpefoii, Bbiaenss
pasnnyHble NaTTepHbl Xpunos (paHHUe, TPaH3UTOPHbIE, NEPCUCTU-
pyloLL1e, NO3[HUE), PA3NUYHbIE BUAbI BOCMANEHUS (303MHO(Ub-
HOe, HeTPOUIbHOE) U Pa3HbIil OTBET Ha leyeHuel.

Y peteit BA yawe Bcero oTHocuTCs K atonuyeckomy Th-2
TUMY C BbICOKOW 3KCMpeccuel LUTOKWHOB 2-r0 TMNa M acco-
LMMPOBAHHbIX BOCMANUTENbHLIX KNETOK, npeacTasnss cobou
KNacCu4ecknini 303MHOGUAbHLIA deHoTun. BTopoit BapuaHT,
C HU3KOWM 3KCNpeccueil LMTOKMHOB 2-r0 TUNa W npeobnafaHu-
eM HEeNTPOUALHOTO BOCNANEHNUs AblXaTeNbHbIX NyTeN, y AeTel
BCTpeyaeTcs pegko! [2, 3].

Boigenenne ¢eHOTMNOB M 3HAOTUNOB MMeeT pelatoliee
3HayeHMe AN  Ha3HayeHUs NepcoHUdULMPOBAHHON Tepa-

poNf acTMbl, ONPeAensieMoro Kak HopMmanbHas GyHKUMA ner-
KWX, OTCYTCTBME CMMNTOMOB M puUCKa 006OCTpeHuii B Gyayuiem.
Ha ceropHAWHWA AeHb A8 KOHTPONA CUMNTOMOB W CHUKEHUS
pucka cepbesHbix 060CTpeHuWii BceM nauueHTam ¢ BA peko-
MeH[0BaHO Ucnonb3oBaHue uHranaunonHbix TKC (UTKC) nubo
no Tpe6oBaHuto (Npu nerkoii actme), nnbo ans 6asucHoit npo-
TUBOBOCNANUTENbHO Tepanuu.

Ins 6GesonacHoctn Tepanuu Global Initiative for Asthma
(GINA) 6onbluie He peKOMeHayeT neyeHne TONbKO [3,-aroHucTa-
Mu kopoTkoro aeicteus (KOBA). XoTa npenapatbl 3Toii rpynmnbl
u 0becrneynBaloT KpaTKOBPEMEHHOe OOneryeHne CUMNTOMOB
acTMbl, CyLLECTBYIOT yOeAnTeNbHbIE [OKA3aTeNnbCTBa, YTO NMpU-
MmeHeHne KOBA He npegoTBpalwaer cepbesHbie 000CTpeHUs,
a perynspHoe WAM 4actoe MCMONb30BaHWe 3TUX npenaparos
VBENMYMBAET PUCK 060CTpeHnit! [4].

CornacHo uHctpykuuu, UTKC B coyetaHum c B,-aroHucramu
anutenbHoro feiictena (JABA) HasHavatoTca ¢ 6 net’. Y feteit
c nerkoit BA anbTepHaTUBOM MOrYyT ObITb AHTArOHWUCTBI NIEKO-
TpueHoBbix peuentopos (AJIP).

OfHO M3 BaXHeMWNX HanpaBneHuit B MOHUTOpUHre BA —
uccnepgosaHue GuomapkepoB BocnaneHus. Ha ceropHsawHui

nyxosa Mapus BsdecnasosHa (asmop 01a nepenucku) — 8pay-nyibMOHON02 NYbMOHONO02UYECKO20 omOeneHus KauHuyeckozo uHcmumyma
Oemckozo 300posba umeHu H.®. Gunamosa ®IAOY BO «llepssiii MIMY um. U.M. Ceyenosa» Mur3dpasa Poccuu (CeyeHosckuli yHusepcumem).
119435, Poccus, 2. Mocksa, yn. bonswas Mupozosckas, 0. 19, cmp. 1. eLIBRARY.RU SPIN: 7630-0803. E-mail: glukhova.88@gmail.com
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LEeHb [OCTYMHO /ML HECKONbKO GMOMapKepoB, CBOWCTBEHHbIX
Th-2 Tuny BA. K HUM OTHOCATCA KONMYECTBEHHOE onpeaeneHune
303MHOGUNOB B KPOBM W MOKpOTe, ypoBeHb IgE n nepuoctu-
Ha B CbIBOPOTKE KPOBU, YPOBEHb OKCMAA a30Ta B BblAblXaeMOM
Bo3gyxe (FeNO). B 6onbliMHCTBE Cy4yaeB OHU WCMOMb3yHOT-
CA B WUCCNE[OBaTENbCKUX paboTax, Npu AUArHOCTUKE CIOXHBIX
BapuaHToB bA, a Takxe npu HazHauyeHWn NepcoHnULMPOBaH-
HOFO, TAapreTHoro neveHus [5].

OZHMM M3 M3yYaeMblX U, YTO HEMANIOBAXKHO B AETCKOM npak-
TUKe, HEUHBA3MBHbIX MapkepoB BA, nomorawwux B OLEHKe
COCTOSIHMA BOCNANEHUA [bIXaTesbHbIX NyTel, ABNAETCA onpege-
nenue ypoBHa FeNO. Mo gaHHbIM AMEpPUKAHCKOro TopakaabHOro
coobuectsa (ATC), FeNO npu3HaH nokasarenem 303MHOPUILHO-
ro BOCNaneHus gbixaTeNbHblx nyTeii [6].

Okcup asota (NO) cuHTe3npyeTcs BO BCEX OTAeNax pecnu-
patopHoii cuctemsl. OcHoBHoe konuyectBo NO cuHTe3npyeTcs
B 3NNUTENNANbHbIX KNETKaX HUMXHUX [bIXaTeNbHbIX MyTeil, KOTo-
pble cekpetupytoT NO B npocBeT fbixaTeNbHbIX NyTeW, rae OH
cMewmnBaeTca ¢ anbeeonapHbim NO BO Bpema BblfoXa, 4TO Npu-
BOAMT K YCPeAHEHWIO €r0 KOHLEHTPaLMN B BbIAbIXaEMOM BO3Y-
xe [7]. Heobxonumo yuuTbiBaTh, 4TO Ha ypoBeHb FeNO moxer
B/IUATb MHOXECTBO (AKTOPOB, TAKUX KaK TabauHblii abiM, BUPYC-
Hble pecnupaTtopHble UHdEKLMK, paca, non u T. a. [8].

MeTonuka npoBefeHus u pesynbtartel uccnepoBaHus FeNO
CTaHaapTuM3oBaHbl. B cooTBeTcTBUMM C pekomeHpauusmu ATC,
ypoBeHb FeNO > 50 ppb ykasbiBaeT Ha Hanuyne 303UHODUNb-
HOr0 BOCMANeHUA W MOXeT WCMONb30BaTbCA B OLEHKe OTBe-
Ta Ha KopTukocTepougHyto Tepanuto [9, 10]. 3HayeHnus FeNO
mexny 20 ppb u 50 ppb pekomeHZOBaHO MHTEPNPETUPOBAThL
B COOTBETCTBUM C KNMHWUYECKOW CMMNTOMATUKOMN, C y4eTOM npe-
ablaywnx yposHeint FeNO n Hanuynem uam oTcyTCTBMEM Tepanuu
NTKC. ConepxaHue FeNO < 20 ppb cBugeTenscTyet o Mmanose-
POATHOM HANUYMUU 303NHOPUALHOTO BOCMANEHUA UAU HOPMANU-
3aumu B oteT Ha Tepanuto MKC.

B nocnegHux uccnefoBaHuAx npeanonaraeTcs MCMonb3o-
BaHMe 3HayeHus 20 ppb B KayecTBe pasyMHON HUXKHEN rpaHu-
Libl HOPMbI. JTO 3Ha4YeHMe MOXET BapbMpOBaTh B 3aBMCUMMOCTH
0T Bo3pacTa pebeHKa 1 ero aHamHe3sa [8]. Tak, y aeTeil ¢ atonu-
eil 6a3oBble NMOKa3aTeNn MOTYT BbiTb NOBbILEHb], @ Y NOLPOCT-
KOB-KYPUNbLMKOB — MOHWKEHbI.

CornacHo pekomenpaumuam GINA (2019), FeNO He sBnsertcs
€[AMHCTBEHHbIM NapameTpoM [/if ONpejefeHns WA UCKAloYe-
HMA MarHO3a acTMbl, OAHAKO €ro BbICOKWE 3HaYeHUs NOBbIWAIOT
BEpPOATHOCTb fiMarHo3a bA, a HU3KMe He UCKIYaloT ero.

Lenb nccneposanua: oueHntb nokasatenu FeNO y petent
c nerkoit BA B 3aBMCMMOCTM OT [OCTUTrAaeMoro KOHTpons 3a6o-
neBaHus u guHamuky yposHa FeNO nocne 3-mecsuHoro Kypca
neyenus AJIP unu Huskumu nosamm UTKC.

MATEPWUAJIbI U METO[1bl
Ha 6ase KnuHuyeckoro WHCTUTYTA AETCKOTO 3[0POBbSA WM.
H.®. ®unatosa ®TAQY BO «Mepsbiit MIMY um. U.M. CeyeHoBa»
MwuH3gpasa Poccun (CeveHoBckuit YHusepcuter) B 2018-
2020 rr. npoBeAeHO MpOCMeKTUBHOE paHAOMWU3UPOBAHHOE
KOHTpOnMpyemoe uccnefosaHue. B Hero BkaoveHsl 120 peteit
B Bo3pacte 5-15 neT, u3 kotopeix y 90 aeTeit OCHOBHOW rpyn-
Mbl YCTAaHOBNEH AWArHO3 Nerkoi nepcuctupyolwenn bA (guarHos
Obin MOCTaBJEH He MeHee Yem 3a 12 MecALEB A0 HacTOALWEro
nccnepoBanus). KoHtponbHyio rpynny coctaBunu 30 npakTu-
YecKu 3[0POBbIX ieTell CXOAHOTO BO3pacTa 6e3 0CTPbIX U XPOHU-
yeckux 3aboneBaHuit.

MpoBeaeH aHanu3 AaHHbIX aHaMHe3a, annepronaornyeckoro
cTatyca, nokasareneit cnupometpuu n FeNO, onpocHMKa no KOHT-

pomo Hap actmoit (Asthma Control Questionnaire 5, ACQ-5).
ACQ-5 sBnseTcA BaNMAU3NPOBAHHBIM ONMPOCHUKOM, BKITIOYAIOLMM
OLEHKY Haubonee 4acTo BCTPEYAIOWMXCA CUMATOMOB aCTMbI.
Ka)goMy M3 NMyHKTOB OMPOCHWKA NPMCBAMBAETCA 3HauyeHue oT
0 mo 6. 06wwmit 6ann ACQ-5 BbluMCAsETCA KaK CcpeaHee apudme-
TUYyeckoe ans natu oTeeToB: < 0,5-0,74 — XOpOWWiN KOHTPOb,
0,75-1,5 — 4acTW4HbIA KOHTPONb, > 1,5 — HeKOHTpoNupyemas
actma. AHKeTa ucnonb3oBanach B hopMe, NpeaycMaTpuBaloLeit
CaMoCToATENbHOE 3anoJiHeHNe 6e3 NOMOLLYM Bpaya.

CratucTuyeckas 06paboTka pe3ynbTaToB  NpPOBOAMIACH
C UCNONb30BaHMEM 6A30BbIX METOAOB OMUCATENbHON CTATUCTH-
KW, yHMBEPCanbHbIX HENapaMeTpuyecKkux anropuTMoB Nporpam-
Mbl PAST, B KOTOpOIt peann3oBaHbl COBpeMeHHble nocTtpoeHns [N
M CTaTUCTUYECKUX CPaBHEHMII Ha OCHOBe mpoueayp GyTCTpana
u MoHTe-Kapno. [1nfa cTaTCTUYeCKOro OnNMcaHnUs 3TUX Npu3Ha-
KOB MPOBEPSNN UX COracue C HOpPManbHbIM pacnpefeneHunem
1 OLEHMBANW CpefiHne 3HayeHus, meguarbl ¢ 95%-mu IN.

[lna ctatucTMyeckux CpaBHeHUA B ABYX HE3aBUCHUMBIX W
CBA3aHHbIX BblbOpKax (rpynnax) npumeHsnan F-kputepwii
CHepekopa — Ouwepa u Kputepuu JleBUHA [N NpoOBepKU
paBeHcTBa aucnepcuii, t-kputepuin CTblopgeHTa, KpuTepuin Yanua.
CpaBHeHMe AaHHbIX OCHOBbLIBANM He TONbKO HA P-3HauyeHusx,
HO M Ha 95%-Hbix [W pns pa3HOCTM CPaBHMBAEMbIX Cpef-
HWUX 3HaYeHuA.

Y BCex MauuWeHTOB OCHOBHOW rpynnbl MCXOLHO WM B Xofe
HabnloAeHMs NpoBefieHbl 06LWMIA aHaN3 KPOBHU C onpedeneHu-
€M KONN4YecTBa 303MHOGUNO0B, ypoBHs obwero IgE B cbiBopoTKe
kpoBu 1 ®BJ] ¢ oueHKoi HOpCUPOBAHHON KUIHEHHON EMKOCTH
nerkux (®3KEJT), 00B, n 0OB, /OHKEJ.

YposeHb FeNO oueHuBanca ¢ nomMowbio MOPTATUBHOMO Npu-
6opa NOBreath (BenukoGputaHus) 4o 1 nocne neyeHus.

Y y4yacTHMKOB KOHTPONLHOW Tpynnbl JaHHble UCCNEeA0BaHMUA
NpOBOAMANCH OAHOKPATHO.

PE3VJIbTATbI

OTATOWEHHbIA CeMeiHbIi annepronoruyeckuii aHamues Obin
y 89,6% nauueHToB, U3 HUX y 59,8% oauH U3 pogutenein umen
annepruyeckoe 3abonesanue (y 30,1% — matb, y 29,7% —
otew), y 3,5% annepruyeckumu 3aboneBaHnsMIU CTpafanu ofHo-
BpeMeHHO 06a poauTens. Y Apyrux pofcTBEHHUKOB annepru-
YyecKue nposBNeHns oTMeyanucs B 26,3% cny4aes.

Y Bcex GONMbHBIX BbiBNEHA CEHCMOMNM3ALUA K PA3NUYHBIM
rpynnam annepreHoB (MbiibLEBbIM, BbITOBbIM, MUILEBbIM, 3MU-
LepPManbHbIM, NeKapPCTBEHHBIM, UH(DEKLMOHHbBIM): y 9,5% Habto-
Janacb CEHCUMOMUNU3ALMA TONKO K OFHOW rpynne annepreHos,
V 36,7% — K oByM, y 29,1% — K TpeM, y 24,7% — Gonee yem
K Tpem rpynnam annepreHos.

AHanu3 6asucHoit Tepanuu nauueHToB ¢ BA nokasan, 4to
B TeYyeHWe nocnefHero roga A0 BKIKYEHWS B MCCNefoBa-
Hue 38% peteit nonyyanu WIKC (6ymecoHup, dnyTukasoH)
Kypcamu no 2-3 mecsaua, 29% peteit — AJIP (MoHTenykact)
Kypcamu oT 1 go 3 mecsiyes, 20% — HU3KUE JO3bl KOMOUHU-
poBaHHbix UTKC + [[16A (bynecoHus + opmoTepon) Kypcamu
no 2-3 mecaues, 13% — UTKC n AJIP kypcamu fo 3 mecsaues.

Mpn BKNIOYEHUM B UCCNe[0BaHNE BCe AETU U/UNKU NX POAU-
Tenu 3anonHanm onpocHuk ACQ-5. CornacHo mpoaHanusmpo-
BaHHbIM AaHHbIM, Y 36,6% nauWeHTOB M3 OCHOBHOM rpynmel
pe3ynbTar coctasun < 0,75, 4TO pacLleHNBaNOCh Kak MOAHOCTbIO
KOHTponupyemoe TeyeHne bA Ha MOMEHT BKNlOYeHMA B uccne-
poBaHue. Y 63,4% 60onbHbIX pe3ynbtaTt — 0,75-1,25, 4To UHTEp-
NpeTUpYETCA KaK YacTUYHbIA KOHTPOb 3aboneBaHus. Ha ocHo-
BaHUK gaHHbix E.D. Bateman v coaBT., puck o60cTpeHuit B rpyn-
nax COOTBETCTBEHHO cocTaBnan 13-18% n 23-24% [11].

ITepnarpusa. Tom 19, Ne 10 (2020)
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NcxopHo nokasatenu FeNO Gbinun noBblweHbl y 56,6% naLueH-
T0B C BA. Mpu 370M 86,2% 13 HIUX COCTABUNM BONbHBIE C YACTUY-
HO KOHTponupyembiM TeyeHnem bA n 13,8% c Tak Ha3biBaemMbiM
NOJHbLIM KOHTPONIEM. B KOHTPONBHOI rpynne y BCex y4acTHUKOB
yposeHb FeNO 6bin B npegenax HopMbl.

OcHoBHyto rpynny (90 peteit) paHAOMU3MPOBaNU Ha MoA-
rpynnel A 1 B metogom kouseptoB. lloarpynny A coctasuau
50 peteit ¢ nerkoit BA, nonyyaswue AJIP (MOHTenyKacT) B Teye-
Hue 3 mecsues, noarpynny B — 40 peteii c nerkoit BA, koTopbim
6blnM Ha3HaveHbl HU3Kkue po3bl UTKC: dayTukasoHa nponuoHart
B fj03e 50-125 mkr (n = 25) unu bypeconuga Typbyxanep B fose
100 mkr 1 unm 2 pasa B geHb (n = 15).

WNcxopHo petn B moarpynnax A u B 6bian conoctaBuMbl no
OCHOBHbIM OLieHMBaeMbiM nokasarenam — ®BJ u FeNO (ma6a.).

WcxoaHo nokasatens FeNO 6bin nosbiweH y 28 (70%) nauu-
eHToB noprpynnel B (38,4 + 14,2 ppb), a B nogrpynne A tonb-
Ko 20 (40%) GONbHbIX MMeNU 3HAaYNMOEe YBEAUYEHUE YPOBHSA
FeNO (42,83 + 21,9 ppb, p < 0,05 npu cpaBHeHUU MeXAY NOATPYN-
naMmu no KONMYeCTBY NaLuUeHToB ¢ noBbiweHHbIM ypoBHeM FeNO).
Mocne 3-mecayHoro kypca nevenuna AJIP y getein B nogrpynne A
n Huskumn gosamu UTKCy petein B nogrpynne B yposeHs FeNO
Obl1 M3MEpeH MOBTOPHO. BbifBNEHO 3HAaUNTENbHOE YMEHblUEHME

noka3sarteneit FeNO B 06enx nogrpynnax: B noarpynne A oHu HOp-
Manu3oBanuce y 76,6% peteir, B nogrpynne B —y 66,6%.

OpHako cpepHuii nokasatens FeNO cHu3uncs B noarpynne A
€ 42,83 ppb no 11,9 ppb (p < 0,05), B noarpynne B — ¢ 38,4 ppb
20 14,95 ppb (p < 0,05). Takum obpasom, cHuxeHue Gblio bonee
BbIpaXeHo y feTelt, nonyyaslwux Huskue go3sbl UTKC (p < 0,05).
CoxpaHatoweecs nosblweHne y 33,4% u3 Hux yposHa FeNO
BCNEACTBME NEpPCUCTUPYIOWEr0 MUHWUMANbHOrO BOCManeHus
CBMAETENbCTBYET O HEOOXOAMMOCTW MPOJOMKEHUA Tepanuu
Huskumn po3samu UTKC (puc. 1).

Napametpbl ®BJ] n0 Hayana nevyeHuUs HaXoAMAKUCH B npeae-
Nlax HopMbl y 6ONbLWIMHCTBA y4aCcTHUKOB noarpynn A u B. OgHako
Y HEKOTOPbIX NALMEHTOB C YaCTUYHO KOHTPONMPYEMbIM TEYEHNEM
BA nokasarenu 6bIM HUXKe HOPMBI, YTO XapaKTepU3yeT Hanuuue
0GCTPYKTUBHBIX NposiBAeHuii. Yepes 3 mecsua Tepanuu noka-
3aTeNM HOpManu30Banuch B 06eux Nofrpynnax, 04HaKo B NOA-
rpynne nony4aswux UTKC — 6eictpee (puc. 2).

Ouenka QOB /OXEJT nokasana, 4To 3HauyMmoe ynyduleHue
nokasateneii Mpou3owWno B rpynne nauueHToB, MOMyYaBLIMX
NTKC (p < 0,05) (puc. 3).

MpoBeAeHHbI KOPPENALMOHHBIA aHanU3 BbIABUA 06paTHYtO
KoppenauMoHHyto cBA3b mexay ypoBHem FeNO v nokasatensamu

Tabanma (L
IToxa3zarean okcuaa a3ora B BbiAbIxaeMoM Bo3Ayxe (FeNO)
U CIIUPOrpapUU AO A€UEHUA Y A€TE€H C GPOHXMAABHOM ACTMOM
>~ Moka3arenu / Parameter BapbuposaHnue / | CpegHee 3Have- | CtanpaptHoe | Koadduuyment
2 o Variability Hue [95%-Hblil | oTkNoHeHne (Bapuauum (CV) /
[= . o
2 § min max | [IN] / Mean value (SD) / Coefficient of
g2 [95% confidence Standard variation (CV), %
e a interval] deviation (SD)
A FeNO o neyeHus / Pre-therapy FeNO, ppb 1 97 23 [18-29] 22 93,3
0®B,/®XEN no neyeHus / Pre-therapy FEV,/ FVRC ratio, %|79 95 87 [86-88] 5 54
0®B, no nevenns / Pre-therapy FEV, , % 90 118 102 [100-104] |8 8,2
B FeNO fi0 neyeHus / Pre-therapy FeNO, ppb 1 87 31[26-37] 17 53,3
0®B,/®HENT o neveHus / Pre-therapy FEV,/ FVRC ratio, %|76 98 89 [87-91] 6 6,4
0®B, no nevenns / Pre-therapy FEV, , % 97 123 106 [104-109] (6,9 6,4
[Tpumeuanme: AVl — AOBepHTCABHEIN HHTEPBAA, ()(DB] — obbem POPCHPOBAHHOTO BHIAOXA 32 1-IO0 CEKYHAY,
(I);i\‘l"u\ _— (1)()pC”p()Bﬂ,UH‘A}[ KU3HCHHAA €EMKOCTb ACTKUX.

Puc. 1. VpoBens oKcHAa a30Ta BEIABIXAEMOI'O BO3AYXA

Y YIaCTHHUKOB MCCACAOBAHIIA

Puc. 2. Ilokazarean oObema (i)()pCI/Ip()IS’AI]T]()I'() BBIAOXA

3a 1-r0 CCKYHAY Y YIaCTHHKOB HCCACAOBAHMS

ppb %
100 A ° 130 7 °
° °
o o 1
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60 1 ——
| i o
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o 100 A
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T T T T d
noarpynna A noarpynna A noagrpynna B nmoarpynna B KoWTponbHas nogrpynna A noarpynna A noarpynna B noarpynna B KoHTponbHas
[10 NeyeHus / MOCNE NIeYeHns / [0 neyeHus / NoCne neyelus / rpynna/ [10 NeyeHuns / Nocsie neYeHns / [0 nevyenua / nocne nedewus / rpynna/
Subgroup A, Subgroup A, after  Subgroup B,  Subgroup B, after control group Subgroup A, Subgroup A, after Subgroup B, before Subgroup B, after control group
before therapy therapy before therapy therapy before therapy therapy therapy therapy
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Puc. 3. CoorHOI1IEHNE 0OBEMA (1)()pcnp()1smm()r()
BBIAOXA 32 1-IO CEKVHAY U (1)()pcr/rp()1;mm'()ﬁr
KU3HEHHOHM EMKOCTH ACTKHX Y YIACTHHKOB

HNCCACAOBAHMA

%
100 1

v
o

+-o—o-8-o

75 -

T T T T 1
nogrpynna A noarpynna A noarpynna B nogrpynna B koHTponbHas
[0 leYeHus / NoCie NeYeHus / [o neyeHns / Nochne nedequs / rpynna/

Subgroup A, Subgroup A, after Subgroup B, before Subgroup B, after control group
before therapy therapy therapy therapy

®BJl. MonydyeHHble KO3IDDUUMEHTb KOppensauum — ymepeH-
HO CTaTUCTMYECKU 3HauYuMble (HaGNOfAEeMbIl YPOBEHb 3HAYU-
mocTu: 0,005 < p-value < 0,05).

OBCYXAEHUE
CornacHo GINA W KNMHMYECKUM peKOMeH[ALWAM Mo [MarHoc-
TUKe W neyeHunio bA, 0CHOBHbIM NpuHUMNOM neyeHus BA asns-

J'II/ITEPATVPA / REFERENCES

. lenne H.A., Konocosa H.I., Koxdiopura E.T. u dp., ped. HayuoHansHas
npozpamma «bpoHxuansHas acmma y Oemel. Cmpameeus nevyeHus
u npogunakmuka». M.; 2017. 161 c. [Geppe N.A., Kolosova N.G.,
Kondyurina E.G. et al., eds. National program “Bronchial asthma in
children. Treatment strategy and prophylactics”. M.; 2017. 161 p.
(in Russian)]

2. Lotvall J., Akdis C.A., Bacharier L.B. et al. Asthma endotypes: a new
approach to classification of disease entities within the asthma
syndrome. J. Allergy Clin. Immunol. 2011; 127(2): 355-60. DOI:
10.1016/j.jaci.2010.11.037

3. ®édopos W.A., Pwibakosa O.l. [lepcucmuposaHue 303UHOGUILHO20
theHomuna npu nezkom meyeHuu GPOHXUANLHOU acmMbl 8 AOWKO/Ib-
Hom Bo3pacme. Jlokmop.Py. 2019; 5(160): 47-51. [Fedorov LA.,
Rybakova 0.G. Persistence of the eosinophilic phenotype in the mild
course of bronchial asthma in preschool. Doctor.Ru. 2019; 5(160):
47-51. (in Russian)]. DOI: 10.31550/1727-2378-2019-160-5-47-51

4. [enne H.A., Konocosa H.l., KoHdwpuHa E.[. u dp. Wcnonb3osaHue
UH2ANIAYUOHHbBIX 2II0KOKOpMUKocmepoudos y demeli npu 6GpOHXU-
anbHol 06CMpyKyuu Ha ¢oHe pecnupamopHol BupycHOU UHGeK-
yuu. [Jokmop.Py. 2019; 9(164): 13-18. [Geppe N.A., Kolosova N.G.,
Kondyurina E.G. et al. Use of inhaled glucocorticosteroids in children
with bronchial obstruction against a background of respiratory
viral infection. Doctor.Ru. 2019; 9(164): 13-18. (in Russian)].
DOI:10.31550/1727-2378-2019-164-9-13-18

5. Arnold R.J.G., Massanari M., Lee T.A. et al. A review of the utility and

cost effectiveness of monitoring fractional exhaled nitric oxide (FeNO) in

asthma management. Manag. Care. 2018; 27(7): 34-41.

Moschino L., Zanconato S., Bozzetto S. et al. Childhood asthma

biomarkers: present knowledge and future steps. Paediatr. Respir. Rev.

2015; 16(4): 205-12. DOI: 10.1016/j.prrv.2015.05.001

Raoa D.R., Phipatanakul W. An overview of fractional exhaled nitric oxide

and children with asthma. Expert Rev. Clin. Immunol. 2016; 12(5): 521-

30. DOI: 10.1586/1744666X.2016.1141049

o

N

Noctynuna / Received: 12.11.2020
MpunaTta k ny6nukauuu / Accepted: 23.11.2020

eTcA CTyneHyYatwlii nogxoa. Y peteit ¢ nerkoit bA crtapwe 5 net
perynapHas Tepanus MOXeT HauyuHatbcs ¢ HU3kmx po3 UIKC
u/unn moHotepanuu AJIP, a c 6 NeT PEKOMEHAYIOT NeYeHne KoM-
6uHauuent UITKC ¢ ABA? [1, 12]. U3BecTHo, uTo TKC ymeHblwatoT
3031HOGUNbHOE BOCMANeHWe, XxapakTepHoe Ans 6GoJbLMHCTBA
teHoTunos acTMbl. FeNO 061agaeT noTeHUManbHbIMU CBOMCTBA-
MU LIS MOHUTOPWHIA peakumn Ha uHranaunornHoe nevenne NKC
y 60onbHbIX C BA.

Hopmanusauus yposHs FeNO oTmeuvanack y 6GonblmMHCTBA
nauneHToB Ha QoHe 6asucHoi Tepanuu (noarpynnsl A u B)
yepes 3 mecsaua 1 6bina cxogHoi B 06enx noarpynnax. OgHako
Ha ¢oHe neveHus UIKC Hopmanusaumus nokasatens npomcxo-
Auna bbicTpee.

MonyyeHHble paHee [aHHble MPOAEMOHCTPUPOBAIM, UTO
Gonee BbiCOKME MUCxofHble ypoBHM FeNO geiictButensHo cro-
cobHbI Npeackasarb oTeeT Ha Tepanuto UTKC B Buge yayyweHus
byHKUMK nerkux y petein [13, 14].

HekoTopble uccnepfoBaTeny nokasanu ObICTpoe W ycTonuu-
Boe CcHuxeHue cogepxanus FeNO Ha doHe nedenus AJIP [15],
B TO BPeMs KaK Aipyrue He CMOMM HaWTK 3Ty accoumauuto [16].
Mo Hawwnm paHHbIM, ypoBeHb FeNO npu nerkoi bA Takxe cyuect-
BEHHO CHWXaNCcsa Npu afeKkBaTHO! Tepanuu.
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bpoHxuanbHaa actma y getei B YCJOBUAX
HOBOW KOPOHAaBUPYCHON UH(EKLNU
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PE3IOME

Llenb 0630pa: npeacTaBuUTh akTyanbHbIe JaHHbIE 10 MOHUTOPUPOBAHUIO U Tepanuu GpoHxuanbHoi actMel (BA) y aeteit B ycnosusx pacnpocrpa-
HeHWs HOBOI KOpOHaBupycHoit nHtbekunn COVID-19.

OcHoBHble nosoxeHua. OTCYTCTBYIOT J0OKa3aTeNbCTBA TOrO, YTO KOHTponupyemas BA y feteit nosblwaeTt puck uHpuumposanus SARS-CoV-2
unu 6onee Taxenoro TedeHus COVID-19. MHransumoHHble rmiokokopTukoctepouabl (UFKC) npu BA cHMXaloT 3KCMpeccuio reHoB OCHOBHbIX
peuentopos-muweHeit ans Bupyca SARS-CoV-2. MpotusosocnanutenbHas Tepanus bA, 8 nepsyio oyepenb UIKC, gomkHa ObiTb NpOAOKEHA
L0 AOCTUIKEHUSA KOHTPoNs BA, 4To NOMOXET CHU3UTb puck HeGnaronpusTHoro TeyeHus COVID-19. Wcnonb3oBaHue fomaluHeii HebynaiizepHoi
Tepanuu 0CTaeTcs NPeAnoYTUTENbHBIM METOAOM NleyeHUs y AeTeil ¢ BA gowkonbHOro Bo3pacra.

3aknioyeHue. B ycnosuax pacnpoctpaHeHus HoBoW KopoHaBupycHon uHdekuun COVID-19 petv ¢ BA fomkHbI nonyyatb Tepanuio B MOJHOM
00beMe B COOTBETCTBUM C MHAMBUAYAIbHBIM MNAHOM NIEYEHUS, TAXKECTbIO W CTEMEHbI0 KOHTPONsA 3aboneBaHus.

Knioyesble cnosa: GpoHxmManbHas acTMa, AeTn, HoBas KopoHaBupycHas uHdekuus COVID-19.

Bknap aBTopoB: ®ypmat E.[. — pa3paboTka KoHuUenuu 0630pa, Han1caH1e 0CHOBHOM YacTu 0630pa, paboTa C NepBOMCTOYHUKAMY, YTBEPKAEHUE
pykonucu pns nyénukaumu; XysumHa E.A. — wn3ydeHue 0COBEHHOCTEN KAMHUKM HOBOW KOPOHABUPYCHOW MHGMEKLWM U OPOHXWUANBHONM acTMbl;
Peneukas M.H. — pekomeHAaLWM No NeYeHNI0 annepruyeckoro puHuTa y feteit ¢ 6poHxmanbHoi actmoii B ycnosusx COVID-19.

KOH(IJIIMKT UHTepecoB: aBTOPbLI 3aABAAIOT 06 OTCYTCTBUWN BO3MOXHbIX KOH¢HMKTOB UHTepecos.

WUcTouHuk dmHaHcmpoBanua: CTatbs HanucaHa npu ¢uHaHcoon noaaepxke POOU (Poccua) u MHTU (M3pauns) B pamkax HayyHOro npoekta
N2 19-51-06001.
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Jloktop.Py. 2020; 19(10): 42-47. DOI: 10.31550/1727-2378-2020-19-10-42-47

Bronchial Asthma in Children Amidst the Novel Coronavirus Infection
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ABSTRACT

Objective of the Review: to present current information on monitoring and therapy of bronchial asthma (BA) in children amidst the novel
coronavirus infection COVID-19.

Key Points. There is no evidence that controlled BA increases the risk of SARS-CoV-2 infection or leads to more severe COVID-19. Inhaled
glucocorticosteroids (IGCS) to manage BA inhibit gene expression of major SARS-CoV-2 target receptors. Anti-inflammatory BA therapy,
primarily IGCS, should not be discontinued until BA is controlled, thus mitigating the risk of unfavourable course of COVID-19. Nebuliser
therapy at home remains the preferred treatment in pre-school children with BA.

Conclusion. Amidst the novel coronavirus infection COVID-19, children with BA should receive individualised therapy depending on disease
severity and rate of disease control.

Keywords: bronchial asthma, children, novel coronavirus infection COVID-19.

Contributions: Furman, E.G. — review concept, preparation of the main part of review, source materials handling, approval of the manuscript
for publication; Khuzina, E.A. — study of clinical presentations of the novel coronavirus infection and bronchial asthma; Repetskaya, M.N. —
recommendations for treatment of allergic rhinitis in children with bronchial asthma amidst COVID-19.

Conflict of interest: The authors declare that they do not have any conflict of interests.

Source of funding: The article is sponsored by the Russian Foundation for Basic Research (Russia) and the Ministry of Science and Technology (Israel)
within the scope of scientific project No. 19-51-06001.

For citation: Furman E.G., Khuzina E.A., Repetskaya M.N. Bronchial Asthma in Children Amidst the Novel Coronavirus Infection. Doctor.Ru. 2020;
19(10): 42-47. (in Russian). DOI: 10.31550/1727-2378-2020-19-10-42-47

Oypman Egeenull [puzopsesuy (asmop 0na nepenucku) — 4neH-koppecnoHdeHm PAH, 0. m. H., npogeccop, npopekmop no Hayke, 3agedyioujuli
Kaghedpoli parynsmemckoli u eocnumansHoli neduampuu @r60Y BO «[1TMY um. akad. E.A. Bazrepa» Mun3dpasa Poccuu. 614990, Poccus, 2. llepms,
yn. llemponasnosckas, 0. 26. eLIBRARY.RU. SPIN: 7373-9210. https://orcid.org/0000-0002-1751-5532. E-mail: furmanl@yandex.ru

Xy3uHa EkamepuHa AneKcaHoposHa — K. M. H., accucmenm Kagedpsi pakynsmemckoli u cocnumansHol neduampuu ®r60Y BO «[1FTMY um. akao. E.A. Bae-
Hepa» Mur30pasa Poccuu. 614990, Poccus, 2. llepms, ya. llemponasnosckas, 0. 26. eLIBRARY.RU. SPIN: 6816-0587. E-mail: eka-khuzina@yandex.ru
Peneuxas MapuHa HukonaesHa — 0. M. H. npogeccop, 3asedyrowas Kagedpol demckux 6onesHel neyebHoz2o aryasmema ®rb0Y BO «lrMy
um. akao. E.A. BazHepa» MuH3dpasa Poccuu. 614990, Poccus, 2. [lepmb, yn. llemponasnosckas, 0. 26. eLIBRARY.RU. SPIN: 4293-6683. E-mail:
proffrep@yandex.ru

42 | Doctor.Rw | Pediatrics. Vol. 19, No. 10 (2020)



AAAEPTOAOTUA |

KoHLe 2019 rofa 4enoBeyecTBO BCTPETUNIOCH C CEPbE3HbIM

BbI30BOM — C NaHAEMUEN HOBOW KOPOHABUPYCHO HEK-

uum Coronavirus disease 2019 (COVID-19). MepBoit u Bax-
Herwen muweHslo ans uHdekumn COVID-19 sBnsetca abixa-
TenbHas cucrema, COVID-19 npuBOJMT K MHEBMOHUM U TAXKENON
LbIXaTesbHON He0CTaTOYHOCTY.

N3BecTHO, 4To GonbHble BpoHxuanbHoi acTMoii (BA) noasep-
XEHbl pUCKY 0onee TAXKENbIX WCXOJOB NPWU PECMUPATOPHBIX
BUPYCHbIX 3aboneBaHuax [1]. Mpu HepocTaToYHOM KOHTpose
BA TAXecTb 060CTPeHMs, BbI3BAHHOTO BUPYCOM, PE3KO BO3pac-
TaeT [2]. MHorve nayMeHTbl C aCTMOM UMEIOT CHUXeHUe u/unm
3aMefNIeHHYI0 peaKLmMio BPOXXAEHHOTO NPOTUBOBUPYCHOMO UMMY-
HUTeTa C AeUUMTOM 1 3afepXKKOW OTBETOB, aCCOLMMUPOBAHHbIX
¢ nHtepdepoHamu nerkux UOH-o, NOH-B n UGH-A. Leduuut
NH®-) cBsizaH C noBblWeHMEM TAXECTU 060CTPeHUs acTmbl [3].

Llenb Haweit cTaTb — NpeAcTaBUTb aKTyaNnbHbIE LaHHblEe MO
MOHUTOPUPOBaHMIO 1 Tepanuun bA y fieTei B yCIOBUAX pacnpocT-
paHeHWs HOBOM KopoHaBupycHon uHdekumnm COVID-19.

Mepeble 0OHApy)KeHHbIE KOPOHABUPYCbl CTAHOBUAUCH NpMU-
YMHOW pecnupaTopHoOn MHGEKLUM y feTeil U B3POC/bIX, KOTO-
pas He Oblna OCOGEHHO OMACHOW U TAXeNnol. YcTaHOBNEHO,
yTo KopoHaBupychl (He BbisbiBalowme COVID-19) obHapyxu-
BAKOTCA B JblXaTesbHbIX CEKpeTax y GO0JbWOro Yncna 3L0poBbIX
neteit [4, 5]. B uccnepoBanun [6] KopoHaBupyc 6bin 06Hapy-
)KEH MPUMEpPHO B 5% 00pa3L0B U3 BEPXHUX [bIXaTENbHbIX MyTel
1 B 8% — M3 HWXKHUX AbIXaTebHbIX NyTei nMpu OCTPOM pecnu-
paTopHoM 3aboneBaHUU. BONbIWMHCTBO KNMHWUYECKN 3HAYUMBIX
KOPOHABMPYCHbIX MHGEKLWIT HAWAW y feTeil Mnagalwe 2 neT, XoTs
Wy feTeii Gonee cTapluero BO3pacTa MOr0 BCTPEYATbCA TAKEN0e
TeYeHue KOPOHaBUPYCHbIX MHpeKLUi [6].

Bupyc SARS-CoV-2 (Severe acute respiratory syndrome-
related coronavirus 2 — KOpOHaBUPYC 2, BbI3bIBAIOWMIA TAKE-
NblA OCTPbIN PECNUPATOPHBI CUHAPOM) CTan CefbMbiM BblsiB-
NIeHHbIM NaTOreHHbIM KOPOHABMPYCOM ANs YenoBeKa U TPeTbUM
KOPOHaBUPYCOM, BbI3bIBAOLLMM JIETasIbHYI0 NHEBMOHUIO (Mocne
nHdekuuit SARS — Severe acute respiratory syndrome, Taxe-
bl OCTPBbI pecnupaTopHbIi CUHAPOM (aTUNUYHASA MHEBMOHUSA)
1 MERS Middle East respiratory syndrome — 6aMXHEBOCTOUHbIA
pecnnpaTopHbIil CUHAPOM).

HoBblit kopoHaBupyc SARS-CoV-2 nopaxaeT MHOrne KneTku,
TKaHU U OpraHbl, OAHAKO OCHOBHbIE KIUHUYECKWUE NPOsABIEHUA
3aboneBaHus onpefenstoTcs NopaXeHUeM AbiXaTeNbHbIX NyTeil.
BaxHbIM 06bsACHEHWEM (aKTa TPOMHOCTM KOPOHABUPYCOB
K AblXaTeNbHOI cucTemMe ABNAETCA Hanuyne HeCKONbKUX MOTEH-
LManbHbIX PeLenTopoB AJs KOPOHAaBMpYCa, MPUCYTCTBYIOWMUX
B AbIXaTENIbHON CUCTEME.

B HacToswee Bpems BepMGULMPOBAHO, YTO OCHOBHO peLien-
TOp AN NPOHUKHOBEHUA BUpyca B kneTky — AMN®2, B kavecT-
Be [JOMOMHUTENbHBIX PELENnTOPOB MOryT BbICTYNATh GenoK
wwuna (CD147-spike protein) [7, 8] u TpaHcMeMbpaHHas cepuHo-
Bas npoTeasa 2 (transmembrane protease serine 2, TMPRSS2).
Peuentop AN®2 wnpoKo npefcTaBaeH Ha PECHUTYATLIX KIETKax
LblxaTenbHblx nyTent [7, 9].

MokasaHo, YTo bonee Bbicokas akcnpeccus ANP2 yeennun-
BaeT BOCNPUMMYMBOCTb 7n vitro k SARS-CoV-2, noBblweHune akc-
npeccuu reHa AM®2 ceazaHo ¢ kypeHnuem, CLL u Al, u Bce 3tu
COCTOsIHMA/3a60N€BaHNA aCCOLMUPYIOTCA C NOBbIWEHHON 3a60-
neBaemocTblo u Taxectblo COVID-19.

YcTaHoBneHo, YTo akcnpeccus AM®2 B HaszanbHOM anuTENUM
JeTeil C annepruyeckoin ceHcMbunusaumein u annepruyeckon
acTMoi cHuxeHa [10]. B gpyrom uccnenoBaHuu Ha nonyasuum
B3pocnbix ¢ bA oGHapyxeHo, yTo Gonee BbiCOKas 3KCMpec-
cus reHos AM®2 u TMPRSS2 oTmevaeTcs y MyxuuH adpoame-

PUKaHCKOro npoucxoxpaenus npu coyetanum c CL. Hanuune
VKa3aHHbIX Ko-hakTopoB ABnseTCs 0060CHOBaHWeM pns Gonee
TIWLATENbHOTO MOHUTOPUHTA B AaHHbLIX nofrpynnax 6onsHbix BA
AAA paHHeN ANarHOCTUKN YXYALIEHUS COCTOAHMSA.

Mpu 3Tom 6onee HU3Kas skcnpeccus reHos AN®2 n TMPRSS2
oTMeyanach npu ucnonb3oBaHun uHranaunoHHsix FKC (UIKC).
MpoBefeHHOe NPOCNEeKTUBHOE HabNAeHNe 33 6ONbHBIMU JOKa-
3ano, uyto npumeHenune UTKC aBnseTcs npefmMKTOpOM CHUXEHNS
BOCMPUUMYMBOCTYH K UHBeKuun SARS-CoV-2 n 3aboneBaemocTy
COVID-19 [11].

KypeHue pacnpocTpaHeHO CpeAn MOAPOCTKOB, B TOM yucne
u cpepn noppoctkoB ¢ BA. KypeHue Tabaka noBbllwaer 3Kc-
npeccuto reHa AM®2, peuentopa ansa SARS-CoV-2. MposeneHo
cpaBHeHue 3kcnpeccun ANP2 B TPaHCKPUNTOMUKE OAUHOYHBIX
KNETOK B 3NUTENNU GPOHXOB Y KYPALLMX U HEKYPSALLMX NaLUeH-
ToB. MNoka3saHa t-SNE Bu3yanusauus npoduneit TpaHckpuntoma
OAMHOYHbBIX KNETOK Yy KYPALWMX 1 HUKOTAA HE KYPUBLINX NtOAEN.
Y Kypslwmx HabnofaeTcs nepepacnpefeneHne KNeTok 6poHXM-
anbHOTo 3NUTENUA — NOTEPS CEKPETOPHbIX KNETOK M 06LWMpPHas
runepnnasvs 60KanoBMAHbIX KneTok [12].

BaHbIit BOMpoOC, Tpebytowunii oTBeTa, — sABAseTCA an bA
takTopom pucka COVID-19? Lo cux nop BA He Obina upaeH-
TMGUUMpPOBaHA KaK (DAKTOpP PUCKA TAXKENbIX MCXOAO0B MNpw
COVID-19 HM B ofHOM W3 Gonee KpPymHbIX WUCCNELOBaHMIA.
0pHaKo XpOHMYECKNE PecnupaTopHble 3ab0eBaHuUsA CTanu Tpe-
TbeW rpynnoi no BeNuynHe Nokasatena NeTtanbHOCTU y B3pocC-
JbIX NOCNe CEepAeYHO-COCYAUCTHIX 3aboneBaHnit M puaberta
B aHanu3e 6osbloi cepun cnydaes (44 672 NOATBEPHKAEHHbIX
cayyas COVID-19) [13, 14].

B CWIA cpepu naumentoB c COVID-19 BA BcTpeuyanach y
9% B3pocnbix U 12% peteit [15]. B uenom B HacTosiee Bpems
HEL0CTaTOYHO AaHHbIX, YTOObI CAeNnaTb OKOHYATENbHbIN BbIBOJ
0 Tom, sBnfeTca nm BA y peteit cakTOpom pucKa 3apaxeHus
SARS-CoV-2 v cBsi3aHa 1 AeTCKas acTma ¢ puckom Hebnaronpu-
ATHoro TeyeHus COVID-19 [16].

BPOHXWAJIbHAA ACTMA, OBOCTPEHUE

W CUMNTOMbI COVID-19

MoHsaTHO, yto cumnTombl COVID-19 moryT 6biTb MOXOXKM Ha
CMMNTOMbI  0GOCTPEHUs acTMbl UM MPOABAATHLCA, Hanpumep,
CyXMM Kawnem W OAblWKOW. Jlnxopagka, pacnpocTpaHeHHsli
cumntom COVID-19, moxeT nomouyb AnddepeHuupoBaTb ero
OT 00OCTPeHUs aCTMbl, XOTA NIMXOpPafKa MHOrmA NpUCYTCTBYeT
npu BUpPYC-MHAYLUMPOBAHHOM 060CTpeHUU acTmbl. WN3yyeHue
aHaMHe3a, B YACTHOCTM WUCTOPUM MOE3LOK, HanUuyue TECHOro
KOHTaKTa C 3apaxeHHbiMm COVID-19 u oTcyTCcTBMe npeplecTBy-
IoLLero aToNMYecKoro aHaMHe3sa y pebeHka Takxe MoryT noMoyb
npu guddepeHumansHoit guarHoctuke [16].

OnucaHbl cnyydan cdatanbHoro Teyenns COVID-19 y monopbix
B3pochbix ¢ bA. [foctmopTanbHoe nccnegoBanme nerkux 37-net-
Hero nauyueHta ¢ bA u COVID-19 BbisiBMAO 06TYpauuio apixa-
TENbHbIX MyTel CAU3UCTBIMKU NPOOKAMU M YNNOTHEHUE NErKMX.
Ha noBepxHOCTU cpe3a Nerkoro — TONACTbI BHYTPUNPOCBETHbIIA
3KCCyAaT BHYTPU BPOHXOB, OAHOBPEMEHHO OTMevanuch Auddys-
HO€ aNbBEONIAPHOE NOBPeXAEHUE, U3MEHEHUA INUTENUA U IHLO-
Tenus ¢ 06pa3oBaHMeM rMaNMHOBLIX MeMbpaH [17].

Bepmywue mexayHapofHble accoumaLum v obuecTsa cneyma-
NINCTOB, 3aHUMalOLLMXCA Npobnemoit BA, — MmobanbHas MHULMA-
TWUBA N0 JleYeHuto U npodunakTuke 6poHxuanbHoit actmsl (Global
Initiative for Asthma, GINA), EBponeiickas akagemus annepro-
JIOTUM U KNuHUYecko ummyHonorun (European Academy of
Allergy and Clinical Immunology, EAACI), AMepukaHcKas aka-
LemMus annepruu, actmel 1 uMmyHonoruu (American Academy of
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Allergy, Asthma and Immunology, AAAAL), AMepukaHckoe Topa-
KanbHoe obuiecTo 1 EBponeiickoe pecnuparopHoe o6LecTso —
copMynpoBanu CBOK NO3NLMUI U PEKOMEHAALUM N0 BELEHUIO
peteii ¢ BA B ycnoBuax pacnpoctpaHeHus COVID-19:

1) nnoxoil KOHTpo/ib Haf acTMmoit — dakTop pucka Gonee
TAXKenoro o6ocTpeHus bA, BbI3BaHHOTO BUPYCOM;

2) nopfepKaHue onTUManbHOTO KOHTPONSA Haj aCTMOW Hens-
GEXHO YMEHbLWUT PUCK TsXeNbIX pe3ynbratos npu COVID-19;

3) Bce BapuaHTbl 06a3nUCHOTO NPOTUBOBOCMANUTENLHOMO
nevenus (UTKC, kombuHupoBaHHble UTKC + gnutenbHo peiict-
Bylowye B2-aroHnctsl ([JIBA), MOHOKNOHanbHble aHTUTENa)
CYIECTBEHHO CHMXaOT puUck obocTpeHuit BA, 60NbWKHCTBO
13 KOTOPbIX BbI3BaHbI BUPYCOM);

4) npoTuBOBOCNaNuUTeNbHas Tepanus bA gomkHa 6biTb npo-
LOJKEHA [0 [OCTUKEHUS KOHTpons BA, 4To MOMOXET CHU3UTb
puck HebnaronpusTHoro TedeHus COVID-19 [18].

Jkcneptsl EAACI no nosoay annepruyeckux 3aboneBaHuii
u BA 3asBnAIOT, 4TO OTCYTCTBYIOT Hay4Hble [OKa3aTenbcTBa
TOr0, YTO JIeYeHUe annepruu yBenuymBaeT BOCNPUUMYMBOCTD
K SARS-CoV-2 nnu taxects TeyeHus COVID-19. Bpauu gonmkHsl
CTPEMUTLCA K Hauiyyllemy KOHTPOMIO Haj TeKylumu annep-
TMYECKUMWU CUMNTOMAaMU U NPOUHPOPMUPOBATL NALUEHTOB
0 TeKylMX peKoMeHAauuUax No rurueHe U couuanbHoOMy AWC-
TaHLMPOBAHUIO 1A CHUXeHUA pucka COVID-19.

HekoHTponupyemas actva knaccuduuupyetcs kKak taktop
pucKa, N03TOMY OHOW U3 TMaBHbIX Lieneil fomKHa ObITb 6asnc-
Has Tepanus acTMbl C MOMOLbID COOTBETCTBYIOIWNX JE€KAPCTB
W BOCTUXKEHWe KOHTpons. CUMNTOMbI CE30HHOI anneprum, oco-
GeHHO B Hayasne Ce30Ha, MHOrAA HanoMuHatoT rpunn unu OPBU
W, CnefoBaTeNbHO, TaKXKe MOryT CBWAETENbCTBOBATb O Halu-
yum COVID-19 [19].

UHTANALULNOHHBIE

MIOKOKOPTUKOCTEPOUbI U COVID-19

3a nocnepHue 30 neT npousownu QyHpameHTanbHble U3MeHe-
HMA B BMAe MEpecMoTpa KOHLEenuuu Tepanuu Nerkon acTMbl
y AeTeii u B3pocnbix. IkcnepTsl GINA 6onblue He pekoMeHAyIoT
Tepanuio Nerkoi acTMbl TOJbKO KOPOTKOAecTByoWMUMM 2-aro-
HUCTaMu, Tenepb BCe NaLMEHTbI JOMXKHbI NOJyYaTb MPOTUBOBOC-
nanuTenbHylo Tepanuio.

Mpu Ha3zHayeHnn UTKC naumeHTam c BA BO3HUMKaAIOT HMKe-
cnegyowme sonpockl. Mamensior am UTKC puck 3abonesae-
moctu COVID-19, ysennumsas unn ymeHblas ero? Bausior aun
WUTKC Ha knuHuyeckoe Teyenne COVID-197 Bnuset nu npepnga-
puUTeNbHOE NPUMEHEHWE UK NPOAOIKUTENbHOE UCMONb30BAHKE
NTKC Ha ncxopabl oCTpbIX pecnupaTopHbIX MHMEKLUIA, CBA3AHHbIX
C KOpoHaBupycom?

B HacTosee BpemMs HeT LOKA3aTeNbCTB, YTO NPeMOPOUAHOE
npumeHenne UTKC pna Tepanuu xpoHuyeckux 3aboneBaHuii
ABnAeTCA (HaKTOPOM HebnaronpuATHLIX UCXOAOB NPU OCTPbIX
pecnupaTopHbIX WUHMEKUMAX, BbI3BAHHBIX KOPOHABMPYCOM.
OTcyTCTBYIOT AOKa3aTeNbHble AaHHble B MOAAEPXKKY OTMEHbI
WIKC y nauweHtoB B ycnosusax naHgemun COVID-19, nony-
yaBWwMx 3TV npenapatbl. Y 6onbHbix BA oTMeHa UTKC moxer
NpMBOAMUTL K NOTepe KOHTPONs Haj 3aboneBaHUEM M MOBbIle-
HUI0 pUCKa 060CTpeHns. HeT [LOoKa3aTenbCTB TOro, YTO NaLueH-
TaMm, CTpafalolnUM acTMOl, cnefyeT U3MEHUTb PEKOMeHAALUK
no yeenuyenuto fo3bl UTKC B Hauane 060CTpeHUs, accoummpo-
BaHHoro ¢ COVID-19.

B 1o e BpeMsA npu HeonpefeneHHOCTU B OTHOWEHWUU fuar-
HO3a Bpayu [LOMKHbI ObITb GONee OCTOPOXKHbI B OTHOLWEHWUU
Ha3HayeHua UTKC unn UIKC/OOBA y nauueHToB 6€3 YeTKux
06BEKTUBHbBIX MPU3HAKOB acTMbl. B 3asBneHun 3kcnepTos

GINA u cekuun EAACI no nepguartpuu penaertcs BbIBOA O TOM,
YTO «ONTUMaNbHLIA KOHTPONbL 3aboneBaHuii y feTeit ¢ annep-
ruei, acTMO U UMMyHOLedULUTOM MOXET ObiTb JOCTUTHYT NpU
BbIMOJIHEHNM OObIYHbBIX PEKOMEHAALNI No neyeHunio» [20, 21].

B nccnepnoBaHum yctaHoBAEHO, YTO y naumeHToB ¢ BA, nony-
yaBwux UIKC, akcnpeccus reHos AMN®2 u TMPRSS2 3Haummo
HUXE, YeM B KOHTPOJbHOW rpynne GO/bHbIX, HE NPUHUMABLIMX
WTKC. Takum o6paszom, UTKC ymeHblaloT 3Kcnpeccuto reHoB
OCHOBHbIX peuenTopoB-muweHein ana SARS-CoV-2, yto moxer
npenAaTCTBOBaTb MPOHUKHOBEHUIO B KNneTky [20].

Mpeanonaraetcs Takxke, yto TKC, 6narogaps noaaBneHuio
BOCNaneHWa 2-ro TMNa, BEpOATHO, BOCCTAHABIMBAIOT HapylleH-
HbIl NPOTUBOBUPYCHBIA UMMYHUTET U UMEIOT MONOXUTENbHbIE
KNuHnyeckue 3ddektsl npu nHdekuuu, BoizeaHHon SARS-CoV-2,
1 actme. Y nuu, He CTpaAatoLLmMx acTMON, Takoro acdekTa HeT [22].

MocKonbKy annepruyecknit pUHUT ABAAETCSA YaCTbIM COMYTCT-
BYIOWMM annepruyeckum 3aboneBaHueM y nauueHToB ¢ bBA,
MHeHwe 3kcnepToB no JIOP-3a6oneBaHNAM TakKe 04eHb BAXKHO.
Jkcneptol rpynnbl JIOP-3a6onesanunii npu AAAI yTBEpKAAIOT:
«Mbl npu3Haem, yTo 3a60NeBaHUSA BEPXHUX [bIXATE/bHbIX NyTeN
WU UX NeYeHue KOPTUKOCTEpOMAAMU U GUONOTUYECKUMU Npe-
napatamu He YBEIMYUBAET PUCK MHDEKLMM U PUCK Bonee Taxe-
noro Tedenuns COVID-19...» [23]. NoayepkuBaeTcs, 410 B HACTo-
Allee BpeMs NpUMeHeHUe WHTpaHasanbHbix [KC MoxeT 6bITb
MPOJO/IKEHO MPWU CE30HHBIX annepruyecknx paccTporncTBax
1 nonnuHose. MpekpaweHne NCNONb30BaHNA MECTHOTO Ha3alb-
Horo MKC He pekomeHpAyeTCs, TaK Kak OTCYTCTBUE KOHTPOAA Haf
CMMNTOMAMK MOXET 03HayaTb Gonee WWPOKOe pacnpocTpaHe-
Hue Bupyca SARS-CoV-2.

HecKonbKo HaLMOHaNbHbBIX U MEXAYHAPOAHbIX OpraHu3aLuii,
Taknx Kak GINA, pekomeHpytoT npumeHaTts cuctemuele TKC no
Mepe Heob6X0AMMOCTU W B COOTBETCTBUM C MIAHOM [EiCTBHUI
no NleYeHunio acTMbl y pebeHka Bo Bpems COVID-19 [16].

MauueHTsl, KOTOPbIE NOAYYanu Guonpenaparsl U UMMyHOTepa-
NuIo annepreHamu, ToXe AOMKHbI NPOAOKATL NeyeHue, CBOASA
K MMHUMYMY NMoCeLeHNs GONbHULL U JINYHblE NOCelleHus [24].

Mo paHHbiM A. Renner u coasT., uHdekuus COVID-19 y nauu-
€HTa C TAXKenoi 303uHodunbHoit bA Ha GoHe npuMeHeHUs MOHO-
KNOHanbHbIX aHTUTen K peuentopy WMJ1-5 npotekana [oCTaTOYHO
nerko, 6e3 ocnoxHeHuit. NMpu 3ToM Hawu Konnern obpaiaiot
BHUMaHWeE Ha TO, YTO 0 UCMOb30BAHNA MOHOKNOHAMbHBIX aHTU-
TEN KaxfAas BUpYCHas WHMeKuMs 3aBepluanach NOTPe6HOCTbIO
B AnutensHom kypce opanbHbix TKC [25]. KnuHudeckue Habnto-
JeHua nokasanu 3pheKTMBHOCTb Tepanun BA MOHOKNOHaNbHBI-
My aHTuTenamu k IgE Ha doHe 3abonesaHus COVID-19 [26].

HEBYNAW3EPHAA TEPANUA
AKTUBHO 00CY)X[AeTca MCnoib3oBaHMe Hebynan3epHoi Tepa-
MUK B YCNIOBUAX KOPOHABUPYCHOM MHMeKLMN y AeTei.

Whransumm WUIKC ¢ npumeHeHunem Hebynaizepa umetoT
pAL BaXHbIX npeumyuects B neyeHun bA y perteit no cpas-
HEHWI0 C MCNoNb30BaHWEM [03MPOBAHHOIO a3p030JbHOIO
uuranatopa (LAWN) co cneitcepom. CornacHo pyKoBOACTBaM
AmepuKaHCKOW accounauun nynbMOHONOMOB, NMPU MpUMEHe-
Hum OAWN co cneiicepom TpebyeTcs COTPYAHWUYECTBO CO CTO-
POHbI CaMUX NALMEHTOB: MeAJIEHHO [AbllaTb NOC/NE aKTUBALUK
MHTanATopa, 3afepxunBartb bixaHne Ha npoTaxeHun 10 cekyHp,
nocne UHranAauuu, Npyu AONONHUTENbHOW WHranALMM BbXKAATH
npumepHo 15-30 cekyHa [27].

bonbwuHCcTBO peteit mnapwero Bo3pacta He B COCTOAHUM
OCBOWUTb TaKYK TEXHWUKY MHranauuu. Mpu npumeHeHUu Heby-
Nai3epoB He TpebyeTcs KOOPAMHALMA AblXaHWUA AW 3ajepxKka
BbIOXa: 6ObHOM AbIWKUT B yROOHOM Ans cebsi pexume, no3ToMy
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MHransauum Yyepes Hebynaizep CONPOBOXAAIOTCA 3HAYUMO MEHb-
WKM Ynucnom ownbok, Yem ucnonbzosanue AU co cneiicepom,
4TO Hanpsamyto BaMAeT Ha 3hHEKTUBHOCTb Tepanuu.

Mnoxas TexHUKA WHransLMW TaKkKe CBA3aHa C pUCKOM 060-
cTpeHus BA 1 noTepu KoHTpons Hap 3ab6oneBaHueM Kak y feTeil,
Tak ¥ B3pocnbix nauuentos [28]. Kpome Toro, npu npumeHeHum
IAW co cnelicepom 1 nnUeBoi Mackoil faxe Hebonbloe Hapy-
LeHWe repMeTUYHOCTU MOXET Pe3K0o CHU3UTb NOCTynaeHue npe-
napara B TKaHb JIerkuX. TaK, Mpu Lenyn pa3mMepom BCEro nib B
0,4 cmM? B nerkue nonafaet yxe HUYTOXHO Mano npenapata [29].

Ba)kHo Takxe, 4To UHranauum Yyepes Hebynaisep no3BonsOT
ncnonb3osatb 6onee Bbicokue fo3bl UTKC u coyetatb B ofHOIM
MHranauim HeCcKONbKO MpenapatoB, NpefHa3Ha4yeHHbIX [s
HebynaisepHoit Tepanuu, Hanpumep [ynbMUKOPT CycneH3uio
n GpoHxonuTuknK [29, 30].

JkcnepTbl Poccuitckoro nepmaTpuyeckoro pecnmpatopHo-
ro obwecrsa [31] po naHagemun COVID-19 chopmynuposanu
CBOI Mo3uuMio cnepyowum obpasom: «Y feTeil Jo 6-neTHero
BO3pacTa CleAyeT 0TAABaTb NPUOPUTET Hebynaii3epHoil Tepa-
MUW B CBA3M C HEBO3MOXHOCTbIO UM TPYAHOCTAMMU CObBMOfEHUS
TEXHUKWN WHranauuii C NOMOLLbIO APYruxX YCTPOWCTB, a TaKxke
otcytcTeuem Boibopa UTKC, 3a ucknoueHnem HebynusmposaH-
HOW cycneH3uu byfecoHUAa C NepBbIX MECALEB XU3HW». Ha Haw
B3rNA4, B YCNOBUAX HOBOW KOPOHABMPYCHOW MHGMEKUUMU Heob-
XOAMMO BCe e pa3fensTb npumeHeHue HebynalsepHoi Tepa-
MUK B 1€4€OHO-NPOPUNAKTUHECKOM YUPEXAEHUN U [LOMALIHIO
Hebynaii3epHyto Tepanuio.

HekoTopble aBTopbl cuuTatoT [32, 33], 4To MCnNoONb30BaHME
HebOynaisepos Bo Bpems naHgemun COVID-19 B MegMUMHCKMX
VUpexaeHunsax, BKNoYas OTAeNeHUA HEOTSIOXHON NOMOLLW, MOXeT
YBEeNUYMBaTb BEPOATHOCTb a3P030JIbHOTO PACNPOCTPAHEHMSA
BMPYCHbIX YacTWL, ¥ NOABEpPratb pUCKYy NepekpecTHon MHbek-
LMW NALMEHTOB U UL, 06ECNeYnBaIOLLMX YXOA 38 HUMU. B 3Tux
YCNOBWAX aBTOPbl PAaCCMATPUBAIOT B KaYeCTBE aNbTepPHATUBbI ANA
6ONbHbIX C PECNMPATOPHbIMWU CUMNTOMAMW MpuMeHeHue [AU
CO cneiicepom ¢ 3ary6HUKOM WMAM MACKO B 3aBUCUMOCTU OT
Bo3pacTa. B nocnegHee Bpemsa Takxe NPUMeHAIOTCA cnencepsl
¢ ogHocTopoHHUM KnanaHom Valved Holding Chambers (VHCs).

BycnoBuax noBbIWeHHOTo pucka pacnpoctpaHeHus COVID-19
(B OTAENEHUAX HEOTNOXHOW NOMOLlM, GOABHUYHBIX nanarax
W Apyrux neyebHbIX NOAPA3AeNeHnsx) paccMaTpuBaeTcs orpa-
HUYeHMe WCNONb30BaHWA a3po30JibHbIX MpenapatoB uepes
HebOynainsepsbl! [34].

B To e Bpems MexpyHapoaHble nefuaTpuyeckue u pecnmpa-
TOpHble 06lecTBal [34—36] peKOMEHAYIT UCNONb30BaTh Heby-
Nan3epHylo Tepanuio B N0ObIX YCIOBUAX NPU TAXENOi acTMe,
aCTMaTMyeCKOM CTaTyce WNU B APYroii yrpoxarowen Xu3Hu
cutyauun. [lae B MEAWLMHCKUX YYPEXAEHUAX [EeTH, KOoTo-
pble He MOryT npaBunbHoO ucnons3osatb AW unn He oTeevaloT
Ha nedyeHue npenapatamu, MHranupyembiMu ¢ nomolsio AN,
LOJKHbBI NoNyyaTh HeGynaiisepHyio Tepanuio.

AmepuKaHCKWe 3KCnepTbl peKOMeHAYIT C Lefblo MUHUMU-
3aUMM OMacHOCTU AN MeAMUMHCKUX PabOTHWUKOB B YCIOBU-
AX CTauMoHapa MpWUHATb Cnefylolime Mepbl: NOCAe HACTPOKM
Hebynaisepa MefULUHCKUM pabOTHUKAM ClefyeT BbIAEPKUBATh
6e3onacHylo anctaHuumio (o1 1,83 meTpa v 6onblue), N0 BO3MOX-
HOCTK, 33 ABEPbIO, HOCUTb NINLIEBYI0 MACKY, a TaKXe CpeAcTBa
3aWMThl [1a3, NepyaTku U HaKMLKY BO BpeMA NpOBeLeHNs neye-

HMA NpW HEBO3MOXHOCTM BOCMONb30BATbCA PECMUPATOPOM.
MauneHTOB He TpebyeTcs NepeBOAUTL HA Bonee WHTEHCUBHBIA
peXUM MeMLMHCKON NOMOLM UCKNIOYUTENBHO 1A NPOBEAEHNS
Tepanuu ¢ nomoupto Hebynansepa?.

B Pecny6nuke Kopes npegnaraetcs ciefyiowuii anroputm
OKa3aHWs CTallMOHAapHOW MOMOWM nauueHTaM ¢ 060CTpeHMeM
bA B ycnosusx scnbiwku COVID-19:

1) oueHka pucka COVID-19 Bo BpeMs nepBUYHOI COPTUPOB-
Ku (y4yeT OCHOBHbIX CMMMNTOMOB, BKIOYAs NIMXOPAJKY, Kallesb,
OJbILIKY, M OLEHKa 3MMAeMUOS0TUYECKOTO PUCKa);

2) nposegenue Tecta MNLUP Ha PHK COVID-19 u peHTreHorpa-
tun rpyaHON KNeTKM B W30JAMPOBAHHOI KOMHaTe noj oTpuua-
Te/bHbIM [laBNEeHNEM;

3) obuee neyeHne oboctpeHus bA nocne Bbixopa U3 obcep-
BaTopa A7 NaLMeHTOB C OTPULATENbHbIM PE3YNbTaTOM TeCTUPO-
BaHus Ha COVID-19 — tepanus cuctemHbimm TKC u 6poHxogm-
naTatopamMn KOpPOTKOro AeiCTBUS C MCMONb30BaHMEM [03MPo-
BaHHbIX MHFANATOPOB CO Cnelicepamu.

Mpu 3TOM KOpeiCcKMe aBTOPbI NOLYEPKMBAIOT, YTO ONTUMANb-
HbIii KOHTpPOAb Hapj 3abonesaHueMm OyaeT Nyylweil 3aLWMTHON
cTpaterueit pfis BCex OOMbHbIX acTMOM MpOTUB 060CTPEHMS,
Bbl3BaHHOro COVID-19 unu gpyrumu daktopamu [37].

B gomalwHMX ycnoBMAX OTCYTCTBYIOT XKECTKME OrpaHuyeHus
Ha NpUMEHeHWe Hebynai3epHoi Tepanum, eCan y NaumeHTa HeT
KOPOHABMPYCHON MH(EKLUN U PUCK 3apaKeHUA OKPYKaloLmux
nogen otcytcTByeT. [Ipn 3TOM BaXHO MPOAOXKATL BBEAeHWe
NTKC c nomoublo Hebynaisepa y pebGeHKa B JOMALWHUX YCIO-
BuAx Bo Bpemsa naHgaemun COVID-19, ecnu oH nnoxo oTBeyaer
Ha Tepanuio ¢ ucnonb3zosaHmem AW co cneiicepom n B cuUTy-
auuu, Korga pebeHok NGO OTKa3biBAeTCA OT COTPYAHWYECTBa,
MO0 He B COCTOSIHUM CNefoBaTb YKa3aHWUAM, HEOOXOAWUMbIM
L5 NPaBUIbHOMO UCMOb30BAHNA 3TUX yCTPONCTB [16].

MpumeHeHne Hebynaiizepa Ha AOMY NO3BONAET NaLWeH-
Ty NONYYaTb JIeYEHWE B MPUBLIYHBIX YCAOBUAX, YTO IKOHOMMUT
BpEMA U 3aTpaTbl HA MEAWLMHCKYIO MOMOLLb, @ TaKXKe NO3BONA-
eT NpefoTBpaTUTb NepeKkpecTHoe MHOULMPOBAHME B YCIOBUAX
CTauMOHapa, YTO 0COBEHHO aKTyalbHO B YCNOBUAX NaHAEeMUU
COVID-19 [35].

Ha cerogHsiwHuit neHb HebynainsepHas tepanus UTKC ¢ npu-
MeHeHWeM MWKpOHW3MpoBaHHoro 6Gyaeconupa (MynbMukopT
CycneH3us) 0CTaeTcs MeTofoM Bbibopa B neyeHun bA y peteit,
0Co6eHHO [OWKObHOTO BO3pacTa. MonekynsipHas CTpyKTypa
OynecoHnaa obycnoBnKMBaEeT GbICTPOE Havano hapmakonoruyec-
koro addekra. B ommuune ot gpyrux UIFKC Mynbmukopt pac-
TBOPAETCA B JbIXaTesIbHbIX NYTAX YK Yepe3 HECKOJbKO MUHYT,
4TO Cnoco6CTBYET OLICTPOMY Hauany AencTBUs npenapata [36].

MynbMUKOPT CyCNEeH3Us 3HAYUTENbHO CHUXAET BbIPAXEH-
HOCTb cumnToMoB BA Kak B AHEBHOE, TaK M B HOYHOE BpeMms,
a TaKKe yYMEeHbllaeT 00bEM NpUMEHEHUS OPOHXONUTUKOB
no cpaBHeHuto ¢ nnauebo [38].

B xopme 3-netHero HabntoaaTeNnbHOro peTpoCneKTUBHOTO
nuccnenoBaHusa ¢ yyactuem okono 11 toic. geten go 8 net, paHee
roCnuUTanM3upoBaHHbIX N0 NpU4MHe obocTpeHns BA, nokasaHo,
yTo npenapar [yNbMUKOPT CycneH3WA NpKU Ha3Ha4YeHWn yepes
30 pgHelt nocne 060CTPEHUS CHUXKAN PUCK NOBTOPHOM rocnu-
Tanu3auum uamM obpalieHus B OTAeNeHUE HEOTNOXHONM MoMo-
WM B cBA3M ¢ obocTpeHnem BA Ha 45% B TeyeHue rofa nocne
cobbITMsA. [lpyrue NpoTMBOACTMATUYECKME NPenapaThl, BKIoYas

! Paediatric asthma and COVID-19. The Canadian Paediatric Society Practice Point. 2020. URL: https://www.cps.ca/en/documents/position/paediatric-asthma-

and-covid-19 (dama obpawerus — 15.10.2020).

2 Minnesota Department of Health Guidance. Aerosol-generating procedures and patients with suspected or confirmed COVID-19. 5th May 2020. URL: https://
www. health.state.mn.us/diseases/coronavirus/hcp/aerosol.pdf (dama o6pawerus — 15.10.2020).
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gpyrue UTKC pns nHranauuii He yepes Hebynaiizep, 6poHxonu-
TUKM KOPOTKOTO U [/IUTENbHOTO AENCTBUA, aHTUNEAKOTPUEHO-
Bble npenapatbl u [KC ana nepopanbHOro npumeHeHus, CHUXa-
JIM 3TOT PUCK B MeHbLUel cTeneHun [39].

B HekoTOpbIX MCCNe[0BaHUAX YCTAHOBAEHO, YTO [ynbMUKOPT
3HauuTENbHO 6onee BbIPAXKEHHO ynyywan GYHKLUIO NErKux,
yeM MOHTENYKACT, a TaKkKe yMeHbllan puUcK obocTpeHuit BA,
Tpebytownx HasHayeHus cuctemubix FKC [40]. KpaTkocpoyHas
M ponrocpoyHas Tepanus [lynbMUKOPT CycneH3uen Xopowo
nepeHocUnach AeTbMU PaHHUX BO3PACTHbIX Fpynn, BKAOYas
TPYLHOW BO3PACT, He ObiNI0 HAapyLWeHUs CKOPOCTU POCTa U U3Me-
HeHUsA YpOBHA KopTu3ona [41].

Tepanus lNynbMUKOPT CyCneH3nen He yBeNMYMBAET HYacTOTy
MHMEKUMA BEPXHUX U HUXKHUX LbIXaTENbHbIX MyTel, YTo ObINO
[OKa3aHo B 3-7eTHeM WCCNefoBaHMWM Ha AETCKOW nonyns-
uun [40]. B TO e BpeMs eCTb AaHHble UCCNef0BaHUIA, KOTO-
pble MOKa3blBalOT MOBbIWEHNE PUCKA FrOCMUTanN3auum B CBA3M
C MHeBMOHWel y nauneHToB ¢ bA cpeau Tex, KTO noayyaet Tepa-
nuio hAyTUKa3oHOM [42]. 3TO MOKeT GbITb 0OBACHEHO Pa3Nuyms-
MK B hapMaKoKWHETUKe Monekyn bynecoHuaa v hayTukasoHa.
Bonee pnntenbHas akcno3uumsa GayTMKa3OHA Ha NOBEPXHOCTM
anuTeNus OPOHXOB NPUBOAUT K GoNlee ANUTENbHON UMMYHOCYN-
peccuu u, cnefoBaTeNbHO, POCTY BEPOATHOCTU NPUCOEANHEHNS
uHdekumnn [43]. bynecoHua o6nafaeT HU3KON MECTHOW UMMY-
HOCYMpPEeCCHUBHOI aKTUBHOCTbIO, KOTOPasA B ECATKW Pa3 MeHblue
MO CPAaBHEHMIO C TAKOBOW Y (JIyTUKA30Ha NponuoHarta [44].

Heo6xoanmo TpaHcthopMUpoBaThL U CUCTEMY OKA3aHMs NOMOLLM
nalueHTam, HanpasfeHHy0 Ha MOHUTOpUpoBaHue BA B ycnoBuax
pacnpoctpaHenus COVID-19. PekomeHayeTca Yalle UCNonb30BaTh
BUPTyasbHble KOHCYAbTaLWUM UAWN OTCPOYKN KOHCYAbTALMM TMLOM
K nuuy Bo Bpema COVID-19. BupTyanbHble noceleHns JOMKHBI
ObITb NPUOPUTETHBIMU ANA AETEI, KOTOPbIE NI0OXO KOHTPONUPYIOT
acTMy, UMeloT YXyALleHWe CUMNTOMOB acTMbl, AW IS TEX, KOMY
TpebyeTcs yBenuyeHue 403 NpenapaToB 6asuCcHoOi Tepanuu.

KoHTponb BEHTUAALMOHHOW yHKUNUK ABAsETCA 00s3aTeNb-
HbIM KOMMOHEHTOM MOHWUTOpUHra BA [45, 46]. OfHako Heob-
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PE3IOME

Llenb uccnepoBaHuaA: npocnefuTb fUHaMUKY N1abopaTopHbIX MOKa3aTeneil y AeTeil ¢ nerkoi nepcuctupyiowein 6poHxuansHoi actmoii (bA)
B pasHble nepuoabl 3a6oneBaHus Ha oHe 6asncHoit Tepanuu u 6e3 Hee.

[lM3aiH: NpoCneKTUBHOE KOrOPTHOE MCCNefj0BaHue.

Martepuanbl n meTopbl. B nccnegoBaHue BKItoYeHbl 42 nauneHTa c erkoit nepcuctupyioleit bA B Bozpacte ot 5 40 16 neT. Kaxpablii pebeHok
Habnlofancs B TedeHue 3 neT. B Havane uccnefoBaHns 1 Npu Kaxaom obpalleHum y Bcex 60NbHbIX ONpeaensiv ypoBHU 303UHOGUI0B o6Liero
aHanu3a kposu (0AK), HazanbHoro cekpeta (HC) u nHpyumposanHoit MokpoTel (M), a Takxe 303uHOdUABHOMO KaTMOHHOTo npoTenHa (IKIM)
B CbIBOPOTKE KPOBW, UCCNefoBanu hyHKLWIO BHEWHEro AblxaHus. Bce neTu mepuopmyecku nonyyanu 6asucHylo Tepanui HU3KUMU [03aMu
MHTanaLMoHHbIX miokokoptukocteponpos (MKC), 18 peteit gononHuTeNsHO nonyyany annepreH-cneuuduyeckyto ummyHotepanuio (ACUT).
Pe3ynbrarbl. JledeHune unranaumonHsimm TKC npu o6octpernn BA cnocobcTBoBano HopManu3auun cofepxanns 303MHohuI0B MoKpoTbl, HC
1 OAK. B nepvog pemuccum BA oTmeyanock nosblweHne yposHeit 303uHodunos HC u UM, xota cumntombl puHuta u BA nayneHtos He 6ecno-
kounu. YpoBeHb 303uHodunos M npu 3Tom 6bin Bbille, Yem B nepuop KoHTpons BA (p = 0,05), u Hixe, Yem Bo Bpems o6ocTpeHus (p < 0,05).
B HalweM UccnefoBaHUM He BbIABNEHbI OTNMYMA B N1a6OPATOPHBIX NOKA3aTensax y AeTei, Nony4aBwmx 1 He nonyyaswmx ACUT, Ha oHe Tepanuu
HU3KUMU 003aMU UHTANALMOHHBIX U Ha3anbHbix [KC.

3akntoueHue. 303MHOBUNBHbBI BOCNAanUTeNbHbIA HEHOTUN Y NALMEHTOB He MEHSNCA B 3aBUCUMOCTY OT CTaxa 3aboneBaHns U KypcoB KOHTPO-
nupytouieit Tepanuu. Konnyectso 3o03uHodunos MM, Ha doHe koToporo nponcxoauno oboctpeHne BA, no AaHHbIM UCCNeA0BaHNA, COCTaBUNO
8,0% [3,0-16,0%]. 3TOT NokasaTenb MOXHO MCMONb30BATh KaK AOMONHUTENbHbIA NPEAUKTOP HEobXOAMMOCTU yBennyeHus obGbema Tepanum
(nepexop Ha cTyneHb BBepX). BHe 3aBucMoCTyM OT Nnepuofa 3aboneBaHus 1 Nonyyaemoil Tepanuu HabnAANNCH KOPPENALUYU MEXAY YPOBHAMMU
3031HOGMNOB KpoBu 1 UM n mexay KoHueHTpauuamu 303uHocdunos UM u 3K B kposu.

Kntoyessbie cnosa: 6poHxManbHas actMa, AeTu, 303UHOGUIbI, MHAYLMPOBAHHAA MOKPOTA, BOCMIANNTENbHbI heHoTu.

Bknap aBTopoB: Pénopos M.A. — nnaHupoBaHue, pa3paboTka an3aitHa uccnefoBaHus, yTBEPXAeHMe pykonucu ans nybankauuu; Peibakosa 0.1 —
o6cnefoBaHne nalyMeHToB, cOOp NepBUYHOTO MaTepuana Ans PyKONWUCY, aHanW3 nosydyeHHoi MHhOpMaLuK, cTaTucTuyeckas o6paboTka [aHHbIX,
HanucaHue TeKCTa pyKonucu.
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moit. loktop.Py. 2020; 19(10): 48-51. DOI: 10.31550/1727-2378-2020-19-10-48-51

Laboratory Dynamics in Children With Mild Persistent Bronchial Asthma

I.A. Fedorov, 0.G. Rybakova

South Ural State Medical University of the Ministry of Health of the Russian Federation; 64 Vorovsky Str., Chelyabinsk, Russian
Federation 454092

ABSTRACT

Study Objective: to track the laboratory dynamics in children with mild persistent bronchial asthma (BA) at various stages of disease with
or without baseline therapy.

Study Design: prospective cohort study.

Materials and Methods. The study included 42 patients with mild persistent BA aged 5 to 16 years. Each child was followed up for 3 years.
At initiation of the study and during each visit, all patients had their blood eosinophils, nasal discharge (ND) and induced sputum (IS), as well
as serum eosinophil cation protein (ECP) tested; and their respiratory function was assessed. All children were prescribed baseline therapy
with low doses of inhalative glucocorticosteroids (GCS); 18 children also received allergen-specific immunotherapy (ASIT).

Study Results. Inhalative GCS for BA exacerbations facilitated normalisation of sputum, ND and blood eosinophils. During periods of BA
remission, ND and IS eosinophil levels increased, but patients did not have rhinitis and BA symptoms. Eosinophil levels in IS were higher vs.
BA control (p = 0.05) and lower vs. disease exacerbations (p < 0.05). We did not find any differences in laboratory results in children with or
without ASIT who were treated with low doses of inhalative and nasal GCS.

Conclusion. Eosinophile inflammatory phenotype in patients did not charge depending on disease duration and control therapies. According
to the study data, eosinophile levels in IS, when BA exacerbation was recorded, were 8.0% [3.0-16.0%]. This value can be used as an
additional predictor for the need in increased therapy (a step forward). Irrespective of the disease stage and therapy, there was correlation
between blood eosinophile level and IS eosinophile level and between IS eosinophile level and blood ECP concentration.

Keywords: bronchial asthma, children, eosinophiles, induced sputum, inflammatory phenotype.
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BBEAEHUE

Mpowno 6onblwe 20 NeT ¢ TOro BpeMeHW, kKak B Poccum Gbin
BHEpEH MeTOA WMHAYLMPOBaHHOW MokpoTbl (M) ans oueHku
MHTEHCUBHOCTW BOCMaNeHUA AblXaTeNbHbIi MyTei y B3pOCAbIX
nauueHToB, 1 6onee 10 neT c Tex nop, Kak B MpPaKTUKy Bpa-
yeit-annepronoros r. YensbuHcka BHegpunu metod UM n aHa-
nu3a uutonorun MM ana [MAarHOCTMKM M MOHUTOPMPOBaHMA
GpoHxuanbHoit actmel (BA) y peteii [1-3].

LleHHOCTb AaHHOM MEeTOAMKM 3akaloyaeTcs B TOM, YTO OHA
no3sonsieT 6onee JOCTOBEPHO W HEMHBA3MBHO MPOBECTU paH-
HIOK AWarHocTMKy BA y peteli paHHero Bo3pacTa, a TaKxe
OLeHNTb 3(EKTUBHOCTb NPOBOAUMOI Ba3ucHoit Tepanuum [1].
bnaropapsa ananusy yutonoruun VIM ctano BO3MOXHbIM onpege-
JINTb BOCMANUTENbHBbIA (DEHOTUN HA YPOBHE CU3UCTOI 060104~
K1 6poHxoB [3-6].

Y Bpaueli nosBMUNacb BO3MOXHOCTb NOJYYaTh LUTONOTUYECKYIO
KapTUHY BOCNANUTENbHbIX U3MEHEHUIT HA YPOBHE CIN3UCTOI 060-
JI0YKM GPOHXOB U HAabMIOfATh, KaK OHA MEHSAETCA B Pa3Hble Nepuo-
Abl TedeHus BA Ha hoHe 6asucHoi Tepanuu u 6e3 Hee [4, 7].

Llenb uccnepoBaHusA: NpocnefnTb [UHAMUKY 1a00PaTOPHbIX
nokasatenein y aetei ¢ nerkoit nepcuctupyowein BA B pasHeie
nepuopbl 3abonesaHus Ha toHe 6asnucHoit Tepanuu 1 6e3 Hee.

MATEPUAJIbI U METO[1bl

B npocnekTMBHOM KOTOPTHOM MCCNEefOBaHUM MPUHANMW yyacTue
42 nauueHTa ¢ nerkoi nepcuctupytowein bA B Bo3pacte ot 5 go
16 net: 28 manbunkoB, 14 peBouek. VccnepoBaHue npoBoau-
NoCb Ha 6ase JeTcKoro annepronoruyeckoro otaenerus MAY3
0TK3 «lopopckas knuHuyeckas 6onbHuua N2 1» (r. YensbuHck)
¢ 2014 no 2019 r. Habop gmeTteit u nocneaytoliee HabnofeH1e
OCYLLECTBASNMNCD B TeyeHUe 5 neT, Kaxablil pebeHok Habnogan-
csA B TeyeHue 3 net. Bce feTu coCTOANM Ha LUCNAHCEPHOM yyeTe
y Bpaya-annepronora B NoANKANHUKE, NPUXOAUIN HA KOHTPONb-
Hble OCMOTPbI B JEKPETUPOBAHHbIE CPOKW W NPU 06OCTPEHMN.

B Hauyane uccnefoBaHMA M NpU Kaxaom o6palleHumn y Bcex
VYACTHUKOB OMpefiensny coaepxaHue 303uHo(MN0B 0blle-
ro aHanusza kposu (OAK), HasanbHoro cekpeta (HC) u UM,
303UHO(MUABLHOTO KaTUOHHOMO NPOTEMHA CbIBOPOTKM KPOBU
(3KM), pedepeHcHble 3HauyeHus Kkotoporo B 0-12 ner —
0-10 Hr/mn, 6onee 12 net — 0-24 Hr/mn; uccneposanu ®B[,
n nokasarens 09B .

[InarHocTMYeCKM 3HAYUMBIM CYUTANOCh KONIMYECTBO 303MHO-
¢unos B HC > 5%, 8 UM > 2,5% [3].

B Havane wccnepfoBaHUA TaKKe M3MEPANM KOHLEHTpaLuUM
obuero IgE (pedepeHcHble 3HaueHus ¢ 1 roga o 6 netr —
0-60 ME/mn, c 6 go 10 netr — 0-90 ME/mn, ¢ 10 go 16 net —
0-200 ME/mn) u cneuncuyeckux IgE. Mpu noctaHoBke Auar-
HO3a AeTAM Ha3Hayanacb 6asncHas Tepanus HU3KUMW J03aMU
MHransALMoHHbIX M HasanbHbix TKC. Ha 1-m rogy HabniogeHus
18 petaM, noMuMo Ga3nCHOI Tepanuu, bbina Ha3HayeHa annep-
reH-cneunduyeckas ummyHotepanus (ACUT) npuyMHHO-3Haum-
MbIM aNNepreHom.

Mepuog nccnenoBaHus pasfeneH HaMu Ha Huxecnegytlme
3Tanbl, KOTOpbIE NOJBEPIINCH aHANN3Y.

Itan I (Hayano uccnepoBaHus) — y feTeil BNepable BbICTaB-
NeH auarHo3 bA nerkoro nepcucTUpytoLLero Te4eHNA: Ha MOMEHT

obcnepoBanua ectb cumntombl bA (o6ocTpeHue), 6asncHyio
Tepanuio OHU He Nony4atoT.

Iran II (1-i rop HabNOAEHNA) — HAa MOMEHT ocMoTpa 6asunc-
Hyto Tepanuio AeTu nonyyatoTt, cumntomoB BA HeT (BA koHTpo-
nnpyemas).

Jtan III (2-i rop HabniofeHWs)) — Ha MOMEHT OCMOTpa
6a3uncHylo Tepanuio He nonyyatoT, cumnTomMoB BA HeT (nepuwop
pemuccumn bA).

Itan IV (3-i rop HabntofeHUs)) — Ha MOMEHT 0CMOTpa 3aduK-
cupoBaHo o6ocTpeHue bA, 6asncHyto Tepanuio ieTU He NoJyYaloT.

Jtan V (3-i rog HabnoaeHNs) — Ha MOMEHT OCMOTpPA CUMMTO-
MoB BA HeT, 6a3ucHyto Tepanuio nonyyawT (bA KoHTponupyemas).

CraTucTuyeckmit aHanu3 MoONYyYEHHbIX Pe3ynbTaToB Mpo-
BOAMICA MpPW MOMOLM NAKeTOB CTaTUCTUYECKMX NPOrpamm
Statistica 6.0. [na onucaHusa KOAMYECTBEHHbIX NPU3HAKOB
B BbIGOPKE PaCCYMTLIBANNCL Me[MaHA W WHTEPKBAPTUIbHbIN
pasmax (Me; 25-75%).

[ns cpaBHWUTENbHOTO aHanM3a AaHHbIX NpU OTIUYHOM OT
HOPManbHOro  pacnpefefeHnn  KONMYECTBEHHbIX MpU3Ha-
KOB WCMONb30BaNcs HenapameTpuyeckuin TectT ¢ Kputepuem
BunkokcoHa. OueHKy pasnuuunii Mmexay rpynnamu no Kadect-
BEHHbIM NpU3HaKaM NPOBOAWAN C NPUMEHeHWeM Kputepus y?
1 To4Horo kputepus Puwepa.

CBA3b NMpPU3HAKOB WCCNEAOBanM C MOMOLBIO BbIYUCIEHUSA
Ko3dduumeHta paHroBoid koppensauun Cnupmena. Cratuctu-
YeCKM 3HAYMMbIMU CYUTaNNUCh pasnuyus npu p < 0,05.

PE3YNIbTATbl U OBCYXXAEHUE

HacnepctBeHHOCTb MO annepruyeckum 3abonesaHusm Geina oTa-
roweHa y 31 (73,8%) pebeHka. ATonuMyeckuii fepMaTuT guarHoc-
TUpoBaH y 24 (57,1%) peTei, COMYTCTBYIOWMIA annepruyeckuii
puHUT — y 100% nauueHToB. PacTuTensHas ceHcubuansaums
6bina BbifBNeHa y 34 (80,9%), 6biToBas — vy 31 (73,8%), anu-
pepmanbHas — y 29 (69,0%), nuwesas — y 27 (64,3%), rpn6-
koBas — y 15 (35,7%), nonusaneHtHas — y 30 (71,4%) petei.

Y Bcex 06Cnef0BaHHbIX fieTeil ONpeaensncs 303MHOUbHbIA
BOCMANUTENbHbIA heHoTUN. JIMHAMUKA NoyYyeHHbIX nabopatop-
HbIX MOKa3aTesieil NpeAcTaBieHa B mabauye.

Iman I (Hayano uccnedosaxus). Kak BUBHO M3 mabauysl,
KonnyecTso 303uHotdunos HC u UM y peteit Gbino Bbilwe pede-
PEHCHbIX 3HaYeHN1 [3], npuyem NOBbILEHHbI YPOBEHb 303UHO-
tunos HC umenu 35 (83,3%), a 303uHodunos UM — 36 (85,7%)
yenosek. Y 20 (47,6%) nauueHTos Ob110 yBEANYEHO COfiepKa-
Hue 303nHocunoB B OAK.

BbisiBNeHHble W3MeHeHUs BMOJIHE 3aKOHOMepHbl, TaK Kak
y nauueHtoB ¢ BA npeo6nagaer 303MHOGUNbHBLIA (heHo-
n [8-10]. Mpu aHanu3e MMMYHONOTUYECKMUX MOKa3aTenen
06HapyxeHo, 4to yposeHb IKI nosbiweH y 38 (90,5%), ypoBeHb
obuwero IgE — y 33 (78,6%) GONbHBIX.

Mpu uccneposanun ®BL O®B, 6bin CHUKEH TonbKo y 6
(14,3%) naumeHToB. o faHHbIM Jpyrux uccnefoBaTenei, noka-
3atenn ®BJl y peteit ¢ bA yacTo 6biBatOT B Npefenax BO3pacT-
HOI1 HOpPMbI, 0COBEHHO NPU NETKOM UAU KOHTPOJMPYEMOM Teye-
Hum [11, 12].

Iman II (bA koHmponupyemas). Kak BUAHO U3 mabauypl,
ypoBHU 303nHocunoB UM, HC n OAK cratuctuyeckn 3Haummo
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Tabanma

AaGoparopHble 1T0Ka3aTeAn 00CACAOBAHHBIX ACTEH
B 3aBHUCHMOCTH OT KAMHUYECKOH curyarmu, %, Me [25; 75]

JTansbl
uccneposaHusa /
Examination stages

303uHOUNBI UHAYLMPOBAHHOW
MOKpOTbI (pedepeHcHble
3Ha4yeHus < 2,5%) / Induced
sputum eosinophils (reference
intervals < 2.5%)

J03uHO(UNbI HAa3aJIbHOTO
cekpeta (pedepeHcHble
3Ha4YeHus < 5%) / Nasal

discharge eosinophils (reference
intervals < 5%)

303uHOpuUNbI B 06L1EM
aHanuse KpoBu (pedepeHcHble
3HayeHus < 5%) / Blood
eosinophils (reference
intervals < 5%)

I 8,5 [4,0-20,0] 11,0 [6,0-50,0] 4,0 [2,0-7,0]
II 1,0 [0,0-3,3]*, ** 4,5 [0,0-16,0]*, ** 3,0 [2,0-4,0]*
111 4,0 [0,0-12,0]%, **, *** 8,0 [4,0-30,0] 2,0 [1,0-4,0]* **
v 9,0 [4,0-16,0] 20,0 [4,0-40,0] 5,0 [2,0-6,5]
v 2,0 [0,0-4,0]%, ** 4,0 [3,0-10,0]** 3,0 [2,0-4,5]**

* Oramans or srama I cratncrnaecku spaunMer (p < 0,05).

* Oramand ot stama IV crarncruyaeckn spaunmer (p < 0,05).
wk Oramane ot atama II cratmermaeckn saaunmo (p = 0,

CHU3WUAUCH MO CPaBHEHMIO C TaKOBbIMM Ha 3Tane I u pgoctur-
nu pedepeHcHbIX 3HaYeHuit. Ymenbwenne 0GB Habnopanocs
y 1 (2,4%) pebenka. MonoxutensHas AMHaMUKa nokasaresei
MOXET ObITb 06bACHEHA leCTBMEM NpenapaTos 6a3ncHoi Tepa-
nuu — muransumoHHbix NKC.

Iman III (nepuod pemuccuu bA). Y peTeit B nepuog pemuc-
cuu BA nokasarenu 3o03uHodunos MM u HC npeBbiwanyu Hopmy,
KonuyecTBo 303uHodunos M cTano Bblwe, yem Ha hoHe 6a3unc-
Hol Tepanuu (31an II) (p = 0,05) (cm. ma6a.). Y 3 (7,1%) peteii
otmeyanoch cHmxenne 00B,. Konuentpaumus 3K 6bina yenu-
yeHa y 14 (33,3%) neteit (p,_; < 0,05).

Iman IV (3-i 200 HabnwdeHus, obocmpeHue bA). YpoBHu
s03uHodunos M, HC, OAK cywiecTBeHHO NOBLICMAUCH MO CpaB-
HEHUIO C TaKOBbLIMM HAa (OHe KOHTpoAMpyemoro TeyeHus BA
(atan II) u pemuccum bA (3tan III), oHM cTanu conocTaBUMbI-
MU €O 3HaueHusmu 3tana I. Y 22 (52,4%) peteit 3acdukcupo-
BaH pocT KoHuenTpauuu KN (p,, , < 0,05), y 6 (14,3%) —
ymeHblieHne 00B,.

Iman V (3-ii 200 HabnwdeHus, kKoHmponupyemas bA). YpoBHu
s03nHodpunos UM, HC n OAK Haxopunucb B npepenax pede-
PEeHCHbIX 3HaveHwuit. MosbiweHne copepxanus KM oTmeyeHo
y 14 (33,3%) naunenTos, cHikerne 0OB, —y 4 (9,5%).

Ha 1-m ropy HabniogeHns 18 petam Obina HasHadeHa ACUT
NPUYMHHO-3HAYMMbBIM aNIepreHoM, COOTBETCTBEHHO, 24 pebeH-
ka ACUT He nonyyanu. Y Hac nosBunach BO3MOXHOCTb onpefe-
NnTb, BUseT nu conytereytowas ACUT Ha nabopatopHble noka-
3aTenu naLuueHToB.

Cpepyn nonyyaBwux GasucHyio Tepanuio u Tepanuio ACUT
Ha hoHe KoHTponupyemoro Teyenus BA peTeit Cc NOBBIWEHHBIM
ypoBHeM 303uHodunoB UM 6bino 7 (38,9%), HC — 6 (33,3%),
0AK — 3 (16,7%), cpepn peteit 6e3 ACUT — 10 (41,7%),
13 (54,2%) n 4 (16,7%) cooTBeTcTBEHHO. Ha dhoHe KOHTponu-
pyemoro TeyeHus bA y neteii c u 6e3 ACUT nonyyeHHble faHHble
Gbin conoctasumbimu (p > 0,05) [13].

B nepuoge pemuccuu peteir, nonyyaswmux ACUT (n = 18),
C noBbllWeHHbIM ypoBHeM 303uHodunoB UM 6bino 7 (38,9%),
HC — 12 (66,7%), 0AK — 2 (11,1%); 6e3 ACUT (n = 24) —
9 (37,5%) u 13 (54,2%) COOTBETCTBEHHO, YBENUYEHNE KONMU-
yectBa 303uHocunos OAK otcytctBoBano (Bo Bcex cnyya-
ax p > 0,05).

Bo Bpems oboctpeHus bA 8 rpynne ACUT 6bino 16 (88,9%)
JeTell C MOBbIlWEHHbIM YypoBHEM 303uHOpunos UM, HC —
16 (88,9%), OAK — 10 (55,6%); B rpynne feteit 6e3 ACUT —
20 (83,3%), 19 (79,2%), 6 (25,0%) cOOTBETCTBEHHO. TakuM
obpa3oM, B HalleM WCCNeLOBAaHWM He BbIABAEHbl OTAUYUSA
B 1abOpaATOpHbIX MOKA3aTeNsAx y ieTeid, Noy4YaBLIUX U He nony-
yaBwux ACKT, Ha hoHe Tepanuu HU3KMMK [O3aMU UHTANALUOH-
HbIX U Ha3anbHbIx [KC.

[lanee Hamu npoaHanu3npoBaH ypoBeHb 303uHOoGUnoB UM,
Ha QoHe KOTOporo nosBnsnAMCb cumntombl BA, OoH coctaBun
8,0% [3,0-16,0%]. Mo gaHHbIM MHOCTPAHHbLIX MCCnepoBaTeneil,
cam no cebe 3031HOGUILHBIA heHOTUN ABNAETCA GoNee 3HaYM-
TeNbHbIM aKTopoM pucka obocTpeHus BA, uem octanbHele heHo-
TUnbl [5, 14]. Y nayMeHToB C 3031HO(UNbHBIM BOCNANUTENBHBIM
theHOTMNOM 0BOCTPEHNS B TeYeHWe TOAA CAYYAlTCs Yalle, Yem
y 60NbHbIX C HENTPOhUNbHLIM eHoTUnoM [14]. Mbl npeanaraem
npu ypoBHe 303uHodunos UM 8,0% [3,0-16,0%] B 3aBUCUMOCTH
OT K/MHUYECKON CUTyauuu nubo MOBbIWATL CTyNeHb 6a3uCHOI
Tepanuu, eciu pebGeHoK ee nonyyan, nmb6o Bo30OHOBNATL Gasuc-
Hyt0 TEepanuio, eCv B 3TOT MOMEHT GblNl NEpepbIB.

Hamu Takxe npoBefeH KOppenAuMOHHbIA aHanu3 u3lyyae-
MbIX MOKa3atenei, No pesynbrataM KOTOPOro BHE 3aBUCMMOCTY
OT nepuopa 3aboneBaHus WMeeTcss cnabas MoONOXUTENbHAsA
KoppenauuoHHas ceasb (r = 0,28, p < 0,05) Mexay ypoBHeM
3031HOGUNOB KpoBU 1 UM 1 ymepeHHO CuNbl NONOXUTENbHASA
KoppenauuoHHas cBasb (r = 0,32, p < 0,05) Mexay KOHUeHTpa-
umammn 303uHodunos mokpotsl 1 IKI KpoBH, YTO HE NpoTUBOpE-
YNT AaHHBIM ipYrux uccneposateneit [6].

3AKNHOYEHUE

Mo pe3ynbTaTaMm Hallero UCCNefOBaHUSA, KONMYECTBEHHO 303M-
HOMUAbHbI BOCNANUTENbHbI GEHOTUN Y NALUEHTOB HE MEHSAN-
CA B 3aBUCMMOCTW OT CTaxa 3aboneBaHWs M MpPOBEAEHHbIX
KypcoB 6a3uCHON Tepanuu WHTANALMOHHBIMU U Ha3anbHbIMU
KC wu annepreH-cneunduyeckoit ummyHotepanum (ACUT),
4TO BbI3bIBAET BOMPOCHI Y MHOTUX UCCIef0BaTeNel, 3aHNMal0-
WMXCs AeTCKOW acTMoM [7, 15]. 3To HexapaKTepHO s B3pOC-
NIbIX NALUMEHTOB, Y KOTOPbIX BOCMANUTENbHbIA (DEHOTUN MOXET
MeHATbCA B 3aBUCUMOCTM OT CTaxa 3aboneBaHWs, 4acToThl
obocTpeHuii u KypeHus [5].
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Tepanusa uHranauMoHHbIMK 1 HasanbHeiMK TKC Ha doHe 060-
CTpeHus 6poHxuanbHoit actmbl (BA) cnocobcTBOBana Hopma-
NIN3aLMKM KONMYeCTBa 303MHOGUIOB WHAYLMPOBAHHON MOKpO-
bl (M) 1 HazanbHoro cekpeta (HC).

Y petein B nepuop pemuccum BA oTmevanoch noBblweHue
copepxanusa 3o03nHocunos HC u UM, xoTa cumnToMbl pUHKUTa
1 BA nauueHToB He Gecnokounu.
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bone3Hb BunbcoHa — KoHoBanoBsa y geteu

A.P. Peitsauc

ObYH «lleHmpanbHbIl Hay4YHO-uccaedoBamenbCKuli uHcmumym anudemuono2uu» PocnompebHadzopa Poccutickoli Pedepayuu;
Poccus, 2. Mocksa

PE3IOME

Llenb cTaTbu: fatb npefcTaBneHne 0 COBPEMEHHOM COCTOAHUM Npobaembl 6onesHn Bunbcona — KoHoanosa (BBK) y aeteit n u3yuntb KnuHu-
Ko-nabopaTopHble MPOABAEHMS, YACTOTY U 3HAYEHUE BbIABNIEHUA BONE3HU CPeAM [eTell C renaTuToM HeBbiACHeHHOI 3Tuonorum (THI).
OcHoBHble nonoxeHua. b6BK, reHetnyeckn o6ycnoeneHHoe HapyleHne obMeHa Mefu, — OfHO M3 Cepbe3Heiinx 3abonesaHui, npoTeKalo-
wux nog mackoi MHI. [lo HacToswero BpemeHun faHHble o0 yactote bBK y fieTeit npakTuyeckn oTcyTCTBYIOT, @ AUATHOCTUYECKME BO3MOXKHOCTH
0CTaloTCA NpeaMeToM puckyccuit. Hamm nposefeH 0630p AaHHbIX MMpoBOIt nnuTepatypbl no BBK B aeTckom Bo3pacTe, a Takke o6cneoBaHbl
103 pebeHka 3-16 net c guarHoszom MHI (pnutenbHocTe HabnopeHns — 3-7 ner). Moapo6HO onucaHbl ABa KAMHWUYECKUX cnyyas. Hapsgy
C nokasarensmu obLWeKNMHUYECKUX UCCNeS0BAHMIA ONPefeNsnCh NoKasaTenn obMeHa MeU B KPOBM U B CYTOUHOM Moye. [eHeTUYecKue uccne-
LOBaHMA BKOYANU BbifiBeHWe MyTauuin B reHe ATP7B c usyyeHunem ot 12 fo 34 anneneii.

3aknioyeHune. bBK y peteit — Hepepkas npuumHa nopaxeHus neyeHu, oHa BcTpeyaetca y 11-12% peteit ¢ TH3. [narHocTuka ee Tpya-
Ha U 06ecneynBaeTcs COBOKYMHOCTbIO TaKWUX TECTOB, KaK OLEHKa YPOBHA MeAM B CYTOYHOW MOYEe M reHeTuyeckoe uccneposaHue Ha BBK
NPy UCKNIOYEHUN APYTUX U3BECTHBIX U PACMPOCTPAHEHHBIX MPUYMH NOPAXKEHUSA NeYeHU (BUPYCHBIX, HEANIKOTONbHOM XMUPOBOI 6GONE3HN NeveHy,
ayTOMMMYHHOTO renaTuTa, NepBUYHOTO CKNEpPO3NPYIOLLETo XONaHr1Ta Ha hoHe BoCManuTeNbHbIX 3ab0NneBaHuil KuweyHuka 1 ap.). Knioyesbimu
MOMEHTaMW, OnpefensiowMMN NPeAoTBPaLLEHMe TAXKENbIX OPraHHbIX MOpAaXeHU 1 neTanbHoro ucxopa y Aeteit ¢ bBK, asnsioTca Bbicokas
HACTOPOXEHHOCTb M MAKCKMMaNbHO paHHee oOHapyxeHue 6onesHu, obecneynBarolme CBOEBPEMEHHOE HAYano Tepanuu U 6naronpuUaTHyi0
cyabOy pebeHka. OrpoMHoe 3HaYeHne B CBA3M C MOXKM3HEHHOCTbIO TEPanuu UMEeT NoaaepKaHue KOMMNAAEHTHOCTYU K Hell, CBS3aHHOE C yPOBHEM
06pa3oBaHUs N BHUMATE/bHLIM OTHOLWEHUEM CEMbMU.

Knioyessle cnosa: 6onesHb BunbcoHa — KoHoBanosa, AeTu, AMArHoCTUKA, Tepanus, UCXOAbI.

KoHthnuKT uHTepecos: aBTop 3asBaser 06 OTCYTCTBUM KOH(INKTA UHTEPECOB.

Iina umtupoBanua: Peiisuc A.P. bonesHb BunbcoHa — KoHosanosa y peteii. [loktop.Py. 2020; 19(10): 52-56. DOI: 10.31550/1727-2378-2020-
19-10-52-56

Hepatolenticular Degeneration in Children

A.R. Reisis

Central Scientific and Research Institute of Epidemiology at the Federal Service for Oversight of Consumer Protection and Welfare of
the Russian Federation; 3A Novogireevskya Str., Moscow, Russian Federation 111123

ABSTRACT

Objective: to present the current situation with hepatolenticular degeneration (HLD) in children and to study clinical and laboratory
manifestations, prevalence and significance of the disease in children with unexplained hepatitis (UH).

Key Points. HLD, genetic copper metabolism imbalance, is a serious condition masked by UH. There is practically no information on
prevalence of HLD in children; and diagnostic capabilities are still a matter of arguments. We have reviewed literature sources on HLD in
children and examined 103 children aged 3 to 16 years diagnosed with UH (follow-up period of 3 to 7 years). Two cases have been discussed
in detail. In addition to routine clinical examinations, we have tested copper metabolism in blood and 24-hour urine specimen. Genetic tests
were conducted to find ATP7B mutations (12 to 14 alleles were examined).

Conclusion. HLD in children is not an uncommon cause of hepatic involvement; it affects 11-12% children with UH. Diagnostics is
challenging and achieved with a number of tests such as measurement of copper levels in 24-hour urine specimen and genetic tests for HLD
with exclusion of any other known and common causes of hepatic conditions (viral, nonalcoholic fatty liver disease, autoimmune hepatitis,
primary sclerosing cholangitis associated with inflamed intestine, etc.). Key aspects in prevention of severe organ failures and death in
children with HLD are high awareness and early disease detection with timely therapy initiation and favourable outcome. Of the utmost
importance in life-long therapy is compliance associated with the level of education and attention from family members.

Keywords: hepatolenticular degeneration, children, diagnosis, therapy, outcomes.

Conflict of interest: The author declares that she does not have any conflict of interests.

For citation: Reisis A.R. Hepatolenticular Degeneration in Children. Doctor.Ru. 2020; 19(10): 52-56. (in Russian). DOI: 10.31550/1727-2378-
2020-19-10-52-56

onesHb BunbcoHa — Kowosanosa (BBK), renatoneHtuky- 3abonesaHue xapaKkTepusyercs rogamum  6eccMMnTOMHOro

NsipHas fereHepauus, reHeTuyecku obycroBaeHHOe Hapy-

weHne obMeHa MeguM — OAHO U3 cepbesHelwnx 3abo-
NeBaHWN, NpoTeKallWmMx Noj Mackon renatuta HeBbIACHEHHOW
atuonoruu (THI). B nocnegHee Bpems npobnema bBK aktyanu-
31MpoBanach B CBA3M C pacliMpeHnemM BO3MOXKHOCTENR fuarHoc-
TUKW 1 nosBneHnem 3(heKTUBHBIX METOJ0B NIeYeHUS.

TEeYEeHMs, NPOABAAACH KNMHUYECKM UMb Ha CTaAMKN HeoOpaTUMBbIX
M3MeHeHUi neyeHn (LMPPO3a) U NEHTUKYNAPHbLIX CTPYKTYP MO3ra.

[lo HacToswero BpemeHn faHHble o yactote bBK y pereit
MPaKTUYECKWU OTCYTCTBYIOT, @ AWATHOCTUYECKUE BO3MOXKHOCTM
0CTAlOTCH NpeaMeToM fucKyccuid. Tpu 3ToM paHHee pacmnos-
HaBaHMe 0O0Ne3HU, [0 PA3BUTUA BbIPAXKEHHBIX KAMHWUYECKUX

Petizuc Apa PomaHosHa — 0. M. H., npogpeccop, 8edyuull Hay4Hbll cOmpYyOHUK KAUHUYeCKo20 omdena uHgekyuoHHol namonoeuu ®bYH «LHUN
anudemuonoeuu» Pocnompebradsopa Poccuu. 111123, Poccus, 2. Mocksa, yi. Hosoaupeesckas, 0. 3A. E-mail: bobandara@mail.ru
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NPOABNEHWA, U CBOEBPEMEHHOE Ha3HayeHue cneunduyeckon
Tepanuu CrocoOHbl MONHOCTbIO U3MEHWUTb CyAbOy pebeHka:
npefoTBpPaTUTL HEU3OEKHbIE Tparuyeckue cobbITUS C pa3BUTU-
€M NMpOorpeccupyloLero LLMppo3a NeyeHn 1 TAXEeNoro nopaxe-
HWA Mo3ra.

Llenb paHHol cTaTbu: faTb NpefcTaBieHne O COBPEMEHHOM
cocTosiHuK npo6nembl BBK y meteit n n3yunts KnnmHUKo-nabopa-
TOPHbIE NPOSABJEHNSA, YACTOTY U 3HAYEeHUE BbisBNEHUS 6ONE3HM
cpeau peteit ¢ MHI.

MpoBefeH 0030p M aHANMU3 UMEILUXCA AAHHbIX MUPOBOM
nutepatypbl no BBK B getckom Bo3pacTe, a Takke obcneno-
BaHbl 103 pebeHka 3-16 net ¢ guarHosom HI (anutenbHocTh
HabnopeHus — 3-7 net). Hapagy c nokasatensmu o6uweknu-
HUYECKUX WCCNefOBaHUI onpefensanuch nokasarenu obmeHa
Mefu B KPOBM W B CyTOYHOW Moye. [eHeTuyeckue mccnefosa-
HWA BKIKOYaNU BbiABNEeHMe MyTalunii B reHe ATP7B c n3ydeHmem
oT 12 po 34 annenei.

BBK Bnepsbie onucaHa S.A.K. Wilson B 1912 r., a B panb-
HelllweM Ha npoTsxeHun 1927-1960 rr. Ha GONLIIOM KIAUHU-
yeckom matepuane H.B. KoHoBanoBbiM JOCKOHANBHO U3yYeHb
ee natomopconorus, narogusnonorus u 6UOXMMUYECKUe Npo-
asneHus [1].

Mo coBpemeHHbIM BO33peHusm, bBK — Tsxenas Hacnepct-
BEHHas MaToNorus, reHeTMYecku JeTepMUHMPOBAHHAA C ayTo-
COMHO-peLecCcMBHbIM TUMOM HAcNeAoBaHUA, KECTKO NpUBA3aH-
Haa K reny ATP7B, Kopupyiolemy TPaHCMOPTUPYIOLLYIO MeAb
AT®asy neyeHu, HO UMetOLLAsA BLICOKYIO annesibHyl0 reTeporeH-
HocTb (6onee 500 myTauwii). Mpu 3TOM BO3MOXHO KakK romo-,
TaK 1 reTepo3nroTHoe COCTOsHME.

MatoreHes BBK obycnosneH pedexktom mepb-AT0asbl B
MeMOpaHe renartoLmMTOB, KOTOPbIA Bbi3bIBAET HApyLIEHWE BbiBe-
LEHUS MELM C XKENUblo, HEYKNOHHOE HAKOMNEHNe MeSy B MEYEHHU,
roJIOBHOM MO3re, MOYKaX, POroBMLE rMa3a C NOBPEXAEHNEM 3TUX
OpraHoB. B 3aBMCMMOCTM OT OCHOBHOTO OpraHa-MuLWeEeHW pasfu-
4aloT NeyeHOuHylo 1 HeBponoruyeckyto thopmsl. M3pegka BcTpe-
YaloTCA CMellaHHble hopMbl, HO MPeobnafalT NeYeHoYHble.

MocnepgHne paHHble o pacnpocTpaHeHHocTu BBK B mupe
npencrtasneHsl B 2019 r. B pabote [2], B KOTOpOi npoBeaeH
CUCTEMATMYeCKWA NOUCK BCeX COOTBETCTBYIOWMX MCCNefoBa-
HUI pacnpocTpaHeHHocTu 6GonesHu. ABTOpbI OTMEYalT, YTO
npeablgyuie cBeAeHNs TaKoro poaa Obinu noayyeHsl B 1984 r.
(ouetka Weith6epra — LUtepHaun6a). Yactota BBK 6bina pasHa
1 : 30 000, HO 3TV cBeAEHUA OCHOBbLIBANIUCL HA OrpPaHUYeH-
HbIX TOrga AaHHbIX. XoTs oueHka WeitHbepra — LWTepHnnba
npeanonaraer 60/bWOE KOAMYECTBO NPOMYLWEHHBIX CNYYaeB
C noTeHUManbHO aTanbHbIMM NOCNELCTBMAMM, OHA BCe elle
WMPOKO UCNONb3YeTCS.

B HacToswee BpemMs AOCTYNHbI KIWHWYECKUE U FeHeTuYec-
Kue uccnepoBaHus 6onee BbICOKOrO kayecTBa. B Hawy paboty
BKJIIOYEHbl 3T [laHHble AN O0OHOBNEHMA OLEHKM M nonyye-
HWA COBPEMEHHOro NpeAcTaBleHUA O PacnpoCTPaHEHHOCTY
3abonesaHus.

B oO6Lieit CNOXHOCTM B OKOHYAaTENbHbIA aHanM3 BOLWAM
59 nccnepoBanuit (50 KTMHUYECKUX U 9 NONYNALUOHHO-TEHETU-
YecKunx), NPoBEfEHHbIX HAa OCHOBe TPeOOBaHWI JOKa3aTeNbHOI
MeLuLMHbI. BblaeneHsl yeTbipe HefaBHUX KIMHUYECKUX UCCne-
LOBaHMA, OCHOBAHHbIX Ha 0OOLEHALMOHANbHBLIX 6a3ax AaHHbIX
BbICOKOrO KayecTBa, ¢ oueHkamu vactotel BBK ot 1 : 29 000
no 1 : 40 000. bone3Hb Gonee pacnpocTpaHeHa B OTAENbHbIX
nonynauuax 6naarogaps 4actbiM Gpakam ABOIOPOLHbIX GpaTbeB
u cectep u/unu 6osnee BbICOKO YacToTe MyTaLuii. Mpu pacyete
pacnpocTpaHEHHOCTU Ha OCHOBE 3a60/1eBAEMOCTH, CBA3AHHOIA C
4YUCNOM POXKAEHMIA, oHa cocTasnsana ot 1: 40 000 go 1 : 50 000.

KnnHuyeckme CKpMHMHIOBbIE UCCNEA0BAHMA, BKNIOYAS UCCe-
LoBaHWe Ha Hanuuue konbua Kaitzepa — ®Oneitwepa unum ypo-
BeHb Liepynonna3mMmuHa B KpOBYM, He YIy4LWKUAN 3TN OLeHKM 13-3a
HEOCTAaTOYHOro pa3mepa BbIGOPKW, a TakKe HE[OCTAaTOYHOM
cneumUYHOCTN NoKasaTens LepynonnasMuHa uau Mmo3fHero
M HeyacToro MosBAEHUA NPU NevyeHOUHbIX topmax GonesHu
konel, Kaitzepa — @neitwepa.

Pe3ynbTathl NONYAALMOHHBIX FEHETUYECKUX UCCNefoBaHMii
B CLIA n BenukobpuTaHUM He PACXOAMIUCH C KAMHWUYECKUMU
OLEeHKaMu pacnpocTpaHeHHocTU 3aboneBaHus. OpHako BO3-
HUKaeT BOMPOC, ABNAETCA NN NEHETPAHTHOCTb AENCTBUTENbHO
100%-HOM, KaK 3TO NPUHATO CYMTATb.

Mbl fonyckaeM, YTo NepBoHaYaNbHasA xapakTepucTmKa 4yacTo-
Tol 6BK (1984) ot 1 : 30 000 fo 1 : 50 000 Bce ele Kaxetcs
JelicTBUTENbHOM, No KpaiiHen mepe gns CLA, EBponbl u Asuu.
OpHako obpalyaemM BHUMaHWE Ha TO, YTO B HEKOTOPbIX MOMyns-
LIMOHHBIX MCCNef0BaHNAX reHeTUYecKas pacnpocTpaHeHHOCTb
Obina B 3—4 pasa Bbllle, YEM KAUHUMYECKME OLeHKU. Mpobnema
TpebyeT AanbHeiwero nsy4yeHus.

PaboT, cneLnansHo paccMaTpuBalOLLMX YacTOTY BCTpeYaeMoc-
™ BBK B pgetckom Bo3pacTte, Mbl He BCTpeTWaW. 3TO NOMOXKe-
HUE HanpAMYI COOTHOCUTCA C NpoGNeMOoi Mo3fHel AuarHoc-
TUKKM 3abonesaHus. OHa npepcTaBAseT COOOM 0YEHb BaXKHYIO,
HO Ype3BblYalHO CNOXHYI0 3agayy. o JaHHBIM KNMHULMUCTOB,
MMEIOLLMX OFPOMHbIN OMbIT HabntofeHus GonbHbix BBK, B ToM
yucne geTen, AMarHo3 HenonpaBnMMo 3anasfblBaeT — Kak MUHU-
MyM Ha 4—15 ner [3, 4].

370 cBA3AHO C KAMHUYECKUMU 0COBEHHOCTAMU 3ab0NeBaHNs,
KOTOpOe XapaKTepu3yeTcsi, C OAHOM CTOPOHbI, MHOFONETHWUM
OTCYTCTBUEM CUMMTOMOB, KKIMHUYECKOW TULIMHOY, C ApYyrol —
PEAKOW MHOTONMKOCTbIO, MO3BOASAIOWEN KAMHWLMCTAM [aBaTb
eMy TaKue Ha3BaHUs, KaK «BeNUKUIA umutatop» [5], «xamene-
OH» [6], «uemnuoH kamybnsxa» [7]. Bo3pact maHudecraumu
WMPOKO BapbupyeT — OT MeHee 1 roja fo 6onee 70 net [5].
KnuHuyeckue cuUMNTOMbI HecneuuduyHbl U MHOTro0OpasHel,
a HauboJsiee YacTbIMU KIMHUKO-ab0PATOPHBIMU NPOABIEHUAMM
CTaHOBATCA «HEOOBACHUMOE» YNOPHOE MOBbIWEHNE aKTUBHOCTU
TPaHCaMWHA3 W HeNoCcTOAAHHOe W yMepeHHoe yBenuyeHue pas-
MepoB neyexu [3, 7].

Mo3Tomy n6oe HEesICHOe MNOpaXeHWe MeyeHu — MOBOA
Ansi noucka unu ucknoyenus bBK B nio6om sospacre [7, 8].

Mo Hawum paHHeiM (puc.), BBK 3aHumaeT 3ameTHoe
Mecto (11%) cpepu Haubonee 4acTo [AMarHOCTUpyeMbix 3abo-
NIeBaHwii B rpynne Aetei, o6cnefyembix no nosogy MH3, yctynas
JNWb HanboNee YacTo BCTPeYaLWMMCs NaToNOrusM — JeKapcT-
BEHHOMY W ayTOMMMYHHOMY renaTuTam W HeanKoroNbHOM XUpo-
Boit 6onesHn neyexu (HAXBIM) [9]. CambiM paHHWUM cumnTO-
MOM 6b110 HeOOBACHUMOE noBbiweHMe akTuBHOCTU AJIT u ACT.
AHanoruyHele faHHble NPUBOAAT W Lpyrue Uccneposatenu [3,
10], HacTanBas Ha HeJOCTATOYHOM CneLUndUIHOCTU BONbIIMHCT-
Ba UcCnonb3yeMmbix Tectos [6, 10-12].

Anroputm pacnosHasaHus bBK, ectecteeHHo, TpebyeT napan-
NeNIbHOTO UCKI0YEHWA BUPYCHOTO, NH(EKLMOHHOIO, Napa3unTtap-
Horo nopaxeHus nevyenu, HAXBI, ayToummyHHOro 1 nekapcr-
BEHHOTO renatuta.

Ecnn paccMmoTpeTb COBpeMeHHble [MArHOCTUYECKME KpuTe-
pun BBK 1 3HauMmocTb OTAENbHbIX AMATHOCTUYECKMX napa-
METPOB B UCTOPUYECKU-XPOHOJOTMYECKOM NOPSALKE UX NOSB-
NleHUA B KNMHUYECKOW NpakTUKe, Nojsyyaem cnepywolne pAaH-
Hele [7, 8, 10-13].

Konbyo Kalisepa — ®neliwepa y peteit jo 6 net 0TCYTCTBYET
npu Bcex popmax. YyBCTBUTENBHOCTL 3TOr0 cumMnToMa — 72,2%,
npwu neyeHouHo opme HU3Kas — 63,3%, Npu HEBPOIOTUYECKON
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Puc. Otnoaorus nopaxkeHns IeYeHN § ACTEN

C AMArHO3OM TI€IIaTuTa HEBBICHEHHOMN 9THOAOTIIT

[ednumnt al-aHTuTpUncuHa /
al-antitrypsin deficit

1% o
MepBuyHbIi
CKNepO3MpYIOWMIA XONaHTUT
W 4p. + BOCNanuUTeNbHble
3abonesaHus KUIWeYyHuKa /
Primary sclerosing cholangitis
and other + inflamed intestine

9%

MNapa3uTossl / Parasitic diseases
2%

[enatut FEPI'IETMLIGCKOI‘;I 3TVIOJ'|0FVIVI/
Herpetic hepatitis
20/0

Muonatuum / Myopathy
2% BonesHb BunbcoHa —
KonoBanosa /
Hepatolenticular
degeneration

11%

[nukorexos /
Glycogenosis
3%

AyTOMMMYHHBI
renarut /
Autoimmune

hepatitis
17%

CuHppom makpoACT /
Macro-AST syndrome
10%

HeankoronbHas Xuposas
60ne3Hb neyeHun /
Nonalcoholic fatty liver disease

13%

BblcOKass — 93,4%. CneundnyYHOCTb ero BbICOKas, HO NOsIBIEHNE
BeCbMa no3fHee (Yalye BCero Ha oHe yxe cHOpPMUPOBABLUMXCA
TAXKENbIX U HEOOPATUMbIX U3MEHEHUT B OpraHax), B CBA3M C YeM
OH HE MOXET CNYXWUTb AN paHHel gnarHoctuku bBK.

CHuXeHUe YpoBH: epyonna3mMuHa 8 Kposu — GUoxummuyec-
KWMM TeCT, KOrAa-TO CYMTABLIMIACA MaBHbIM, HA OCHOBAHUK KOTO-
poro cTaBuaca unu cHumancs guarto3 bBK. B HacToswee Bpems
€ro 3Ha4YnMoCTb B 3TOM KayeCTBe MOABepraeTcs COMHeHMUIo, TaK
KaK MoKas3aHo, YTO NpW yMepeHHOW 4yBCTBUTENbHOCTU (71%)
CneunMpuYHOCTb ero o4eHb H13Ka — 50%.

lMosbiweHue yposHA Medu 8 cymoyHol Moye — bonee YyBCT-
BUTENbHbIN (86,7%) 1 cneuuduyHblii (78%) TecT. OH [0 HacToA-
Lero BpeMeHN CNYXKWUT NepBbIM OPUEHTUPOBOYHBIM U, B Clly4Yae
NONOXMUTENbHbIX PEe3yNbTaToB, OfHUM U3 MNOATBEPXAAOLMX
AWarHo3 UccnefoBaHuemM.

Tecm ¢ D-neHuyunnamuHom meHee vyscTBuTENneH (78%), Ho
BbICOKO cneunduyeH (97%), B CBA3M C YeM NONE3eH Kak fonos-
HUTENbHbIN, NOATBEPKAAIOLLNIA Pe3yNbTaThl aHaNM3a Ha YPOBEHb
MeAu B CYTOYHON MoYe.

Medb 8 mKaHU nedeHu npu 2UCMOI02U4ECKOM UCCIe008aHUU
6uoncuiiHozo mamepuana (okpacka 6uonmama Ha codepxa-
Hue medu podamuHoMm) — NpWU [OBONbHO BbICOKOW YyBCTBMU-
TenbHocTn (91%) HepgocTatouHo cneunduyHblit Tect (65,4%)
1 MOXET He BbIABUTb YBENWYEHNe ee KOANYeCTBa B npenapare.
OtcytcTBue unu cnabas BbIPAXKEHHOCTb [LAHHLIX O MOBbILEHNN
CoAepXaHusA Meaun B GuonTate He [OMKHbI CNYXUTb OCHOBAHU-
eM ans cHATUsA anarHosa bBK, Tem 6onee yto nogo6Hoe Habo-
[3aeTcs, Kak NpaBuio, HAa PaHHWX CTaguAx 3abonesaHus, Korga
AMarHo3 ocobeHHo BaxeH u cyabboHoceH. [o3Tomy AnarHocTu-

yeckas Heob6X0AMMOCTb MYHKLWOHHO 61ONCUN NeveHun y aeTei
npu nopo3peHun Ha bBK HepocTaTouHo onpaBpaHa, a pesyib-
Tatbl He abconoTHbL. Mpu GonbliMHCTBE 3a60NeBaHN NeYeHn,
0cobeHHO B neauatpun U Ha GoHe BHeApeHus 3nactorpaduu,
VKa3aHHOe WHBAa3MBHOE UCCNef0BaHWe NepecTaeT ObiTb «3010-
TbIM CTAHLAPTOMY» AMATHOCTUKM.

leHemuyeckoe obcnedosarue (npamoe cexseHuposaxue [HK)
npepcTaBaseT coboil B HAaCToslLEe BPeMS OCHOBY AWUArHOCTUKM
BBK. Ho paxe 310 camoe coBpeMeHHOe AMarHoCTMYecKoe nccne-
LoBaHue npu npaktnyeckn 100%-Hoi cneynduyHoCTU He uMeeT
100%-Hoii YyBCTBUTENLHOCTYU U NeHeTpaHTHOCTU (90%).

CerofiHf MOXHO YTBEpX[aTb, YTO TPM MNaBHbIX hakTopa
cBOeBpeMeHHoIt guarHoctuku bBK cnepytowume:

1) NoCTOAHHAA HACTOPOXXEHHOCTb B OTHOLWEHWUM 3abonesa-
HUsl, «BbICOKWI MHAEKC nogo3putensHocTuy [5, 7] npu no6om
HeACHOM NMOpaXeHUN NeveHu;

2) yyeT BCell COBOKYMHOCTU KNMHUKO-NabopaTopHbIX napa-
MeTpOB Npw LeneHanpasneHHoM 06cneoBaHum, BKIOYas reHe-
TUYECKHE;

3) OCTOpOXHas OUeHKa MOPOroBbIX M/UAW OTPULATENbHbIX
3HayeHW TeCTOB B NnaHe oTKa3a oT guarHo3a bBK, nockonbky
HU OMH W3 HUX B OTAENbHOCTHW, [AXe reHeTU4ecKuit (Henon-
HbIli OXBAT ajnenen), He MOXET CNYXUTb AAs 3TOr0 A0CTaToy-
HbIM OCHOBaHWEM.

B oueHb CNOXKHbIX Cy4asx AOMYCTUMO NPUOETHYTb K Npob-
HOMy nedeHuto (ex juvantibus) cneynduyeckumu npenaparamu
(D-neHuuunnamuHom u Ap.) B TeyeHne 1-3 mecsaues.

Mofo6HbI NOAXOA LUKTYETCA TEM, YTO IeYEeHUe XenaTopamu
Mefu BbICOKOI(dEKTUBHO U CNOCOBHO NPEAOTBPATUTD TAXKENbIE
OpraHHble MOpaXeHus W NeTanbHbIl UCXOA, HO NNLWb NPU CBOE-
BpEMeHHOW NOCTaHOBKE [MarHo3a B JOLMPPOTUYECKYID da3sy
3aboneBaHus [3, 5-9].

COOTHOWEHNE KNMHUYECKOTO W TeHETUMYECKOro MarHo30B
XOpOLWO NPOAEMOHCTpUpoBaHo B pabote J. Usta u coast. [14],
rfe npeAcTaBneHo pacnpepenerue reda bBK B opHoii nuBaHc-
Koit cembe. 06cnefoBaHbl 76 YNEHOB CEMbM, B KOTOPOWA 3aperucT-
pUpoBaHbl 7 e[UHOKPOBHbIX OPAKOB M 9 GONBHBIX KIMHUYEC-
Kn BblpaxeHHoi BBK. MeueHoyHas dopma 6bina y 6 yenosek,
HeBponornyeckas —y 2, cMewanHas — y 1. [pu reHeTuyeckom
obcnenoBaHumM HaigeHbl 33 HocuTens mytauuu reda ATP7B.

Mo Hawwum aaHHbIM 3a 5 neT (2012-2017), y 12 peTeit B BO3-
pacte 3-17 net c nopo3peHuem Ha BBK reneTtnuyeckoe nop-
TBEpXAeHWe nonyyeHo B 100% cnyyaes, Npu 3TOM rOMO3Uro-
Ta — y 9, retepo3urota — y 3 (3 : 1), knaccuyeckas mytauus
(12 annenei) BeisiBneHa y 10 feteit, ay 2 06cnefoBaHHbIX MyTa-
iKW, NOATBEPAMBILUME AMUATHO3, 0OHAPYKEHBI NULIbL NPU pacLum-
peHHoM noucke (34 annenu). Ha MomeHT 06cneoBaHus B CBA3M
¢ auardosom THI poumppoTuyeckas ctagus Obina y 10 geteit,
a umMppo3 neyeHun knaccos A, B no Yainbg — b0 — y 2 geTeii.
I eKTMBHOCTL NeyeHns, Havyatoro y 10 nayMeHToOB B LOLMPPO-
Tuyeckyto tasy, nocturna 100%.

MpuBeaem ABa KIMHUYECKUX NpUMepa.

BonbHoit C., 1989 roaa poxaeHus, Pecny6nuka benapycob

15.10.2013 r. — ynan B MeTPO, AOCTaBieH B OGO/bHULY,
rne Bnepeble OOHAPYXEHO pe3Koe yBelMyeHue U NJOTHOCTb
neyeHu u ceneseHkn. O6LWMII aHANU3 KPOBM: CHUKEHWE YPOBHS
remorno6uHa (87 r/n), uncna nekouutos (2,1 x 10°/n) n Tpom60-
uutoB (90 x 10°/n). AktuHocTb ANIT u ACT — 3N, ypoBeHb y-mto-
Tamuntpancnentupassl (M) — 2N, cogepxanue oblwero 6enka
U anbOyMnHa CHUXEHO B 1,5 pasa, y-mobynnHa — yBeTUYEHO
10 30%. AHanu3 Ha mapkepbl renatutos B, C oTpuuatenbHblii.

[OunarHo3: Yuppo3 nedeHu HeBbIACHEHHOU 3muoao2uu.

Bbinucan gomont.
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Ha npueme. Yuutcs B UHCTUTYTe 1 paboTaeT B Mockse. BpepHbix
npuBblyek HeT. CunTan cebs 3p0poBbIM. B aHamHese: B 9 neT Bnep-
Bble 0GHApYXKeHbl yBENNYEHUE NEYEHU U NOBbILEHNE aKTUBHOCTH
TpaHcamuHas B 1,5-2 pasa. [lnarHo3z — supycHsil eenamum A,
KOTOPbIM W NbITANNCL 0OBACHATL B NOCNEAYIOWEM HEOLHOKPATHO
(B TeyeHne 15 net!) nepuopmMyeckue pocT aKTUBHOCTW TpaHca-
MUHA3 ¥ yBennueHue neyeHu. Mpu gononHuTensHom obcnenosa-
HUM — nbpo3 neueHu npu anactorpadum (F-4). YposeHb Lepy-
JIonnasMuHa B 2 pasa Hxe HoOpMbl, Npoba ¢ D-neHuuuanaMmmHom
B CYTOYHOI MOYe Pe3KO MON0XKUTENbHA.

[lnarHo3: bosnesHs BunscoHa — KoHosasnosa.

HanpaeneH Ha obcrefoBaHMe C Lenbio pelleHns Bompoca
0 TPaHCNNAHTaLMN NeyveHu.

bonbHaa P., 2003 ropa poxpaeHusa, lepMckun Kpamn,
r. bepesHuku

BepemeHHOCTb MaTepu 1 pofbl — 6e3 0cobeHHocTeil. PaHHUI
aHamHe3: yacTble OPBW, 6poHxUTbI, 2 pa3a NHEBMOHMUS.

Wrons 2005 2. Bnepsble Ha Y3l — ymepeHHas renatocnne-
HOMEranus npu HOPMasbHbIX GUOXUMUYECKUX Npobax, KoTopas
6€e30CHOBaTENbHO 06BACHANACH YACTbIMK 3a60N1EBAHNUAMM.

OkmsAbps 2009 2. bonu B *MBOTE, NeveHb BbICTYNaeT Ha
2 cM u3-nop Kpas pebepHoii ayru, aktusHocts AT u ACT yBe-
nunyeHa B 1,5-2 pasa. Boiasnaiotca aHTu-IgG k xnamupusm.
[uarHos: Xnamuouo3s ¢ nopaxeHuem nedexu. JleyeHue a3nTpo-
MmuumHom, NOH a-2b. AktusHoctb AJIT u ACT BpeMeHHO HOpMa-
Nn30Banach.

Mapm 2010 2. AktusHocts AIT— 2-5N, ACT — 1,5-13N, conep-
XaHwe wenoyHoi docdarassl — 1,5N, [TT— 6N. BeisneHbl aHTH-
Tena K Bupycy nwreitHa — bapp u repnecy 6-ro Tuna. lponeyeHa
C MUHWMAJIbHBIM M KPaTKOBPEMEHHBIM yyyLIEHUEM NPO6.

Mai 2010 2. Bnepsble ob6cnegoBaHa Ha BBK: yposeHb
LepynonnasMmHa okasanca pasHbiM 10,1 r/gn npu Hopme
19-49 r/pn, ypoBeHb Mean B kpoBu — 10,0 MKr/n npu Hopme
13-25 MKr/n, cofepxaHue Meau B CyTOYHOI Moye (6e3 npobbl
¢ D-neHnumnnnammnHom) B Hopme.

Mpu reHeTnyeckom obcnefoBaHUM B MeuKoO-reHeTUYeCKOM
Hay4yHOM UeHTpe uM. akag. H.M. boykoBa HalgeHa myTauus
€.3207 C> A B reTepo3uroTHOM COCTOAHUM.

[narHo3s: bosne3Hb BunscoHa — KoHosanosa. Havato neyve-
Hue D-neHuumnnamuHom B go3se 250 mMr/cyT.

Hosbps 2010 o. Tocnutanusauus B Poccuitckyto pertc-
Kylo KnuHuueckylo 6onbHuuy (POKB) ®TAQY BO «PHUMY
um. H.W. Muporosa». AktusHocts AJIT nu ACT — 2-2,5N, KOH-
LeHTpauus LepynonnasMmMHa B 2 pasa Huxe HopMbl, npoba
¢ D-neHMUMNNAMUHOM B CYTOYHOI MOYe PE3KO MONOXKUTENb-
Has (52,3 mMr o u 236 mr nocne npuema D-nenuuyunnamuua),
Ha Y3 — ymepeHHas renatomeranus, OJHAKO MyHKLMOHHAs
6MONCHA NeYeHU, BLIABMBILAA HAPYLLEHUE apXUTEKTOHUKM, NOp-
TO-NopTa/ibHble CENThbl, AMCKOMMIEeKcaluuo 6anok, Ho He AaB-
Wwas MoNOXUTeNnbHON peakuunm Ha Mmepb (Biooptica), mocny-
UNa OCHOBaHWeM Ans cHATUA puarHosa BBK (?!) u otmeHsbl
D-neHuuymnnammHa.

MoHp 2011 2. Ha cdoHe oTmeHbl D-neHuumnnamuua cuty-
auma pesko yxyawwunacb. [loBTOpHas rocnutanusauns B
POKB. AktusHocte AJIT u ACT nosbicunach go 3N, npoba c
D-nexnuymnnnammnHom — 330,4 mr npotus 61,0 mr, Y3U-auddysHele
M3MeHeHUs NapeHxMMbl nedeHu, anactorpadus — F-2. [luarHos
BBK nopreepguncs, cHoBa HaszHaueH D-neHnumnnamuH, Ha 3ToT
pas B agekBatHoit fose (500 mr/cyT).

2012-2015 22. 06Wuit aHanu3 KpoBu, bBUoxMMMYeckie npodbl
CTOiiKO B HOpMe, Y3W 6e3 oTknoHeHuit. Pubpo3z — F-0.

Mapm 2016 2. (Ha npueme). TpuUHAZUATWUNETHAS [EBOY-
Ka, ®anob HeT, MHTENneKTyanbHoe M U3MYeckoe pasBuUTUe

B HopMe. CocTosiHMe opraHoB 6e3 OTKIOHeHWii. Bce naboparop-
Hble NoKa3satenu B HOpMe.

Ha MPT ronoBHOro mo3ra — eAWHUYHbIE 0Yaru rnMo3a npu
OTCYTCTBUU OTKNOHEHWIA B HEBPONOrMYECKOM CTaTyce.

Y matepu pebeHka npu reHeTUYeCKOM 06CNEA0BAHUM TaKkKe
BoisisneHa bBK B reTepo3urotHom coctosiHumn (beccumnToMHas

tdopma).

3amecTuTeNbHOE NledeHMe npenapatamu, CnocobCTBYiO-
wumMn BbiBegeHuto Meu (D-neHuumnnamuHoMm, npenapatamu
LMHKA U Ap.), HA3HAYAeTCA Ha BCIO XKW3Hb W MpPU ALEKBATHbIX
[03ax [aeT BbIPAXEHHbIA NONOXUTENbHBIA 3dEKT yKe yepes
6-12 mecsueB [3]: cHuxKaeTCs aKTUBHOCTb TPAaHCAMMHA3, HOp-
Manu3yeTca CYTOYHAA IKCKPeUUs MeAn C MOYOM, YMEeHbLATCS
pasmepbl U cTeneHb Grbpo3a neveHu.

Mo mepe HakonneHu s onbiTa eyeHus 6oabHbIX BBK BbisicHseTcs,
4TO, KPOMe CBOEBPEMEHHOCTW Ha3HaYeHUs Tepanuu, BaXHY0 posb
UrpaeT NPUBEPXKEHHOCTb MaLMeHTa K nevenuto. Lienbiit psg pabot
nocnefHero BPEMEHM NOCBALLEH CMeLnanbHO 3TOMY BOMPOCY.

Tak, W. Maselbas u coaet. B 2019 r. [15] oTMmeyaloT,
YTO Y NALMEHTOB C XPOHWUYECKMMMU 33a00NeBaHMAMM, KaK npa-
BWO, HU3KAA KOMNIAEHTHOCTb K MEAMKAMEHTO3HOMY IeYEHNIO,
yTOo BNUSAET Ha ero 3 dekTMBHOCT. Llenblo nccnenosaHms 6610
OLEHUTb CTEMEeHb NPUBEPKEHHOCTU K MHOFONETHEMY JIeYEHUIO
nauvenToB ¢ BBK, npoaHanu3npoBatb ee BAMAHWE Ha UCXO[
3a00n1eBaHus 1 BbIABUTb (haKTOPbI, CNOCOOHbIE BO3AE/CTBOBATL
Ha KOMMIAEHTHOCTb K Tepanuu.

PeTpocnekTuBHo npoaHanu3upoBaHsl 170 nauueHtos ¢ bBK,
KoTopble Hayanu nevenne mexgy 1995 u 2005 r., pnsA OUEHKM
MOCTOSHCTBA MMM HEnocTosHCTBA Tepanuu. locnegHee 6bino
onpefeneHo Kak no KpaiHen mepe OfMH 3aperncTpupoBaHHbIi
nepepbiB NPOAOIKUTENBHOCTbIO 60Jlee 3 MecsALEeB MU MUHUMYM
[Ba nepepbiBa NPOAOIKUTENBHOCTbIO 6oNlee 2 MecsLEB.

BbiscHMnocb, 4to TONMBKO 74,1% nNauMeHTOB HenpepbiB-
HO NPOAOMKANM NeyeHue B TedeHue 11,7 roga HabnoaeHus.
PerynapHOCTb neyeHMs cepbe3HO BAMANA Ha KIMHUYECKMWe
pe3ynbTaTthl. Y «MOCTOAHHbLIX» OOMbHLIX Yy4lleHWe COCTOAHUSA
1 OTCyTCTBUe nporpeccupoBanus bBK Habntopanuce cylectBeH-
HO (B 2—20 pa3) 1 BbICOKO 3HAYMMO YalLE, YEM Y KHEMOCTOSHHBIXY
(29,4% v 68,3% npotus 2,3% n 45,5%; p < 0,001 B 0boux cny-
yasx). HanpoTue, y «HENOCTOSHHBIX» NALMEHTOB HAMHOIO Yalle
oTmevanocs yxynwerue teyenus bBK (52,3% npotus 2,4%).

Tun neyenwus BBK, non, deHoTunuyeckne ocobeHHOCTU
W [axe HeXenateNbHble ABNEHUsA, CBA3AHHbIE C MPUEMOM
NIeKapCTB, CyLEeCTBEHHO He BAUANMW HA NMPUBEPXEHHOCTb K Jleye-
HUI0. 3aT0 ypoBeHb 06pa3oBaHus (Bbicliee, CPeAHee) U BHUMA-
TeNIbHOE OTHOLIEHWE CeMbU CTann Haubosee BaXHbIMU haKkTopa-
MU, CBA3AHHbIMW C NOAJEPKAHWUEM KOMMNAEHTHOCTM K Tepanuu.

Mofo6GHOTO e MHeHWUs MPULEPHKMBAKTCA OTEYECTBEHHbIE
negmarpsl 3, 9].

Meaumarp, CTONKHYBLINIACA C HEACHBIMU KNUHUKO-NabopaTop-
HbIMUM NPOSIBNEHUAMN NOPAKEHUS NeYeHu, 0653aTeNbHO JOMKEH
nogymatb 0 Bo3MoxHocTu BBK, npoBectu ueneHanpaeneHHoe
06Crnef0BaHNe U B ClyYae ee pPacno3HaBaHUsA HA3HAYNTL afiek-
BaTHYI0 Tepanuio xenatopamu mefu, 00bACHUB POAUTENSM BaXK-
HOCTb U HEOGXOAMMOCTb NOXKU3HEHHOTO IEYEHUs .

3AKJNIOYEHUE
BonesHb Bunbcona — KoHosanosa (bBK) y neteit — Hepepkas
NPUYNHA NOPAXKEHUSA NeYeHU, BCTPeYaloLWwascs Cpean renatTutos
HEBbISICHEHHOW 3TUONOTUK € YacToTom 11-12%.

[IvarHocTuka TpyaHa M 06ecneynBaeTcs NpPEeUMYLLECTBEH-
HO COBOKYMHOCTbIO TaKWX TECTOB, KaK OLEHKA YPOBHA Meau

ITepnarpusa. Tom 19, Ne 10 (2020)
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] CLINICAL OBSERVATION

B CYTOYHO MOYe W reHeTuyeckoe wuccneposaHue Ha BBK
NpU UCKNKYEHUN APYTUX U3BECTHBIX M PACNPOCTPAHEHHbIX MPU-
YMH NOpaXKeHWA neyeHn (BUPYCHbIX, HEANKOTONbHOM XMPOBOIiA
60n1e3HM NeYeHu, ayToMMMYHHOrO renaruTa, NepBuYHOro ckie-
pO3MpyIoWEro XonaHr1Ta Ha GoHe BoCNanuTenbHbIX 3abonesa-
HUW KUILEYHWKA 1 Ap.).
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Nletckasa ¢opma runodocarasuu
B peanbHOMU KIMHNYECKOMN NPaKTUKe

A.B. Butebckas®, E.B. YepHoBa?
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2 [bY3 KO «lopodckas demckas nonuknuHuka Ne 6x» Jemckozo nonuknuHuyecko2o omoenenus N 4; Poccus, 2. KanuHuHepao

PE3IOME

Llenb cTaTbu: onucaHue KanMHUYeckoro cayyas runodocdarasum (M), maHudectuposaslueit B LETCKOM BO3PACTe, U BbiABEHWE KTMHUYECKUX
CUMMNTOMOB, Hanbonee TUNUYHBIX ANs JeTcKon hopmbl TOD,

OcHOBHble nonoxeHusa. PP — BpoxaeHHOe paxuTonofoGHoe 3aboneBaHue, 0OYCIOBNEHHOE CHUXEHMEM AKTUBHOCTM TKaHeHecneuudu-
yeckoii wenoyHoi docdarassbl (LLP). B 3aBMcUMOCTH OT BpeMeHU MaHUbecTauuu 3a60oneBaHNs BLIAENSIOT NepUHATaNbHYI0, MHDAHTUNbHYIO,
AEeTCKyto 1 B3pocnyto hopmbl [OD,

B cTaTbe NpUBOAMTCA ONUCaHWe KIMHMYECKOro ciy4as AeTckoit dopmbl MOP y manbyuka 3,5 net. [uarHos OO ycraHoBieH Ha OCHOBAHMK
HU3KOro ypoBHA LLU®P 1 xapaKkTepHbIX PEHTTeHONOrMYECKUX NPU3HAKOB, NOATBEPKAEH NPU MONEKYNAPHO-TEHETUYECKOM UCCNe0BaHNUN: 06Ha-
py)eHa KomnayHA-reTepo3urotHas mytauus c.571 G>A/c.144_148dup B reHe ALPL.

3aKnioueHue. XapakTepHbIMU NPOABNEHUAMU LETCKOI hopMbl PP ABAAIOTCA 3ahepiKKa POCTa U MbllIeYHAA TMNOTOHUSA, 3aepXKKa MOTOPHOTO
pasBuTHsA; HapyLIeHNe NOXoAKM, 60NN B MbIWLAX, BbIPAXEHHAs YTOMASEMOCTb, OrpaHUYnBaloLLMe BpeMs XOfAbObI; paxuTuyeckue aedopmalny,
paHHee BbiNafieHne MONOYHbIX 3y6OB C HEU3MEHEHHbIM KOPHEM, AbIXaTe/ibHble PacCTPOMCTBA U YacTble GPOHX0NeroyHble 3aboneBaHus.
Knwoyessle cnosa: runodocdarasus, 4etu, wenoyHas docdarasa.

Bknap aBtopoB: ButeGckas A.B. — cbop M aHanu3 martepuanos, HanmucaHue TeKCTa PyKOMUCH, YTBEPXKAEHUE pyKonucu ans nybnukauuu;
YepHosa E.B. — kauHuyeckoe BefeHure nauuenTa, c6op v aHanus matepuanos.

KoHthAUKT nHTEpecoB: aBTopbl 3asBASIOT 06 OTCYTCTBUM BOZMOXHbIX KOH(DINKTOB MHTEPECOB.

Iina uutupoBaHusa: Butebekas A.B., YepHosa E.B. [letckas dhopma runodocdaraszum B peanbHoit KnuHudeckoit npaktuke. Jloktop.Py. 2020; 19(10):
57-60. DOI: 10.31550/1727-2378-2020-19-10-57-60

Paediatric Hypophosphatasia in Real-Life Clinical Practise

A.V. Vitebskaya!?, E.V. Chernova?

T I.M. Sechenov First Moscow State Medical University (Sechenov University) (a Federal Government Autonomous Educational Institution of
Higher Education), Russian Federation Ministry of Health; 19 Bolshaya Pirogovskaya Str., Bldg. 1, Moscow, Russian Federation 119881

2 Municipal Children’s Outpatient Hospital No. 6 (Children’s Outpatient Department No. 4); 7/13 Sadovaya Str., Kaliningrad

ABSTRACT

Objective of the Paper: to describe a clinical case of paediatric hypophosphatasia (HPP) and identify clinical signs, most characteristic of
the paediatric HPP form.

Key Points. HPP is an congenital rickets-like disease caused by reduced activity of tissue-nonspecific alkaline phosphatase (ALP). According
to the time of manifestation, there are perinatal, infant, paediatric, and adult HPPs.

The article describes a clinical case of paediatric HPP in a 3.5-year old boy. HPP was diagnosed due to reduced ALP and characteristic X-ray
findings. The diagnosis was confirmed with DNA testing: compound heterozygous mutation in c.571 G>A/c.144_148dup of ALPL was found.
Conclusion. Typical findings in paediatric HPP are growth retardation and muscular hypotonia, motor retardation; gait disturbances, myalgia,
marked fatigue causing limited period of walking; rachitic deformations, premature loss of milk teeth with unchanged roots, respiratory
disturbances, and frequent bronchopulmonary disorders.

Keywords: hypophosphatasia, children, alkaline phosphatase.
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BBEAEHUE

Mnodocdarasus (MPP) — pepkoe BPOXOEHHOE PAXUTOMO-
nobHoe 3aboneBaHue, 0OYCNOBNEHHOE CHUKEHMEM AKTUBHOCTM
TKaHeHecneuuduyeckoi wenouHoi docdarassl (WD), Ons G
XapaKTepHbl HapylleHWe MWUHepanu3aluu CKeneta, KOCTHble
pedopmauuu, BbinafeHne 3y6oB B paHHeM AETCKOM BO3pacTe,
AbIXaTeNbHble PaCCTPOMCTBA U HEBPOJIOTUYeCkue HapyleHus [1].

B 3aBucMMOCTH OT BpeMeHU MaHUecTal M 3a60neBaHus Bblae-
NS0T NepuHaTasbHylo (NepBble NPOABNEHUS BO BHYTPUYTPOOHOM
nepuoge Uau Npu poxaeHun), HbaHTUNbHYIO (MaHUdecTaumus fo
6 Mec), geTckyto (c 6 mec go 18 net) n B3pocnyto (18 net u ctap-
we) dopmbl MO CreneHb TAKECTN NPOABNEHNI 00bIYHO 0OPATHO
nponopLMoHansHa Bo3pacTy aebiota 6onesHu [2].

Lenbto Haweit paboTbl CTano onucaHue KAUHUYECKOrO Chy-
yas [®®, maHutecTMpPOBaBILETO B AETCKOM BO3PACTe, U BbisBNE-
HUE KINHUYECKUX CUMNTOMOB, Hanbosiee TUMUYHBIX 1S [ETCKOM
thopmbl [OD,

KNUHUYECKUWA CNYYAN

MauneHT — manbuuk 2016 roga poxpeHUs, oT GepemMeHHOCTH,
npoTeKaBlWen Ha (hOHe XPOHWUYECKOH BHYTPUYTPOOHOI rUMoK-
cuu. NoABMNCA Ha CBET NOC/IE CPOYHbIX CAMOCTOATENbHBIX POJOB
C HOpManbHbIMM Macco-pocToBbIMW nokasaTtensamu (3800 T,
52 cM), OLeHKa no wkane Anrap — 8/9 6annos. Ha rpynHom
BCKapmauBaHuu fo 3 mecaues. [podunakTmyeckne npuBMBKM
no HauMoHanbHOMY KaneHaapto, 6e3 peakuuit. Tpasm 1 onepa-
LM He BbIN0. AnneproaHamHes He oTaroweH. Pogutenu cpeg-
Hero pocta (Matb — 160 cm, oTel, — 170 cM). JHOOKPUHHbIE
3aboneBaHus y GanKallinX POLCTBEHHUKOB He BbiABJEHBI.

PebeHok c poxpaeHus Habniogancs opTonesoM no noBogy
BPOXAEHHON 1eBOCTOPOHHEN KOCONanoCTy, B CBA3M C YeM Npo-
BOAWNOCH KOHCEPBAaTUBHOE JieYeHWe C MONOXKUTENbHON AWHa-
MUKoi. Kpome 3TOro, nauueHT 6bl1 HEOAHOKPATHO OCMOTPEH
HEBPOJIOTOM MO NOBOAY AUMOY3HON MbIWEYHO! TUNOTOHMUH,
Ha (hOHe KOTOpOM OTMeyanach 3afepxKa MOTOPHOrO pasBUTUA.
Ha nepBoM rofly Xu3HW Takxe obpalanu Ha cebs BHUMaHWe
YacTble pecnupaTopHble MHEKLUK U OpoHxUTEI, B 1 rof 1 Mecsl
pebeHOK nepeHec MHEBMOHMIO.

Ha BTOpOM rofly u3HU POAUTENU NaLMeHTa CTanu oTMeyaTb
CHUXeHWe TeMnoB poCTa, Mporpeccupyrollyio  fedopmauuio
HUXHUX KOHEYHOCTEN W rpypHoi KneTku. CamocTosTenbHas
xofbba — ¢ Bo3pacTa 1,5 roaa, 0fHaKo B CBA3M C BbIPAXeEHHOI
YTOMASEMOCTbIO M OONEBBLIMU OLYLEHUAMI MANbUUK NPOXOANT
He 6onee 10 MeTposB.

B 1,5 roaa Hayanu Bbinafatb MONOYHbIE 3y6bl C HEU3MEHEH-
HBIMU KOPHAMU.

B 2 roga Ha 0030pHOI peHTreHorpamMme rpyAHOW KNeTKu
BMepBble ONUCaHbl U3MEHEHUSA B BUAE BbIPAXKEHHOTO YTOJLWEHMA
rPYOMHHBIX KOHLOB BCex pebep; MeTadu3apHble POCTKOBbIE 30HbI
nneyeBbliX KOCTENM C HEYETKMMU KU3bEAEHHBIMU» KOHTYPaMMU.

B 2,5 rofa pebeHKka BmepBble MPOKOHCYNbTUPOBAN [AeTc-
Kuii aHpoKkpuHonor B [leTckoi ropopckoit nonavknuHuke N2 6
r. Kanuuunrpaga, BbisBneHo cHuxeHue yposHs LL®, n no coso-
KYMHOCTW KJWHUYECKUX, PEHTTEHONOIMYECKUX U 1ab0paTopHbIX
BaHHbIX AuarHoctupoBaHa T®®. B pganbHeiiwem AuarHos 6bin
NOATBEPKLEH MONEKYNAPHO-reHeTuYecku: B reHe ALPL HaiipeHa
KOMMNayHA-reTepo3nroTHas Mytaumus ¢.571 G>A/c.144_148dup.

MoBTopHOe o06CneoBaHWe, MPOBELEHHOE B  [ETCKOM
IHAOKPUHONOTMYECKOM OTAeNeHUn YHUBEpPCUTETCKOW pJeTc-
KOit KnuHuyeckoi GonbHuusl ®TAQY BO «[epsbit MTMY
um. N.M. CeyeHoBa» B deBpane—anpesne 2020 r. B Bo3pacte
3,5 rofa, NOATBEPAMIO BbIPAXEHHYIO 3afepKy pocTa — pocT
87 cM cooTBeTCcTBYeT —2,55 cTaHAapTHoOro oTtknoHeHus (SD),

Macca Tena COOTBETCTBYET BEPXHell TrpaHuLe HOpMbl —
14 kr (WMT — 18,5 kr/m? unu +2,04 SD). Mpu ocmoTpe obpawyaet
Ha cebs BHUMAHME OTCYTCTBUE 7 3y6OB.

Bonbwoi pogHnyok oTkpeIT 0,5 x 0,5 €M, Kpas He 3anajator.

BbisiBneHbl paxutuyeckue pecdopmauuu ckeneta: B obnac-
TU Jly4e3anscTHbIX CYCTaBOB Mo TUMy «6pacneTok», gedopma-
UM pebepHbIX fyr No TUMY «4YeTOK», BanbrycHas fedopmayus
HWXHWUX KOHEYHOCTel, BanbrycHas ycTaHoBKa CTon. MbllweyHbIi
TOHYC CHUXEeH, 0CO6EHHO B HOTax, NOX0AKa NepeBanuBaioLascs,
MaJbyMK CaMOCTOATENbHO npoxoauT Ao 10 meTpos. Mo ocTanb-
HbIM OpraHam u cuctemam 6e3 ocobeHHocTeil.

06cnenoBaHue NOATBEPAUNIO CHUKEHWe ypoBHaA L. B aHa-
NN3aX, NPOBEAEHHbIX B Pa3NUYHbIX JlabopaTopusx, 3Haye-
Hue konebanocb ot 48 fo 109 En/n (Hopma pns ManbyuKoB
ot 1 roga po 10 net — 156-369 Ea/n [3]). B To xe Bpems
Apyrve nokasarenu Kanbluit-ochopHoro oOMeHa 0CTaBanuch
B npefenax pedepeHcHbIX 3HayeHWit 1Mb6O yMepeHHO MOBbI-
WeHHbIMU: COofiepXKaHue KanbLusa WOHM3MpOBaHHOrO — 1,26-
1,27 mmonsb/n (Hopma: 1,15-1,35 mmons/n), hocdopa — 2,36-
2,38 mmonb/n (Hopma: 0,81-2,26 mmonb/n); 250HD — 34 Hr/mn
Ha ¢oHe npuema ButamuHa D B fo3e 1000 ME/cyT n 64 Hr/mn
nocne yeenuyenus posbl fo 3000 ME/cyt; naparropmoHa —
1,3 nmonb/n (Hopma: 1,3-10 nmons/n).

Mpu wWcCnefoBaHUM TOPMOHANbHBLIX MOKasatesneil narosio-
rMs He BblsiBNeHa: ypoeHb TTI — 2,19-3,2 mMEn/n (Hopma:
0,5-3,5 mEp/n), csobogHoro T4 — 17,5 nmonb/n (Hopma:
11-23 nmonb/n), uHcynuHonogo6Horo caktopa pocta 1
(NDP-1) — 68-104,4 Hr/mn (Hopma: 15-189 Hr/mn).

MpoBefeHo MHCTpyMeHTanbHoe obcnefoBanmne. Y3N nouek
He noka3sano naronoruu. Mpu peHTreHorpadum KUCTeil, konexei
U FONEHOCTOMHBIX CYCTaBOB 0GHAPYXKEHbI OTCTaBaHUE KOCTHOMO
Bo3pacta Ha 1,5 rofa, NpM3HaKkW perMoHapHOro OCTeonopo3a,
KpaeBoW y3ypauuu AUCTaNbHbIX META(U30B KOCTEN npeannednii
U rofieHel, BanbrycHas fedopMalus KofeHeid n roNeHoCTOMHbIX
cycTaBoB (puc. 1, 2).

MayMeHT OCMOTPEH HEBPONOTOM W OPTOMEAOM, KOTOpble
NOATBEPAUAN Hanuune AUQQY3HOA MbIWEYHOWH TUNOTOHWY,
HapyLeHWUs MOXOAKM NO MapanapeTuyeckomy TUMY, BajbryCHO

Puc. 1. PertrenorpamMma KncTei marueHTa.
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Puc. 2. PCHTI’CI{()TPIIMM‘A A€BOI'O KOACHA ITAITUECHTA.

HMoanrocmpayus asmopos

petopMaLnm HUKHUX KOHeYHOCTel (GonbLue cnpasa), NOCNeAcT-
BWI neYyeHns BPOXKAEHHON NEBOCTOPOHHEN KOCOAAMNOCTU.

C yyeTOoM TAXECTM COCTOSHMA ManbyMKy peKOMeHfO0BaHa
3aMecTuTenbHas Tepanua npenaparom acdortassl anbda.

OBCYKAEHUE

B pyccKos3blYHOW NuTepaType Mbl HaWwAW onucaHue 17 Kau-
HUYeckux cnydyaes MP®: 10 peteit ¢ nepuHaTanbHON U UHDAH-
TUAbHOW (hopMamu, 8 U3 KOTOPbIX MOAYYAIOT 3aMECTUTENbHYIO
Tepanuio [4-10], a gBoe ymepnu [o ee Ha3HayeHus [7, 11];
5 NaLMeHTOB C AeTCKOil GOPMOiA, MoayyaloLue 3aMecTUTENbHYI0
Tepanuio (2 U3 HUX OblaK ONMCaHbl 40 JIeYEHUsA U Ha PoHe 3amec-
TUTenbHoM Tepanuu) [5, 6, 9, 10, 12, 13], u fBoe — Co B3poC/ON
thopmoit 6e3 neyenus [14].

Tak Kak y Halwero 601bHOTO AMAarHoCTUPOBaHa feTckas popma
3ab0neBaHus, Mbl MOMbLITANCh BbIABUTL KIMHWYECKWE NpoOsBIe-
HUS W CPOKM MX MaHWU(ecTauun y ONUCAHHbIX paHee nayueH-
ToB. COrnacHo faHHbIM AnTepatypsl, Ans feTcKon dopmbl PO
XapakTepHbl fiethopMaLMn CKeneTa, MbilleyHas cnabocTb, HU3-
Kas MUHepanbHas MJOTHOCTb KOCTHOW TKaHW, HU3KOPOCIOCT,
peuuanBUpyiolMe Nepenombl, 3afiepKKa MOTOPHOTO Pa3BUTUS,
npexneBpeMeHHas noteps 3y6oB, paxutuyeckue aedopmavuy,
CHWXEHME MUHEpanu3aumMmn KOCTHOI TKaHU, XpoHuYeckas 6onb
B MblWwLax 1 Koctax [2].

Y Hawero nauueHTa auarHo3 6bin 3anofo3peH Ha OCHOBa-
HUWN KNMHWYECKUX NPOSABNEHWIA W MOATBEPKAEH MONeKynsp-
HO-TEeHeTUYECKM HEeCKONbKO paHblie (OKOHYaTeNbHO YCTaHOB-
NIeH B 3 ropa), yem B ony6aMKOBaHHbLIX paHee HabnlogeHUAX
nauMeHToB C fieTckoit dopmoii TOD (4, 6, 7, 8 u 17 net) [5,
6,9, 10, 12, 13]. OTHOCMTENbHO paHHAA NOCTAHOBKA LMArHO3a,
BEPOATHO, ABNAETCA OTpaxKeHueMm Gonblueidl MHDOPMUPOBAH-
HOCTU Bpayeill B NOCNeAHUE oAbl 0 TakoM opdaHHOM 3abone-
BaHUM, Kak [P0,

Mpu aHanu3e ony6IMKOBAHHbIX KIUHUYECKUX CIIy4aEB BblAC-
HUOCb, YTO Haubosiee paHHUM KIMHUYECKUM nposiBneHnem OO
Ha MepPBOM roAy XU3HU, Kak W y Hallero nalueHTa, 6bina 3agepx-
Ka pocTa, HabnofaBwasca ¢ 6-MecAYHOro Bo3pacTa, KoTopas
4acto, Ho Heobs3aTeNbHO coyeTanacb C MAOXOW NpubaBKOil

maccel Tena [5, 6, 9]. Kpome 3toro, mornu obpawarb Ha cebs
BHUMAHWE CHUXEHUE MbIWEYHOrO TOHYCA, 3afepXKa MOTOPHO-
ro passutus [5, 6, 9, 13] v AbixatenbHble HapyweHus [12]. B
nepeble rofibl XKU3HU TakKe ObIM TUNNYHBI YacTble pecnuparop-
Hble UHMEKLUU U BPoHXUTLI [5, 6, 9, 12], @ OAMH U3 NaLUEHTOB
HEOHOKPATHO NepeHec [BYCTOPOHHWI 3KCCYRATUBHBIA Cpep-
Hui otuT [10].

OpHOM M3 OCHOBHbIX Xanob B MepBble FOAbl XU3HU MOTIU
ObITb 60U B HOrax U ObicTpas ytomasemocTts [9, 10], a nocne
Hayana CaMoCTOATEeNbHOW XOAbObl — HeycTOM4YMBas NOXOAKA
u vactele nageHus [10]. Y ofgHOro U3 GOMbHbIX UMENU MeCTo
3Nn304bl HEMOTUBMPOBAHHOW PBOTHI [6].

PaHHee BbiNafeHne MONOYHbIX 3yOOB C MHTAKTHBIMU KOPHAMM
0TMeyYanoch y nauueHTos ¢ 1-2 ner [5, 6, 9, 10].

Ha nepBom rogy »u3Hu HekoTopble GosbHble HabnofanuCh
no nosoay AucCnnasuu TasobeapeHHbIx cyctasos [5, 6, 9, 10].
HaunHas co BTOPOro rofa }u3Hu BbIABAAANCH KPAHMOCUMHOCTO3,
NNoCKo-BanbrycHasa pecdopmauua cton, BanbrycHas fedopma-
LMA KONEHHbIX CYCTaBOB, CKONMOTUYECKas AedopmaLims no3Bso-
HOYHWKA, NoppoTuyeckas pAedopmauus MNOACHUYHOrO OTLeNa
NO3BOHOYHUKA, KuNeBuAHas AehOpMaLMa TPYAHON KneTky,
Knho3 NOACHMYHOrO OTAena no3BoHOYHMKa [5, 9, 12, 13].
NHTepecHO OTMETUTb, YTO HU B OAHOM U3 OMUCAHUN HE ynoMU-
HAeTCA KOCONANoCTb, YTO HE MO3BOJMAET HaM C YBEPEHHOCTbIO
rOBOPUTb O TOM, IBAAETCA JIN 3TO COCTOSIHME nposBieHnem OO
WU COMYTCTBYIOLMM 3a60N1EBaHNEM.

0pHaKo OCHOBHOW Kanoboil, B CBA3M C KOTOPOI NaLUeHTb
nonaganu K 3HAOKPUHOJIOrY, Yalle Bcero Gblna 3aepKa pocTa,
KOTOpas Ha MOMEHT MOCTAaHOBKW [AWarHo3a COOTBETCTBOBA-
Na 3HayeHusMm ot —2,66 po —2,37 SD y peteit 4-8 net [5, 6, 9,
10, 12] n -3,24 SD y nauueHTa, ,UarHo3 KOTOPOMY Obla YCTaHOB-
neH B 17 net [13]. MNpu peHTreHorpaduu KucTei onpesensinnch
3ajepKa KOCTHOTo Bo3pacTta v octeonopos [9, 12].

Hu y koro u3 6GosbHbIX, KOMY NPOBOAWNOCH TOPMOHasb-
Hoe obcnepoBaHue, He ObIM CHUXKeHbl mokasatenu WOP-1
M MUKa CeKpeuun COMATOTPONHOro rOPpMOHAa Mpu NPOBEAEHWUU
NpoBOKaUMOHHBIX TecToB [5, 9, 10, 13]. Y opHoro pebeHka
BbISIBIEH NMEPBUYHbIA FMNOTUPEO3 C MOBbIlWeHNeM ypoBHa TTI
po 12 Ep/n, B cBA3M C YeM HA3HAYeHa 3aMeCTUTENbHAA Tepanus
NeBOTUPOKCMHOM [9].

Y Bcex nauMeHTOB Habofancs CHWXEeHHb yposeHb LLU®:
y feTeit 4—8 neT oH coctaenan 38-108 Ex/n [5, 6, 9, 12] npu
HWXHel rpaHuue Hopmbl nns Bo3pacta ot 1 roga po 10 net
156 En/n [3], a y GonbHoro 17 net — 18-20 Eg/n [13] npu
HUXHE rpaHnLLe HOpMbl Ans MyxuuH 17-18 net 59 Ep/n [3].

Mpu NpoBefeHUN MONEKYNAPHO-TEHETUYECKOTO UCCNef0Ba-
HUSA Yy BCEX OMUCAHHbIX MALMEHTOB BbIABNEHbl MyTaLUKU B reHe
ALPL, npuyem Haubonee yacto BcTpeyanach c.571G>A p.E191K
(3aMeHa ryTaMMHOBO KMCNOTLI Ha IN3WH B no3uuun 191) [5, 6,
9, 12, 13], npuBOAAWAN K CHUXEHUIO hEepPMEHTATUBHON aKTUB-
HocTu LW®, koTopas 6bina onucaHa paHee y GONbHBIX C pasiny-
HbiMK opmamu TOD [15].

Ins neyeHns naymentos ¢ [P ¢ 2012 r. B MMPOBOW NPaKTU-
Ke NMpUMeHAeTCA natoreHeTWyeckas (epMeHT-3aMecTUTeNbHas
Tepanus npenapatom acdoTassl anbda [16]. B Hawei ctpaHe
nepsble CTaTbu, 0600Lal0LME ONBIT UCMOAb30BAHUSA [AHHOMO
npenapara, ny6aukytoTca HaumHas ¢ 2016 r. [6].

Mocne Ha3HaYeHWs 3aMeCTUTENbHO Tepanuu y BCex nauu-
€HTOB OTMEYascs perpecc KIUHUYECKUX U PEHTreHosoruyec-
KMX CMMNTOMOB 3ab0/ieBaHNs, NepecTaBanu 6ecnokouTb 6onu
B MblWLAX, HEMOTMBMPOBAHHAA PBOTA; y/yyllanacb NepeHocu-
MOCTb (DM3MYECKUX HArpy3oK, YBeNWYWUBANUCh ANUTENbHOCTb
1 paccTosHue neweil xoabosl [6, 9, 10, 13].
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3AKJNIIOYEHUE

XapakTepHbiMK nposiBieHUAMU Aetckoi dopmbl runodocda-
Ta3uu ABNAIOTCA 3afepxKa PocTa U MblleYHas TFUNOTOHMUSA,
KOTOpas MOXET MPUBOAUTL K 33[epXKKe MOTOPHOrO pasBuTus
1 HApYLWEHMIO MOXOAKM; BOIM B MbILWLAX U BbIPAXKEHHAS YTOM-
NIIeMOCTb, OrpaHMyMBalOLLME BPEMS XOAbObI; paxuTUdeckue
pgedopMmanumu, B TOM YUCIe BanbrycHble AedopMaunm HUKHUX
KOHEYHOCTEl; paHHee BbiNafeHne MOOYHbIX 3y60B C HeusMme-
HEHHbIM KOPHEM, AblXaTeNbHble PACCTPOMCTBA U YacTble BPOH-
X0eroyHble 3abonesaHus.

[lnarHo3 MoxeT 6bITb YCTAHOB/IEH HA OCHOBAHUM JAaHHbIX aHa-
MHE3a, XapaKTepPHOW KNUHWYECKOW KapTUHBI, Pe3y/IbTaTOB PeHT-
reHoI0rn4YecKoro 1 1abopaTopHOro UCCNe0BaHMiA (BbIpaXeHHOe
CHWXeHWe YPOBHs WenovHoit dhocdotassl (LP) n nogTeepxaeH
AaHHBIMWU MONIEKYNAPHO-TEHETUYECKOTO UCCNEeA0BaHNS.
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lporpeccupyrowan MbileyHas
auctpopua lioweHHa — bekkepa.
TpyAHOCTU ANArHOCTUKMN
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PE3IOME

Llenb cTatbu: npepcTaBuUTh KNMHUYECKUIA Clyyait nporpeccupyioleit moiweyHoi auctpocduu (MMI) [oweHHa — bekkepa v nokasarb Tpya-
HOCTM 1 0COGEHHOCTU [UATHOCTUKM 3TOM reHeTUYECKO NaTonorum.

OcHOBHbIe NONOXeHUA. B cTaTbe npepcTaBneH aHanu3 knuHuYeckoro cayyas puarHoctuku NMMI OiowenHa — bekkepa y manbyuka 2 ner.
OnucaHbl 3Tanbl AMarHOCTUYECKOro NOUCKa, MPOBEAEH aHaNN3 Pe3yNbTaToB KNMHUYECKOTO HAbMIO[eHNsA U MONEKYNAPHO-TeHeTUYeCKOro obcne-
poBaHus. MpeanoxeH anroputM obcnefoBaHus Npy MOBLIWEHUW AaKTUBHOCTK acnapTatamuHoTpactepassl (ACT), anaHMHaMWHOTpaHchepa-
3bl (AJIT) HesicHOrO reHesa.

3aknioueHue. Onncanune knnHuyeckoro npumepa NMMJl AeMOHCTPMPYET CAOXKHOCTH, C KOTOPLIMI BCTPEYAIOTCA BPaUM PasHbX cneuyuansHoCcTel
npu AMArHocTUKe faHHOro 3abonesaHus. PaHHME KAMHUYECKWE NpU3HAKKW, NoBblweHne B kKpoBu akTuBHocTu ACT, AJT, kpeatnHdocthokmnHa-
3bl ABNAIOTCA OCHOBAHWEM ANA Ha3HaYeHWUs MONeKYNAPHO-TeHeTUYeCKOro nccneaoBaHns. [laHHylo CxeMy MOXHO UCMOb30BaTh NMPW NOCTAHOB-
ke auarHosa MM]], 4To6bl COKpaTUTL AANTENbHBIE MOMCKU HeCyLecTByloLeid HEBPONOTMYECKON U MH(EKLMOHHOI NaToNoruy, CBOEBPEMEHHO
Ha3HAYNTb afleKBATHYIO TEPANMIo U YNYYLWUTb KAYECTBO XKU3HU BONbHOMO pebeHkKa.

Kntoyesble cnosa: nporpeccupytowas miweyHas guctpodus [lloweHHa — bekkepa, MoneKynApHO-reHeTUYecKoe uccneoBaHune, acnaprarammu-
HoTpacdepasa, anaHnHaMUHOTpaHchepasa, kpeaTHdocthoKknHasa.
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Progressive Duchenne — Becker Muscular Dystrophy.
Challenges with Diagnosis

S.A. Tsarkova, R.A. Ushakova, N.E. Gromada, M.I. Kosenkova, 0.R. Musalova
Ural State Medical University of the Ministry of Health of the Russian Federation; 3 Repin Str., Ekaterinburg, Russian Federation 620029

ABSTRACT

Objective of the Paper: To present a case study of progressive Duchenne - Becker muscular dystrophy (PMD) and demonstrate challenges
and features of diagnosis of this pathology.

Key Points. The article discusses a case of Duchenne — Becker PMD diagnosis in a 2-year old boy. We have described stages of diagnostic
investigation and analysed the results of clinical observation and molecular genetic examination. We have proposed an examination
algorithm for unexplained increase in aspartate aminotransferase (AAT), alanine aminotransferase (ALT) activity.

Conclusion. This case of PMD demonstrates challenges faced by health care providers in diagnosis of this condition. Early clinical symptoms,
increased blood AAT and ALT, creatine phosphokinase are a reason for a molecular genetic examination. This algorithm can be used to
diagnose PMD in order to save efforts searching for a non-existent neurological pathology and infection, promptly prescribe an adequate
therapy and improve the quality of patient’s life.
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BBEJEHUE

Mo paHHbIM Pernctpa BpOXAEHHON U HAaCNeaCTBEHHON NaTono-
ruv CBepAnOBCKOI 0671aCTH KNMHWUKO-[MArHOCTUYECKOTO LieHTpa
«OxpaHa 340pOBbs MaTepu U pebeHKa», EXerofHo BbiABAAIOT
4-5 cny4yaeB nporpeccupyoleii mpliweyHoi guctpodun (NMMA).
ITo TpynHOKypabenbHoe 3aboseBaHWe MMEET BbICOKYIO COLM-
aNbHYI0 3HAYMMOCTb B CBA3M C paHHeill MHBaNMAuU3aLueil pebeH-
Ka M HeoOXO[UMOCTbI0 OKa3aHWs CBOEBPEMEHHON MCUXOCOLM-
anbHOW NMOMOLM POANUTENAM U nauueHTy. HepooueHKa paHHUX
cumntomoB [MM[] [ioweHHa — bBekkepa, KIMHUYECKUX U HeR-
podU3N0NOrNYECKUX KPUTEPUEB COMPSXEHbI C NO3[HEN fuar-
HOCTUKOI 3ab6oneBaHus.

ML OioweHHa — bekkepa — HacnepcTBeHHoOe peLeccus-
HOe HepBHO-MbllleyHoe 3aboneBaHue, cLuenieHHoe ¢ X-Xpomo-
COMOIA, Bbi3BaHHOe MyTauuamu B reHe DMD, npusopawmmu
K OTCYTCTBWIO MM HEJOCTaTOYHON PYHKLUMM ANCTPODUHA, LIUTO-
CKeNneTHoro 6enka, KoTopblii 06ecneynBaeT NPOYHOCTb, CTabUIb-
HOCTb M (hYHKLMOHANbHOCTE MUOuOpunn. Wudpyercs no knac-
cudmkaumm MKB-10 kak G71.0 [1-3].

leH, oTBevawwWMit 3a BbIPAabOTKY 6Henka AucTpotuHa, Haxo-
onTca Ha X-xpomocome (nokanusaums Xp 21.2) u coctout
13 79 yacTeit-3Kk30HOB. [Py HANMYMM MyTaLMII B 3TOM reHe 6enok
LUCTPOGUH HE CUHTE3UPYETCH, MbllleYHas TKaHb rMOHET, 3ame-
LWaeTca XUPOBOMN U COefUHUTENbHON TKaHbto. B 40-60% cnyya-
€B 0TMeyvaeTcs MyTauus (feneuus — noTeps Uiu aynankauus —
VIBOEHWE) OAHOTO UNU HECKONbKUX 3K30HOB [3, 4].

BeigenaoT ABa  KAMHWYECKMX BapuaHTa: MUOAUCTPODUK
[iowenHa n bekkepa. Muoauncrpodus bekkepa (1 Ha 30 000 Hace-
NleHus) — bonee Nerkuii BapuaHT 3aboeBaHUs, NpU KOTOPOM
CHHTe3 Genka AuUCTpodKHA MAET He A0 KOHLA, U B pesynbrate
NoJly4aeTC HEMHOTO YKOPOYEHHbI, HO BMOAHE (DYHKLMOHaNb-
HbIil 6eNoK. B naHHOM cnyyae 60Ne3Hb NPOTEKAET C MEANEHHbIM
NpOrpeccupoBaHUEM MbILIEYHON CNABOCTU U C COXPaHEHWeM
CMOCOOHOCTM K CaMOCTOATENbHOW Xoabbe B TedeHne 15-20 net
OT Hayana 3abonesaHus [3, 4].

C muonatueit JioweHHa poxpgaetcs oguH u3 5000 Manb4ymKoB
(3,3 : 100 000 HaceneHus). MaHudecTaLms 6one3Hu Yalle BCero
Habnogaetcs B Bo3pacte oT 1 roga go 5 net. 3abonesaHue
XapaKTepu3yeTcs NpOrpeccupylowWmMm 3710Ka4YecTBeHHbIM Teye-
Huem: hopMMpoBaHMeEM aTpOUN MblLL, Ta30BOTO U MIEYEBOr0
nosica Ha GoHe nceBROrNNEpPTPODUN UKPOHOXKHbIX, ATOLUYHbIX,
LeNbTOBUAHBIX MbIWL, MbIWL, XMBOTA M A3blKa. BO3MOXHO CHU-
eHue MeHTanbHoW yHKuMK. [MocTeneHHo pa3BuBaeTcs fedop-
Mauua CTon, TPYAHOM KNEeTKM, MO3BOHOYHMKA, NMPOrpeccupyiot
LMUNaTaLMoHHAA MUOKApAWMONATUA W [biXaTeNbHble HapyLlleHus,
NpUBOLALLME K NIETANILHOMY UCXOAY B MOJIOAOM BO3pacTe [3, 4].

[narHocTuyeckne Kputepuu 3aboneBaHus cnepytime: non
nauuMeHTa — MVKCKOWM; YCTAHOBNEHHbIW [MAarHo3 nporpeccu-
pylowein MUOANCTPOUN Y POACTBEHHUKOB MYXCKOro nona no
MaTepUHCKOW JIMHWM WAN HEYTOYHEHHOE HEepBHO-MbllleyHoe
3aboneBaHue; YCTAHOBNEHHbI (AKT HanU4us B CEMbe XKEH-
WMH-HOCUTENbHWL, NAaTONOrMYeCKOro reHa; Kappauonaoruyeckue
3abonesaHus (KapAaMOMUONATUM) Y POACTBEHHWUKOB XKEHCKOTO

nosa no MaTepUHCKOW NIMHUW; 3afepXKKa CTaHOBNEHUA ABUra-
TeNbHbIX HABbIKOB; CHUXEHUE UHTENNEeKTa; NOBbIWEHNEe aKTUB-
HocTu TpaHcamuHas AJIT u ACT n kpeatuHdocdokuHasbl (KOK)
B CbIBOPOTKE KPOBH.

PaHHMMU cMMNTOMaMu 3ab60NeBaHUA ABNAIOTCA NOBbILEHHAS
VTOMJIIEMOCTb, MbIlIEYHAA CNABOCTb, TUMOTOHUA B KOHEYHOCTSAX,
ncesforunepTpodus Mblll, roneHein u Gepfep, YacTole NafeHus
WU HEYKJIOXKECTb, 3aTpyAHEHWe Npu npucefaHuu, bere, nogbe-
Me 1O JIECTHULIE, HECMOCOBHOCTbL NpbITaTh, UCMONIb30BAHWE BCMO-
MoraTesibHbIX MPMEeMOB Npu nogbeMme ¢ nona (pebeHok nomoraet
cebe pyKkamu npu NofbemMe U3 MoJoXeHWUs Nexa, cuasa), xoasba
Ha HOCOYKax, 3afepxKa GopMupoBaHua peun [3, 4].

B 6uoxummuyeckom aHanuse KpoBW PErucTpupyeTcs nosbi-
weHne akTuBHocTu TpaHcamuuas AJ1T, ACT, naktataernpporeHa-
3bl, KOK [5].

Mpu npoBeaeHnn anekTpomuorpadmu onpefenseTcs muona-
TUYECKMIA TUN C YyMEeHbLUeHWeM (YKOPOUEHMEM) BENUUYUHBI Cpej-
Hel ANMTeNbHOCTWM noTeHuuana AsuratensHolx eguuy (MAE),
CHUXeHnem amnauTyabl otaenbHbix MAE.

Ha Y3/ mbiwy nosBastoTcs NpU3HAKW 3aMeHbl MblIEYHON
TKAHU XUPOBOI unu (Mbpo3Hoi TKaHbl. Mo paHHbiM KT,
BO3MOXHO MOSBNIEHME APUTMUM, HapylleHMe NPOBOLUMOCTH,
Ha IxoKlI — npu3Haku cuctonuyeckon AuchyHKUMM, Anna-
TalMW NeBOr0 XeNyAaoyka, runeptpocdun MUOKapaa, MUTpanb-
HOM peryprutaumm.

[ins BbIABNEHUSA filereHepaLym MbllWEYHON TKAHU UCMONb3YIOT
MPT 1 MarHMTHO-pe30HAHCHYID CNEKTPOCKOMUIO MbILIL, TONEHH,
Gepep, Tasa (MHOrRa aeHcuToMeTpuio) [5].

[eHeTuyeckne wuccnegosaHus MLPA (Multiplex Ligation-
dependent Probe Amplification), cekBeHupoBaHue resa DMD
npeanonaraloT NpoBefeHNe CPAaBHUTENbHON FeHOMHON rMbpu-
AM3aLMM MAacCUBa M MOMUCK TOYEYHbIX MyTauui [6].

B HacToswee Bpema neyeHne — CUMNTOMATUYECKOE, HAanpaB-
JIEHHOe Ha ynyylleHne KadyectBa xU3HW. [pumeHenue TKC
NO3BONAET 3aMefUTb NPOrpeccupyloLlyto aTpoduio MblLEYHO
TKaHu. [penaparamu BbiOOpa ABAAIOTCA NPEAHU300H UK fed-
nasakopt. HasHaueHue uHrubutopos AN® unu B-6nokaropos
pEKOMEHAYIOT AN NPoUNaKTUKN [UNaTaLlMoOHHON KapauoMmuo-
naTWK, MOYErOHHbIX MPEnapatoB — MNpKU HAAUYUW CepLeyHO-
COCyAMUCTO HepocTaToyHOCTU. [ins npohunakTMku octeonopo3sa
Ha3Ha4alT npenaparbl, cofepxalume sutamut D, v kanbumii [7].

[letam c paHHO natonoruei pekomeHayeTcs pusnorepanus,
HanpaefeHHas Ha nogaepxaHue GU3n4eckon akTUBHOCTH: NPO-
(hunakTUyeckme pacTaXKKN, NPUMEHeHe OpToneSuYecKux anna-
paToB, neyebHas duskynstypa [3].

Ha ctaguu KNMHMYECKOro 3KCMepuUMeHTa HaXoguTCA MeTon
3K30H-CKMNNMHIa — NPONYCKa NOBPeXAEHHbIX IK30HOB, KOTO-
pbil MpeAnonaraet «[oCTpPOiKy» 06X04HOro napanienbHoro
nyTM ANS PaMKU CYUTHIBAHUSA, MUHYS MOBPEXAEHHbIA 3IK30H,
YTO MPUBOAMT K CUHTE3Y YKOPOYEHHOTO Benka, CoXpaHsioLero
CBOI0 (DYHKLMOHANBHOCTD.

[eHHO-KNeTOYHaAsA Tepanus TaKKe HAaXOAWTCA B npouecce
pa3paboTKM: UCNONb30BAHWE CTBOJIOBBIX KNETOK, KYCHYBLIETO»
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reHa — yrpocduHa (3MOpUOHANbLHOTO JUCTPOdUHA), AOCTaBKa
B KNETKU TeHHbIX KOHCTPYKLMIA MUKPOreHOB C NOMOLLbI0 afieHo-
accouMMpOBaHHbLIX BUpYCcoB [8].

KNUHWUYECKUIA CNYYAN

MauneHT Haxopuncs Noj HabnofeHWeM B OTAENEHUM NaTono-
ruv peteit paHHero Bo3pacta N2 2 MAY «[leTckas ropopfckas
KnuHuyeckas 6onbHuua N2 11» r. EkatepuHbypra. Y poputeneit
pebeHka nonyyeHo LO6POBONbHOE MHPOPMUPOBAHHOE Cornacue
Ha Ny6MKaLMIO AaHHbIX.

B pesynbrate peTpOCNEKTUBHOIO aHannM3a MefULUHCKON
AOKYMeHTauun (MHAMBMAYaNbHAA KapTa Ppa3BuUTUA pebeHka
®112/Y) v onpoca pofuTeneii BbIABAEHO, YTO MaNbyUK POXKAEH
EHWMWHOI 22 neT oT 1-it husmnonornyeckn npoTekasLlei bepe-
MEHHOCTW, B pe3yabTaTe CaMONPOM3BOJbHbBIX CPOYHbLIX POAOB
B rO/IOBHOM MnpeafexaHuu nnoja Ha 39 Hepene recrauuu.
Macca Tena pebeHka npu poxaeHun — 3260 r, aanMHa Tena —
53 M, OKpPY)XXHOCTb ronoBbl — 36 CM, OKPYXHOCTb rpyan —
34 cm, 4TO COOTBETCTBOBANO CPOKY rectauuun. OueHka no wkane
Anrap — 8/9 6annos. VIHTpaHaTanbHbIii U HEOHATANbHbBIN NEepuo-
Abl — 6e3 ocobeHHoCTel. Pe3ynbTat HeOHaTaNbHOTO CKPUHUHTA
Ha Hanan4Me BPOXKAEHHbIX 3a60NeBaHN OTPULLATENbHBI.

HacnefncTBeHHbII aHamHe3 He oTAroweH. BeinucaH u3 pon-
AOMa Ha 3-M CYTKM [OMOW. BaKkuuHauua nposefeHa COMacHoO
HauWoHanbHOMY Kanengaplo. Haxopunca Ha ecTecTBEHHOM
BCKapMAWBaHWUK [0 9 MecALeB.

PebeHOK B TeYeHMe NepBOro rofia }MU3HU Poc U pa3BuBancs
COOTBETCTBEHHO BO3PacTy: Hayan fepxatb ronosy B 1 mecay,
cNnefuTb 3a UrpyLWKON B TOPU3OHTaNbHON NNOCKOCTH, TyANTb —
C 2 Mecsaues, bpaTb npegMeThl B pykM — B 3,5-4 MecAla, NOBO-
payMBaTbCA CO CMUHbI HA XWBOT — B 5,5 Mecsaues, CUAeTb
6e3 NoAAepKKM — B 6 MecsLes, non3ate — C 9 MecsALes, Npo-
M3HOCUTb CNIOBO «Mamay, CTOATb C onopoii — B 12 mecsles,
XOANUTb CAMOCTOATENbHO — C 14 mecALes.

B Bo3pacTe 18 mecsiLeB y pebeHKa BbisiBNeHa renatocnieHome-
ranus (neyeHb BbICTyNana u3-nop Kpas pebepHoil ayrv Ha 3,5 ¢,
ceneseHKa — Ha 2 cM), no AaHHbIM Y31 opraHoB 6proLHoi nonoc-
TW: NpaBas Jona neyeHn — 74,5 mm, nesas pona — 38 MM, giMHa
ceneseHkn — 78 MM, TonwmHa — 34,2 mm. Ha coHe oTcyTcTBUA
CMHAPOMA XENTyXM U NPYU HOPMATUBHbIX NOKa3aTensx ounupyou-
Ha B aHann3e KPoBM OOHAPYIKEHO CTOIKOE NOBHIEHNE (B TEYEHME
6 MecsLeB) aKTMBHOCTW TpaHcamuHas: ACT — 360-390-426 E/n,
ANT — 298-417 E/n (npu Hopme po 45 E/n u 40 E/n cootBeTcT-
BEHHO), y-TnioTamuntpaHcnentupasel — 32,4 E/n (npu Hopme
6-23 E/n). MauneHT NpOKOHCYNLTUPOBAH BPaYOM MMMYHOJO-
roM-uHdekumonuctom. Metoasl A u NMLUP-guarHoctTkm nosso-
JINAU UCKNIOYUTD FenaTuT MHGEKLMOHHOM 3TMONOMUHU.

Ha ocHOBaHWM CBefeHWA, NONYYEHHBIX OT poAuTeneil, ycra-
HOBJEHO, YTO Nocne 16 MecsALEeB XU3HW Y Manb4yuKa NOABUAUCH
CKOBAHHOCTb B HOrax Mo yTpam 1 HeycTOM4YMBOCTb NMpu Xofb0e,
yacTble nageHus.

K 24 mecsuam xu3Hu Gpusmnyeckoe passutre no yposHto 6uo-
NI0TUY€eCKOI 3penoCcTu COOTBETCTBOBAIO NAaCNOPTHOMY BO3pacTy.
Macca — 14,5 kr. Poct — 93 cm. OKpy»KHOCTb rof10Bbl — 48 CM.
TenocnoxeHue nponopunoHanbHoe. Koxa 3nactuyHas, ynucras.
Co3HaHue scHoe. 0YaroBbIX M MEHUHreanbHbIX CUMNTOMOB HET.
YyBcTBUTENbHAA chepa v YepenHble HepBbl — 6e3 natonoruu.

CHMKEH MbIWEYHbIA TOHYC B HUXHUX KOHEYHOCTAX. buuu-
NUTanbHble U KapnopaguanbHble, KOJeHHble U axunnosbl ped-
NIEKCbl CHUXEHbl M CUMMETPUYHbl. MbllueyHas cuna B Bepx-
HUX W HUXHUX KOHEYHOCTAX CHUXEHA Ao 4 bannos (ompe-
LeNeHue MO0 TNPUHUMNY «HANPSXEHUs — TNPEOAOJEHNA»).
MceBgornneptTpoduna MKPOHOXKHBIX MbllL,. [MoXofKa HeyBepeH-

Has. No3uTuBHbIA cumnTom [OBepca: NOLHUMAETCSA U3 NONOXKe-
HUA NeXa W Ha KOPTOYKaX, OMUPasfCb PyKamu O Noj U KOJeHMU.
Cuput v onupaetca Ha pyky. ber 3atpyaHeH. He nopnpeiruea-
eT. YacTMYHO NOHMMAET peyb, BbINONHAET UHCTPYKLUMN MaTepu.
Mpoun3HoCUT OTAENbHbIE CIOBA.

OyHKUMKM cyXa U 3peHUs coxpaHeHbl. PyHKLWM Ta30BbIX
OpraHoB He HapyLUEHbI.

Ncnonb3ys CKpUHUHTOBbLIE LEHTUNbHbIE rpatuKu NoLypoB-
Hel HEepBHO-NMCUXMYECKOTO Pa3BUTUA [Af WHAWUBUAYANbHOW
OLLeHKU TeCTUPYeMblX HaBbIKOB W yMeHuWit [9], mbl onpepenuau,
4TO NOAYPOBEHb PYYHOI YMENOCTU, PA3BUTUA Peun U coLuanb-
HOM apjanTauuu Haxomutca B npegenax 25-75% UeHTUNbHOW
30Hbl M COOTBETCTBYET BO3pacTy. [loaypoBeHb 06Leit MOTOPUKM
Mo TeCTUPYEMBIM HaBbIKaM U NO3[HUE CPOKU UX NOABNIEHUSA HAX0-
aatca 3a npegenamu 90% LEHTUNLHOM 30HbI U CBUAETENbCTBYIOT
0 3aflepXKKe U AUCTapMOHUYHOM Pa3BUTUU.

Co CTOpOHbI OpraHoB [bIXaHWA W CEpAEYHO-COCYLUCTON
cucTeMmbl OTKNOHeHMi HeT. lanHble KT 1 IxoKI — 6e3 natono-
run. Pe3ynbrathl anekTpoHenpomuorpadmmn: akCoHanbHas Heii-
ponatus mManobepLoBOro Hepea Clesa.

C yyeToM OMMCAHHOrO BbilE HEBPONOrMYeCKOro aeduuunTa,
nona nauueHTa, Npu3HaKoB CUHAPOMA LMTONN3a, CTOWKOIO yBe-
JIMYEHNA AaKTUBHOCTW TpaHCaMMHA3 Ha (OHe OTCYTCTBUA Xen-
TYIWHOTO CMHAPOMA PELEeHO MPOBECTU UCCNefOBaHWE YpPOBHA
K®K B kpoBu. BbisiBNeHo npeBbieHne nokasarens B 70 pas —
17 453 E/n (npu pedepeHcHbIx 3HayeHusx po 247 E/n).
370 CTano nokasaHueMm Ans noucka 3abonesaHuil, accounmpo-
BaHHbIX C HACNeACTBEHHbIMM popmamu MM/,

MpoBefeHO MONeKyNApHOe-TeHETUYECKOe WCCaef0BaHMe.
Ha nepBom 3Ttane peneuuu u gynavkauuu B reHe DMD meTtofom
MLPA He oGHapy»eHbl. 3aTeM C MOMOLLbIO MONEKYNSPHO-TEHe-
TUYECKOro MeToja MaccoBOro napanieNbHoro CeKBeHMpOBaHMA
HalljeH BapMaHT B reMU3UTOTHOM COCTOSHUM B 13 3K30He reHa
DMD (chrX:32613972 G>A, c.1504C>T) (TouyeyHas MmyTaums).
OnucaH paHee B nuUTepaType Kak naToreHHbld. BanupmposaH
METO/IOM NPAMOro cekBeHnpoBaHus no CaHrepy.

Tun HacnepoBaHuAa — X-CUENNEHHbI peueccuBHbIN. [eHe-
TUYECKUIt PUCK Ans cMOCOB: No 3aboneBaHuio ans Gpatbes — [0
50%, no HocutenbcTBy AnsA cectep — 50%. [Ina yTouHeHus pucka
HE0BX0AMMO NPOBEAEHUE MOJIEKYSPHO-TEHETUYECKOI AMarHoc-
TUKM y MaTepu AN NOUCKA BbISBNEHHON MyTauuu B reHe DMD.

AKTMBHOCTb IM30COMHbIX (hEPMEHTOB B KPOBM Y NauueHTa
HaxoAunach B npefenax pedepeHcHbIX 3HaueHnin (maba.).

PebeHKy Ha3HaYeHo fleyeHne: npefHU30M0H B ao3e 0,5 mr/kr/
cyTku. PekomeHp0BaHa u3noTepanus ¢ JO3NPOBaAHHON HU3K-
4yecKomn Harpy3koii. lpegnoxeHa coumanbHO-NCUXONOrUYecKas
nomoLb poauTensim: pabota C NCUXONOTroM, AaHbl KOOPAMHATbI
BnaroTBOopuTENbHOrO POHAA MOMOLWM [ETAM C MUOAUCTPOdUEN
[lloWweHHa N MHBIMW TAXENbIMU HEPBHO-MbIWEYHbIMU 3aboneBa-
Huamu «MonnMuo».

OBCYXXQEHUE
N3 npepacTaBneHHbIX AaHHbIX cnedyeT, YyTo peGeHKy B BO3pacTe
2 NeT Ha OCHOBAHWU Xanob, JaHHbIX aHaMHe3a, 0COGEHHOCTEN
HEBPONOTMYECKOTO CTaTyca, pe3ynbTaToB J1abopaTopHO-WHCT-
PYMEHTANbHbIX U MONEKYNAPHO-TEHETUYECKUX WUCCNef0BaHUM
Obin NOCTaBNEH AMATHO3: MbieYHas oucmpogus [ioweHHa —
bekkepa, cmadus coxpaHeHHoU cnocobHoCMuU K camocmosmeb-
Homy nepemeujeHuto. TlpoBefeHNe 3H3UMOANATHOCTUKN NO3BO-
JMI0 UCKIKYUTb HEKOTOPble HACNeACTBEHHbIE JIN30COMHblE
6onesHun HakonneHus (cMm. maba.).

Y nauueHTa AebloT 3aboneBaHMs HACTyNMA B BO3pacTe
2 net. MuHumanbHble KnuHuyeckue npusHaku [M], octanuch
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Tabamnma / Table l

IToxa3zareAn aKTUBHOCTH AM30COMHBIX (pepPMEHTOB
B ILITHAX BBICYILICHHOM KpoBH, MKM /A /4

AKTMBHOCTD /
Activity

HaunmeHoBaHus pepmeHTOB /
Enzymes

Hopma /
Normal

0,7-10

lanakTouepebpo3unaasa (6onesHs | 1,6
Kpab6e) / Galactocerebrosidase
(Krabbe disease)
o-rtoKo3uaasa (6onesHo
Momne) / a-glycosidase (Pompe
disease)

4,96

o-ranaktosupasa (6onesHb 6,28 0,8-15
®abpw) / a-galactosidase (Fabry

disease)

B-rntokouepebpo3mnaa- 5,48 1,5-25
3a (bonesHs lowe) /
B-glucocerebrosidase (Gaucher

disease)

CdunromuennHasa (6onesHo
HumanHa — MMuka) /
Sphingomyelinase (Nieman-Pick
disease)

2,85 1,5-25

o-MaypoHuaasa (Mykononu- 6,3
caxapupo3) / a-iduronidase
(mucopolysaccharidosis)

He3aMeyeHHbIMW, POAMTENU NepBbIMM 0OPaTUAM BHUMaHUE
Ha HapacTaHue MbllweyHoil cnaboct nocne 16-18 mecsues,
YTO SABMNOCH MOBOAOM OOpALLEHMA K Mefuatpy U HeBponory.
CumnToMbl AncTpocun NporpeccupoBany MefeHHO C Hepas-
HOMEepHbIM NopaxeHueMm MblllL, B ie6toTe 3a6oneBaHus nocTpa-
Janu OTAeNbHbIe FPYNMbl MbllWL, YTO NMPUBENO K OTHOCUTENbHON
KOMMEHCaLWUmn ABUTaTeNbHbIX PacCTPOCTB.

Mo HawWm U NUTepaTypHbIM AAHHLIM, B CTPYKTYpE OWMNO0Y-
HOr0 AWarHo3a [OMUHUMPYIOT NepuHaTanbHas 3Huedanonatus,
renaTuT, renatos, KapaMoOMMONATUSA, CYCTaBHO-MbIlEYHAs NaTo-
norus [3, 4]. Y Habniogaemoro pebeHKa OTMEYANUCh CTOIKOE
AnuTenbHoe (B TeyeHWe 6 MecsLEB) yBeNMYeHUE aKTUBHOCTM
TPAHCAMMHA3, Hanu4yue renatocnieHOMerasuu, YtTo 3acTaBuio
MCKNOYUTL renatnT MHGEKLMOHHON 3TMonorun. Beicokune noka-
3arenu KOK obHapyxunu nosxe.

B paHHoM cnyyae, npu muopmctpodumu [ioweHHa, nosblle-
Hue aktuHoct AJIT u ACT B aHanu3ax KpoBM MMeeT BHene-
YEHOYHOE MPOUCXOXAEHWNE U ONPEeAenseTcs Npu paspylleHun
Muocnbpunn Melwy, Ha hoHe BbICOKMX nokasateneit KOK.

M3BectHo, uto anroputm pauarHoctukm (ML coctout w3
HECKONbKMX 3TanoB. Ecan pebeHOK HauMHAeT XOAUTb MO3AHO,
BbISIBNIEH MONOXWTENbHbIN cumnToM [OBepca wau apyrue Hapy-
WEHWA MbIWEYHOW (DYHKLMUM, UMEETCA OTATOLLEHHbI CEMEMHbIN
aHaMHe3, B KpPOBW — yBENMYEHME AKTMBHOCTM TpaHCaMWHA3
HEYTOYHEHHOrO reHe3a, TO PEKOMeHYeTCs onpefefeHne YpoBHS
K®K. B cBoto ouyepenp, Bbicokue nokasarenu KOK cospatot Heob-
XOAMMOCTb NPOBefeHUs MONeKYAAPHO-FeHETUYECKON ANArHOCTM-
KW MyTaLuu reHa guctpoduHa u 6uoncum mblwy, pebexka [3].

[Insa CTpyKTypMpoBaHUs [AMArHOCTMYECKOTO Mnoucka 3abo-
NIeBaHWA  Mbl  UCMOMIb30BA/IM  aAanTUPOBaHHbLIA  aNrOpUTM
P.A. Ywakosoi [10]. CornacHo npefcTaBNeHHON cxeme, y naLu-
€HTa HabtoAaNnoCch NOBbIWEHME aKTUBHOCTU TPAHCAMMHA3 HesC-
HOrO reHesa, MONOXUTENbHbIA cumnToMm [OBepca, oTcyTCTBUE
MMJ B cemeiiHom aHamHe3se (puc.).

Puc. /\,\l"()pI/ITT\I AUATHOCTHUKI Hp()FpCCCIIp}'I()TT[Cﬁ

meirreaHo# aucrpodpnn (ITMA) Arorrenma
Bexkepa [10]

Mpu Hannuun NMMJ B

. Mpu otcytcTeun MM
cemeliHOM aHaMHe3e

B CEMeiHOM aHaMHe3e
e nioGoe nopospenie NOJOXUTENbHOM cumnro;we
MOBLILIEHNE Ha natoforunyeckoe ToBEDCA, HADYLIEHMM
AKTUBHOCTH N3MeHeHe pca, Hapy
TpaHcamuHas / MbILICYHOI noxopku (B ntobom Bo3pacTe,

B 0cobeHHoCTH fo 5 net) /
If there is no family history of
PMD: positive Gowers’ sign, gait
disorder (in any age, particularly
younger than 5 years old)

Unexplained
increase in
transaminase
activity

hyHKUMY / If there
is a family history of
PMD: any suspicious
pathological changes in
muscle function

¥ |

OnpepeneHve ypoBHs
K®K cbiBOopoTKM
KpoBu / Serum CPK
measurement

YpoBeHb KpeaTuH-
dochoknHaszbl
(KOK) He nosbiweH / |«
Creatine phosphokinase
(CPK) not increased

MoBblweHne ypoBHSA
KOK / Increased CPK

v

TecTupoBaHue Ha Aeneuuto Unu gynaukauuio reHa DMD guctpodmHa /
Test for deletion or duplication of DMD dystrophin

§ —

MyTauus He o6HapyxeHa / MyTaums o6HapyxeHa /
No mutation Mutation

CekBeHWUpPOBaHMe reHa / Gene
sequencing

MyTauun He 0GHapyxeHbl /
No mutations

v

buoncus mbiwupt /|y | Anctpodun otcyteTayet / No
Muscle biopsy dystrophy

Y ¥

Ouctpocun oTcyTcTyeT / No MyTaums o6HapyxeHa /

dystrophy Mutation
¥ ¥
Nuarno3 MM], AioweHHa — bekkepa /
v Duchenne - Becker PMD

[uarHos MM]1 manoseposTeH.
CnepyeT paccMoTpeTb BO3MOXHOCTb HANUYMA anbTePHATUBHBIX
fvarHosos / PMD unlikely.
Consider other diagnoses

3AKNHOYEHUE

[Ina Bepudukaunu [uarHo3a nporpeccupyioliein MblleyHoM
guctpodun (MMI) OioweHHa — bekkepa npu Hanuuuu y nayu-
€HTa KJMHWYECKOW CUMNTOMATUKMW, XapaKTepHOW AN AaHHOrO
3aboneBaHus, He06X0ANMO NMPOBELEHUE MONEKYNAPHO-TEHETU-
4YeCKOro uccnefoBaHua € Leabio MOUCKa MyTauum B reHe DMD.
AHanoruyHoe obcnefoBaHMe npeanaraloT Matepu nauueHTa
LAs onpefeneHus TMna HacnefoBaHUsA, pacyeta pucka naroso-
TMU NPU NAAHUPOBAHMM cepytolleit 6epeMeHHOCTH.

[laHHyl0 CXeMy MOXKHO WCMOMb30BaTh NPW MOCTAHOBKe fuar-
Ho3sa [MM]l paxe npu OTCYTCTBMM NpeHaTanbHON AUArHOCTUKY,
yKa3aHuii Ha 3a6oneBaHue B ceMeiiHOM aHaMHe3e, YToObl COKpa-
TUTb JUTENbHbIE MOUCKW HECYLeCTBYIOWE HeBPONOrMYecKon
U MHGMEKLMOHHOM naTonoruu, o6paTuTb BHUMAHWE HA paHHUE
npu3HaKku 3a6oNneBaHns, CBOEBPEMEHHO NPOBECTU ONpefeNeHne
VPOBHA  KpeaTMH(OCHOKMHA3b, MONEKYNAPHO-TeHeTUYeCcKoe
“ccnefoBaHue, Ha3HAYMTb ALEKBATHYIO Tepanuio M yayylWwuThb
KauyecTBO M3HW 60NbHOTO pebeHKa.
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PE3IOME

Llenb cTaTby: onMcaHne KIMHUYECKOTO CyYas CUanoafeHnTa npu MyKOBUCLMAO3e U PeKOMEHAALMI Mo ero AUarHocTuKe.

OCHOBHbIE MONOXKEHUA. MyKOBUCLIMA03, MW KNCTO3HbI PUOPO3, — ayTOCOMHO-PELLECCUBHOE reHeTUYeCKoe 3a601eBaHIe, Bbi3BaHHOE MyTaLns-
MU B reHe TpaHCMeMOPaHHOrO perynsTopa NpoBOAUMOCTY MyKoBUCLMAo03a (CFTR), nopaxaloliee 3K30KPUHHbIE Xenesbl, B TOM YnC/e CAIOHHbIE.
B cTaTbe NpMBOAMTCA ONMCAHME KIMHUYECKOrO Cly4as CUanoafeHnTa Npu MyKOBUCLIMAO3E Y Maibuika 12 net. [luarHos GaktepuanbHoOro cua-
NI0aAA@HNTA YCTAHOB/EH NOC/E KOHCYNbTALMN YeNtOCTHO-NULEBOTO XMpYpra Ha OCHOBAHWM faHHbIX 1a6OPaTOPHbIX W YNLTPa3BYKOBOTO UCCAEAO0-
BaHMit. bonbHOMY Ha3HauyeHbl aHTUGaKTepUanbHoe NeveHne (aMOKCULMINMH C KNaByNaHOBOW KUCNOTON), ApOTaBepUH, 06UNbHOE MUTbE.
3akntoueHune. CnanoafeHnT — OJHO U3 COMYTCTBYIOLMX 3a60NEBAHUIT y NALMEHTOB C MyKOBUCLMAO30M, CONPOBOXAAEMOE INXOPAAKON, 60IbIO
B YX€, OMyXaHUEM CIIOHHbIX Kene3. [ins yCTaHOBAEHWUS OKOHYATENbHOTO AMArH03a HEOOXO[MUMbI KOHCYNbTALMUA YENOCTHO-NNLEBOMO XUPYPra,
NHHEKLMOHNCTA U YNbTPAa3BYKOBOE UCCE[0BAHIUE CIIIOHHBIX JKenes.

Kntoyesble cnosa: MyKoBUCLMAO03, KUCTO3HbIN GUOPO3, CUANOAREHNT, KTUHUYECKMIT CyYail.

Bknaa aBTopoB: ApyTioHsH C.A. — o6cefoBaHue v neyeHmne naumeHTa, 063op nybaukauuii no teme cratbu; CumoHsaH K.I. — nposepka Kputuyecku
BAXHOrO COAEpPXaHWA, HanucaHue Tekcta pykonucu; MkptuaH H.M. — obcnefoBaHue M nedyeHue MauueHTa, HanucaHue TeKCTa PyKOMuUcw;
Kawnpckas H.H0. — npoBepka KpUTMYECKM BAXHOTO COAEPKAHMUA, YTBEPKAEHWE pyKonucy ans ny6nukauuu; Jnbuk M., Mauek M. — nposepka
KPUTUYECKN BAXHOTO COAEPIKAHMA.

KoHthnnKT nHTepecoB: aBTopbl 3asBAAIOT 06 OTCYTCTBUM BO3MOXKHbIX KOH(ANUKTOB MHTEPECOB.

IOns umtupoBanusa: ApytioHsH C.A., CumonsH K.T., MkpTusH H.M., Kawupckas H.10., Jiubuk M., Mauek M. CuanoageHuT npu MyKoOBMCLMZO3E.
JokTop.Py. 2020; 19(10): 66-68. DOI: 10.31550/1727-2378-2020-19-10-66-68

BBEAEHUE

MykoBucumao3 (KncTosHbliit hubpo3) — ayTocOMHO-peLeccus-
HOe reHeTU4YecKoe 3aboneBaHue, BbI3BAHHOE MyTaLUAMU B reHe
TpaHCMeMOpaHHOro perynsatopa MpoBOAMMOCTU MYKOBUCLMAO-
3a (CFTR), nopaxatollee 3K30KpUHHble enesbl. MoTepsa dyHK-
umu reHa CFTR npMBOAWT K HapylleHWUIO TPaHCMOpTa XNOpUAa,
HaTpuA ¥ BOAbl Yepe3 3NUTeNnaNbHble TKaHW, NNOX0N rnapara-
LMW 1 yBENNYEHUIO BA3KOCTU CeKpeTa.

XOBJ1 ¢ XpoHMYeCcKo pecnupatopHoii HGEKLMeN, IK30KPUH-
HasA HeAOCTaTOYHOCTb MOAXKENYLOYHON Kenesbl C HU3KUM HYTpU-
TUBHbIM CTAaTyCOM U XPOHMYECKas Xojectatnyeckas 6onesHb
neyeHU — 3TO OCHOBHble MpPOABNEHUA MyKoBucumposa [1, 2].
DeHoTMNUYECKWE MPOABNEHMA MYKOBMUCLMAO033 3HAYUTENBHO
BapbUpYIOT: OT NpaKTUYecku GECCMMNTOMHOMO B MepBble rogbl
XW3HW Npn «MATKKX» MyTaumax IV u V knaccos ¢ coxpaHHoii dyHK-
LMel NoaXenynoyHON xenesbl 4O KpaiiHe TAXENO0ro npu myTtaum-
ax I-IIT knacca, ¢ pa3BuTHEM AbIXaTeNbHON HEAOCTATOYHOCTM Ha
(hoHe pacnpocTpaHeHHbIX GPOHX03KTA30B, C BbIPAXKEHHOI NaHKpe-
aTM4ecKoW HefoCTaTOYHOCTLIO U HANNYMEM Pa3INYHBIX OCNOXHe-
HUiA [2]. ViHorga onucklBaloTcs pefkue NposiBfeHNs 3aboneBaHus.

MoCcKoNbKY MYKOBUCLMAO3 SBNSETCA 3K30KPUHONATUEN, NpK
LaHHOM 3a00N1€BaHUM MOTYT ObITb TAKXKe MOPAXKEHbI C/IOHHbIE
Kenesbl, YTO NPOSABNAETCA CHUXEHUEM O0OWero KoanyecTsa
BbIAENAEMOii CNIIOHbI U YBEIMYEHNEM €€ BA3KOCTH, NOBbIWEHNEM
KOHUeHTpauuii obuiero kanbums n dochopa B CIIOHHBIX Bblae-
NeHnAX. Y HeKoTopbiX 6OMbHBIX C MyKOBMCLUAO30M CIIOHHbIE
enesbl CNerka yBennyeHsl 3, 4].

KNUHUYECKUWA CNYYAN

B mae 2017 r. nOApOCTOK C MyKOBMCUMAO30M 12 neT 6bin
roCnuUTanu3upoBaH B YHUBEPCUTETCKMIA GONbHUYHBIA KOMMIEKC
«MypauaH» (r. EpeBaH, Pecnybnuka ApmeHus) c Temneparypoi
39 °C, 6onblo B yXe 1 OnyxaHWUeM NpaBoii OKOOYLWIHOI 06nacTu.
leHoTun GonbHoro — c. 142_145delAATC/5TTG12, 3K30KpUH-
Hasf HeAOCTaTOYHOCTb MOMKENYAOYHOMN XKene3dbl, XPOHUYeCKoe
MHULMPOBAHME 3010TUCTbIM CTAthUIOKOKKOM.

MayueHT noayyan neyeHne OCHOBHOTO 3aboneBaHUs, COOT-
BeTCTBylollee cTaHAapTam EBponeiickoro obuwectsa no MyKo-
Bucumupo3sy [1]. 3a gBe Hepenu Jo rocnuTanusauuu neymncs
OT CPefHero oTuTa B aMOynaTopHbIX YCIOBUAX.

Apymionsn CameHuk ApmyposHa (asmop dna nepenucku) — accucmenm kagedpsi neduampuu Ne 1 Ep[MY um. M. fepayu. 0025, Pecnybnuka
Apmenus, 2. EpesaH, yn. Kopiowa, 0. 2. E-mail: mycfmail1973@gmail.com

CumoHsH Kapure [paHmosHa — 0. M. H., doyeHm, pykosodumens KnuHuku neduampuu N° 1 YHusepcumemcko2o 60/16HU4HO20 Komnaekca «MypauaHy,
doyeHm kagpedps! neduampuu Ne 1 Epr'MY um. M. lepayu. 0075, Pecnybnuka Apmenus, 2. Epesat, yn. MypayaH, 0. 114. E-mail: mycfmail1973@gmail.com
MkpmysH Hapex Meeposuy — yesntocmHo-nuyesol xupype KauHuku demckol yentocmHo-auyesol xupypeuu u JIOP-3a6onesaHull YHusepcumemckozo
60/1bHUYHO20 KoMNAeKca «MypayaHy, accucmeHm Kagedpsb! xupypauyeckoli cmomamonoauu u YyearcmHo-nuyesol xupypeuu EprMY um. M. fepayu.
0075, Pecnybnuxa ApmeHus, 2. Epesa, yn. Mypayas, 0. 114. E-mail: narek-mkrtchyan1989@mail.ru
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Mo paHHbIM (DU3KMKANBHOTO OCMOTpPA: IUXOPALKa, TEMNEpATY-
pa 39 °C, cunbHas 60nb B yxe, ONyxLuas OKONOYLIHAS 30HA C Npa-
BOWl CTOPOHBI, YyBCTBUTE/IbHAS U GONI€3HEHHAsA NpU Nanbnaluy,
cnabo BblpaxeHHas wWweitHas numdageHonatus.

CornacHo pesynbTataM OCMOTPa W pPeHTreHa rpynHON KieT-
K, faHHble 06 060CTpeHnI 6PoHX0NEeroyHoro 3aboneBaHns He
BblfiBNEHbl. poBefeHbl 0CMOTP OTOPUHONAPUHIONOrA, UHpEK-
LIMOHUCT], CEPONIOTUYECKME UCCNEA0BAHUA HA NMAPOTUT, B3ATHI
aHanussl Ha BUY, uutomeranosupycHyto nHdekumio. B kposn —
nenkouutos (22, 9 x 10°/n), nosbiwenune yposHs CPb (96 Mr%).

Ha Y3W: okonoywHas xenesa cnpaBa yBenM4eHa, r’Mnoaxo-
reHHas, C HepPOBHbIM KOHTYPOM.

Mocne KOHCyNbTALMM YENHCTHO-INLLEBOTO XMPYPra Ha OCHO-
BaHWM 1abopaTopHbIxX faHHbIX U Y3W guarHoctuposaH baktepu-
aNbHbI CUAN0ALEHNT, Ha3HAYEHbI aHTUOAKTEpPUANbHOE SleueHne
(amMoKCULMANWH C KNaByNaHOBOW KMCNOTO B BO3PACTHOW A03M-
pOBKe B TeYeHUe 2 Hefenb), ApOTaBepUH, 06UNbHOE NUTbHE.

Yepes 2 Hepenun nocae NepBUYHONO OCMOTPA OTMEUEHO YNIYY-
LWeHWe COCTOSHMA BONbHOTO: YMEHbLIEHWE OTEKA, UCYE3HOBEHME
NMXOpajKu v npekpalieHue boneil. Mpu cnegyolem KOHTPONb-
HOM BU3UTE K Bpayy 4Yepe3 Mecsl, OTEK OKOJIOYWHOW xenesbl
He Habnogancs.
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OBCYXXQEHUE

BonbHble € MyKOBMUCLUMAO30M MpefpacrofiokeHbl K pasBUTUIO
XPOHWUYECKOro CUanoafeHnTa, 06pa3oBaHmMio KAMHeN B CIIOHHbIX
)enesax. locnefHee, BEPOATHO, CBA3AHO C BLICOKUM COAepIa-
HUEM KanbLus B CtoHe [4, 5]. OcTpble 6aKkTepuanbHbie UHMbEK-
LMW CAIOHHBIX XKENe3 MOryT OC/NOXHUTL TeYeHne 3ab0eBaHus.
NHTepecHo, 4TO MMeITCA NNl eAMHUYHBIE ClyYau, ONUCHIBA-
folwme 3Ty Natonoruio y 6GONbHLIX MYKOBUCLULO30M, MpuUyem
BCE OMUCAHWUsA, KaK oTeyecTBeHHble [5], Tak u 3apybexHble [6],
OTHOCATCA K paboTam npownoro Beka. B cnyyae peuuansupy-
IOWMX ONyXaHUI OKOMOYWHbBIX CIOHHBIX Xene3 HeobXoaumo
UCKNIOUUTL HOBEHUJIBHBIA PELMAUBUPYIOLLMA NAPOTUT, ayTOUM-
MVHHble 3a00n€BaHUs.

3AKNIOYEHUE

Y 60/bHbIX C MYKOBMCLMAO030M NPU MOBLIWEHWUM TeMNepaTy-
pbl ¢ 60bI0 B yXe WU/UNK ONyXaHWUeM CIIOHHbLIX JKenes U npu
OTCYTCTBMM MNPU3HAKOB MHGEKLMOHHOrO 060CTpeHUs OpOH-
XONErOYHOM CUCTEMbI ClefyeT MpefnoioXUTb CUAN0afEeHUT.
[ns ycTaHOBNEHUS OKOHYATENbHOro [MarHo3a HeobXo[uMbl
KOHCYNbTaLMsA YeNtoCTHO-NNLLEBOrO0 XUPYpra, MHbeKLnoHncTa
1 Y3W cnioHHBIX XKenes.
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Sialadenitis in Cystic Fibrosis: Case Report
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ABSTRACT

potentiated by clavulanat), drotaverine, increased fluid intake.

Keywords: cystic fibrosis, sialadenitis, case report.

Objective of the Paper: To present a case report of sialadenitis in cystic fibrosis and recommendations to diagnose the condition.

Key Points. Cystic fibrosis (CF) is an autosomal recessive genetic disease caused by mutations in the cystic fibrosis transmembrane
conductance regulator (CFTR) gene and affects exocrine glands, including salivary glands.

The article describes a case report of sialadenitis in cystic fibrosis in a 12-year old boy. Bacterial sialadenitis was diagnosed after
a consultation with a maxillo-facial surgeon using lab and ultrasound results. The patient was treated with antimicrobials (amoxicillin

Conclusion. Sialadenitis is one of the comorbidities in cystic fibrosis patients associated with fever, ear pain, salivary glands swelling.
In order to make the final diagnosis, a consultation with a maxillo-facial surgeon, infectionist and salivary glands ultrasound are necessary.
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INTRODUCTION

Cystic fibrosis (CF) is an autosomal recessive genetic disease
caused by mutations in the cystic fibrosis transmembrane
conductance regulator (CFTR) gene and affects exocrine glands.
Loss of CFTR gene function leads to the defective transport
of chloride, sodium and water across epithelial tissues, poor
hydration and high viscosity of mucous secretions.

Chronic obstructive lung disease with chronic respiratory
infection, exocrine pancreatic insufficiency with poor nutritional
status and chronic cholestatic liver disease are the main
presentations of CF [1, 2]. Phenotypic CF manifestations vary
greatly: from almost asymptomatic during first years of life in
“mild” class IV and V mutations, where pancreatic function is
preserved, to severe symptoms in class I-III mutations associated
with respiratory distress due to massive bronchiectasis, marked
pancreatic deficiency and various complications [2]. Sometimes
rare disease manifestations are described.

As CF is an exocrinopathy, salivary glands may also be
affected. Decreased overall saliva flow and the increase
in viscosity, higher concentrations of total calcium and
phosphorus in salivary secretions are seen. Salivary glands are
slightly enlarged in some CF patients [3, 4].

CASE REPORT
In May 2017, a 12-year old CF patient was admitted to
the University Muratsan Hospital (Yerevan Armenia) with fever
of 39 °C, ear pain and swollen right parotid region. His genotype
was c. 142_145delAATC/5TTG12; the patient was pancreatic
insufficient, chronically infected with Staphylococcus aureus.

His primary condition was treated in accordance with
the European Cystic Fibrosis Society standards of care [1].
Two weeks prior to hospitalisation, he was treated for otitis
media in outpatient setting.

Physical examination revealed fever of 39 °C, severe ear
pain, swollen right parotid zone that was tender and painful on
palpation, with mild neck lymphadenopathy.
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Physical examination and chest X-ray did not suggest
bronchopulmonary disease exacerbation. ENT exam, infectious
disease specialist consultation, serology for mumps, tests for
HIV, CMV were unremarkable. Blood tests showed leukocytosis
(22.9 x 10°/L) and increased CRP (96 mg%).

Parotid gland ultrasound investigation showed enlarged
hypoechoic gland with irregular margins.

Bacterial sialadenitis was diagnosed after a consultation
with a maxillo-facial surgeon using lab and ultrasound results.
The patient was treated with antimicrobials (amoxicillin
potentiated by clavulanat, according to age, 2 weeks),
drotaverine, increased fluid intake.

2 weeks after initial presentation, there was improvement in
patient’s condition: decrease in swelling, no fever and no pain.
At next follow up visit in a month, no swelling of parotid gland
was recorded.

DISCUSSION

CF patients are predisposed to developing chronic sialadenitis,
salivary gland stones. The latter condition is probably due
to the high calcium content in saliva [4, 5]. Acute bacterial
infections of salivary glands can complicate the course
of the disease. Note that there are only a few cases of
this pathology in CF patients, and all cases, both in Russian [5]
and foreign [6] sources, were recorded in the twentieth
century. However, recurrent episodes of swollen parotid
gland demand an exclusion of recurrent juvenile parotitis,
autoimmune disease.

CONCLUSION

Sialoadenitis should be one of the concerns in CF patients
presented with fever, ear pain, swollen salivary gland regions
and no signs of infectious exacerbations of the disease. In order
to make the final diagnosis, a consultation with a maxillo-
facial surgeon, infectionist and salivary glands ultrasound
are necessary.
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Annepruyeckas peakums Ha UHCYINH feTeMup
y pebeHKa Ha ¢oHe 6a3uc-6ono0cHOM Tepanuu

A.B. Tupw, 3.A. AxmepoBa

bY BO XMAO-Hzpsi «Cypaymckuii 2ocydapcmseHHsbli yHusepcumemy,; Poccus, e. Cypeym

PE3IOME

Llenb cTaTby: npencTaBuTh KNMHMYECKOE HABNOAEHWE, AEMOHCTPUPYIOLEe HETUMNYHYIO MOGOYHYIO PEAKLMIO Ha BBEEHME UHCYNNHA — annep-
rMYEeCcKylo peakLmio Ha aHaNor YeNIOBEYECKOro MHCYMHA NPOSJIEHHOTO IeiiCTBUA AeTemMup.

OcHOBHbIE NONIOXKEHUA. B nefmarpuyeckoe otaeneHume cTaumoHapa nocTyniuia AeBoyYka 11 net ¢ TMNUYHbLIMK Xano6amMmu 1 KNTMHUYECKUMU Npo-
ABAEHUAMM caxapHoro auabeta (CA). B xone ocmoTpa v 06cnesoBaHus nauueHTky BbicTaneH auardos Cf, 1 tuna, maHudecrayus. HasHaveHa
MHTEHCUdUUMpPOBaHHas 6a3nc-60at0CHas Tepanus UHCYIMHOBLIMU aHANOraMu: UHCYIUH SeTeMUp U MHCYAWH acnapT. Ha 5-it feHb neyeHus
y pebeHKa pa3Bunach annepruyeckas peakumus B MecTax MHbeKUMit MHCynuHa aetemup. CMeHa MHCYNMHA IeTEMUP Ha UHCYIWH Aernyaek npuee-
N1a K UCYE3HOBEHUIO aNNepruyeckux nposBaeHun.

3akntoueHue. NpeacTaBneH KNMHUYECKUI Cyyail pasBUTUA annepriuyeckon peakuuu npu nNpoBeAEHUM UHTEHCUPULUPOBAHHON WHCYIUHO-
Tepanuu € UCnonb3oBaHnem 6asanbHOr0 MHCYAMHOBOMO aHanora fetemup. Annepruyeckue peakumu Ha UHCYIMHOBLIE aHANOTX BCTpeYaeTcs
[OCTaTOYHO PefKo, HO MOTYT NPEeACTABAATL ONACHOCTb A5 XU3HU 60bHOT0. OCHOBHbLIM METOLOM NleYeHUs B 3TOM Clyyae ABSETCSA Nepesos
Ha Apyroi aHanor HCyNuHa.

Knioyesble cnosa: caxapHblit AMabeT, anneprus, HCYIUH AeTeMUP, UHCYNUH AeTNyAeK.

Bknap aBTopoB: vpw f.B. — HaGniogeHue, aHanu3 v MHTEpNpeTauns AaHHbIX, peAaKTMpPOBaHWe TEKCTa pyKonucy, yTBepXKaeHWe pykonucu ans
ny6aukaumu; Axmegnosa 3.A. — HabnogeHue u 06cnea0BaHMe NALNEHTKN, aHaU3 U UHTEPNPETaLUA AaHHbIX, 0630p NybaMKauuWil No TeMe CTaTby.

KOHqJIIMKT UHTepecoB: aBTOPbI 3aABAAIOT 06 OTCYTCTBUWN BO3MOXHbIX KOH¢)JWIKTOB UHTepecos.
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ABSTRACT

Objective: To present a case study demonstrating an atypic side effect of insulin — hepersensitivity reaction to insulin detemir, a long-term
human insulin analogues.

Key Points. At the inpatient paediatric unit, we had an 11-year old girl with symptoms and clinical signs of diabetes mellitus (DM). Following
physical examination, the patient was diagnosed with type 1 diabetes (manifestation). She was prescribed intensified basal-bolus therapy
with insulin analogues: insulin detemir and insulin aspart. On day 5, the patient developed a hypersensitivity reaction in the site of insulin
detemir injections. Replacement of insulin detemir with insulin degludec resolved the allergic reaction.

Conclusion. We described a case of a hypersensitivity reaction to intensified insulin therapy with basal insulin analogue detemir.
Hypersensitivity reactions to insulin analogues are rare; however they can be life-threatening. The primary management is the use of another
insulin analogue.
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lupw Ana BnadumuposHa (asmop 0na nepenucku) — npogpeccop Kagedpsi demckux 6onesreli bY BO XMAO-fOzpsi Cyply, 0. m. H., npogeccop.
628408, Poccus, 2. Cypaym, yn. IHepeemukos, 0. 22. eLIBRARY.RU SPIN: 6683-8810. E-mail: yanaef@yandex.ru

Axmedosa 3anura AnumosHa — spay-opourHamop MeduyuHckozo uHcmumyma bY BO XMAO-tOzpsi Cyply. 628408, Poccus, 2. Cypaym, yn. IHepeemuKos,
0. 22. E-mail: zalina_akhm@mail.ru

IMeanarpus. Tom 19, No 10 (2020) | Dowsop.P; | 69

| &

AMHUYECCKN

CAyYaHn

J

K

&

Clinical
Case



] CLINICAL OBSERVATION

BapnabenbHOCTb [1eCTBUA MO CPAaBHEHUIO C YENOBEYECKUMM
MHCYIMHAMU, YTO CNOCOBCTBYET AOCTUMKEHUIO ONTUMANbHOMO
rmKemuyeckoro koHtpons npu CA [1, 2].

Co3paHue MHCYNMHOBbLIX aHANOrOB, MOMUMO U3MEHEHUS [/U-
TENbHOCTW W BPEMEHW Hayana AeUCTBUA UHCYIUHOBLIX Mpena-
paToB, 3HAYMUTENLHOTO CHUXEHUA TUNOMUKEMUYECKUX PeaKLMit
1 BapuabenbHoCTU MUKEMUM, MTPUBENO K YMEHbLIEHUIO YaCTOThl
NoOOYHbIX peakuuii, cpean KOTOPbIX — WHCYNMHOBbLIE OTEKM
1 anneprus Ha UHCYIUH [3, 4].

B cBA3M C peKOCTbI0 BO3HUKHOBEHMSA annepruyeckux peak-
UMA HA WMHCYNUHbI NOCNELHEro NOKONEHWUS — WHCYIUHOBbIE
aHanory — Mbl peWwnamn NpeACcTaBUTh KITMHUYECKUI CayYail pas-
BUTWA aNJIepruyeckoil peakuuu Ha UHCYNUH fieTeMup y pebeHka
C BnepBble BbiABAeHHbIM Cl 1 Tuna.

KNWHWYECKOE HABJIKOAEHUE

B neguarpuyeckoe otnenerune N2 2 bY XMAO-Hrpel «CypryTtckas
rOpoACKas KauHuYeckas 6onbHULa» B mapte 2019 r. noctynu-
na nayuexmka B., 11 net, ¢ %anobamu Ha MOMEHT NOCTYMEHUs
Ha NOBbLILWEHHbIA YPOBEHb MUKEMUU U TOLWHOTY.

AHamHe3 3abosnesaHus. W3 aHamHe3a W3BeCTHO, 4YTO B
06:00 yTpa TeKyLEero AHs [eBOYKA NPOCHYNACh OT CUbHOK 60K
B XuBoTe. HakaHyHe Beyepom Bbinuna okono 1,0 n rasuposaH-
Horo Hanutka (Koka-Konbl), cbena MaHTbl, rpeyeckuit canar.
Bpauom ckopoii nomoLyu € y4eTomM aHaMHe3a 3anojo3peHa ocTpas
XWPYpruyeckas natonorus, B CBA3u ¢ YeM pebeHoK Gbln AOCTaB-
JleH B [eTCKOe xupypruyeckoe otaeneHue. llocne ucknioyeHus
OCTPOW XMPYPrUYeCcKOW NaTonornu [eBOYKy NepeBenn B Neanar-
puyecKoe oTAeNneHne B CBA3M C NOBbILWEHMEM YPOBHA MUKEMUN
1o 14,5 MMonb/N, onpefeneHnem rioKo3ypun U KETOHYpUM.

AHamHe3 xu3Hu. Pe6eHOK OT nepBoit U3NONOrMYECKU npo-
TeKkaBlei 6epeMeHHOCTU, CAMOCTOATENbHbLIX CPOYHBIX POSOB B
rofloBHOM npeanexanuu. Npu poxaeHun panHa tena — 53 cm,
macca Tena — 3500 r. Pocna u pas3suBanacb no Bo3pacty, npu-
BUBKM N0 KaneHpapto. HacnepcreenHocts no Cf] He oTaroweHa.

13 aHamHe3a XXM3HU N3BECTHO, YTO B TEYEHUE 4 NeT y eBoY-
KM OTMeYanucb NposiBIeHUs aTONUYeCKoro Aepmaruta (BbICbl-
naHus, CyXOCTb, WeNylWeHne U 3yh KOXK) npu ynotpebaeHnu
LMTPYCOBbIX, @ TAKIKe Kak peakuus Ha xonoa. Mpu oboctpeHum
nosyyana MeCTHYI0 Tepanuio: MeTUANPeAHU30/0Ha alenoHart
(AmBaHTaH), yBnaxHeHWe, NuUTaHWe KOXW, — U cobnioaana
rMnoannepreHHyio guery.

B TeuyeHue nocnegHux AByx neT Habnloganach y oTona-
pUHronora ¢ [MarHO30M annepruyeckoro pUHUTa C BECEHHUM
060CTpeHMeM, NPOXoAnNa Ce30HHbIA KypC aHTUTUCTaMUHHOTO
1 NPOTUBOBOCMANUTENILHOTO IeYEHUSA.

06vexmusHo. Tpu 0CMOTPe COCTOAHWE NALMEHTKU CpefHeil

HO cTpajaeT. Bsnas, nnoxo upet Ha KoHTakT. Macca Tena —
46,5 kr, pocT — 160 cm, UMT = 18,2 kr/m?, SDS UMT = +0,42, SDS
pocta = +2,51. KoxHble NoKpOBbl 6€AHO-PO30BOM OKpPaCcKH,
Cyxue, YnCTble, ApKUe cyxue ryosl. Mepudepnyeckne numdoys-
Nbl He yBenuyeHsl. LLiuToBMAHAA enesa He yBenuyeHa, 3nac-
TU4YHas, 6e36one3HeHHas Npy NanbnaLuu.

B nerkux gpixaHue Be3UKyNApHOE, NPOBOAUTCA MO BCEM NONIAM,
xpunos HeT, Y[ — 24 B MUHYTY, NEPKYTOPHbIA 3BYK NETOYHBIA.
ToHbI cepaua pUTMUYHBbIE, 3BYYHbIE, YCC — 92 B MUHYTY.

XuBoT markuii, 6e3bonesHeHHbIn. MonoBbie opraHbl cdop-
MUpPOBaHbI N0 XeHcKomy Tuny, Ma,Ax P,Me  — nonosoe pas-
BUTWE COOTBETCTBYET BO3pPacTy.

lpu 06¢cnedosaruu: 06Kt aHaNM3 KPoBM 6e3 0cobeHHOCTEN.
B obuwem aHanuse mouu: yoensHelit Bec — 1,030 r/mn, copep-
YaHWe roKo3bl — 28 MMOJb/ N, KETOHOBbIX TN — 3,9 MMOJb/ 7,
6enka — 1 r/n, neitkountoB — 15 n/mMkn. B Guoxummyeckom
aHanu3e KpoBU rmukemus — 14,5 MMonb/n, ypoBeHb MUKUPO-
BaHHOro remorno6uHa — 10,42%. KucnotHo-ocHOBHOE COCTOSA-
HUe ra3oB 1 KpoBu: runeprankemus (14,3 mmons/n), pH = 7,35,
oCTanbHble nokasarenu 6e3 natonorum.

Y3 opraHos 6piowHoi nonoctu: puddysHbie U3MeHeHUs
NOAXENY[0YHON Xenesbl.

KoHcynbTaumMs HeBposora: Ha MOMEHT OCMOTPa AAHHbIX
0 HeBpoJOrMYecKoi nartonorun Het. KoHcynstaums odransmo-
nora: Muonusa nerxkoi ctenenn (H52.1).

Mocne npoBeseHHOro 0NPoca, 0CMOTPa M 06CNef0BAHUS KU~
HUYECKUI AMArHO3 He Bbi3biBas COMHEHUI. OCHOBHOW AMarHos:
CaxapHbiti duabem 1 muna, maHugecmayus (E10.9). Llenesoii
YPOBEHb MMKUPOBAHHOTO reMornobuHa < 7,5%. ConyTcTaytowuit
AnarHo3: Muonus nezkoli cmenexu (H52.1).

Bbina MHULMKUpPOBaHa UHTEHCUULMpPOBaHHAs 6a3uc-6ontoc-
Has WHCYNMHOTEpAnWA: MHCYIUH [eTeMUpP M MHCYIUH acnapT
B CyTOYHOMN fo3e 0,62 Ep/kr maccol Tena. MonyyeHa nonoxu-
TeNbHasn AMHAMUKa B COCTOAHUN pebeHka (mab.).

Ha 5-it peHb npoBefeHus uHcynuHoTepanun (c 17.03)
y [€BOYKM Pa3BuUiach anjepruyeckas peakums B BULE MeJKOTO-
YEYHOI CbinK B 06/1aCTU NMOAMBILWEYHbIX BNAAWH, a TaKKe Heno-
CPeLCTBEHHO B MeCTaxX WHbEKLWUIA WHCYNMHA feTeMup — Aud-
thy3Has runepemus, OTeK MOAKOXHON KNeTyaTku, YNNoTHeHue,
3yn (puc. 1). OueHka muKemmuyeckoro npoduns nokasana 3Ha-
YUTENbHYI0 BapUabenbHOCTb MUKEMUN Ha (DOHE annepruyecknx
npossneHuit (cm. mabn.).

MpoBeneHa KoHcynbTauus anneprosnora. C yyetom annep-
rMYecKoro aHamHesa M OOBEKTUBHOW CUMNTOMATUKW BbICTaB-
NeH AnarHos: Annepeuveckull depmamum. Kpyanoeodu4Hsili
annepeuyeckul puHum. B Teyenune 3 gHei nauueHTka B. nony-
yana [eceHCMOMMU3UpYIOLLYI0 Tepanuio — KPEeMHUSA [LUOK-

TAXKECTW 3a cyeT ferupparauuu, CamoyyBCTBME — yMepeH- - cUA KonnoupHelid (Monucop6), aHTUrUCTaMUHHBIA npenapar

TabAniia l
I'aukemuueckuii npoguab manuesTku B., MMoABb /A

[llata / Date 08:00 12:30 15:00 17:30 20:00 00:00 03:00 06:00

11.03 - 14,30 10,48 12,66 21,41 10,65 9,05 8,40

13.03 8,17 6,52 4,68 10,13 4,74 10,67 7,19 6,99

15.03 8,93 4,25 6,42 6,58 14,65 16,73 9,57 6,71

17.03 9,26 12,6 14,28 8,05 9,24 4,02 12,59 6,15

19.03 10,57 8,67 7,11 6,86 13,89 7,17 15,75 3,34

21.03 15,55 5,72 6,50 13,54 4,21 12,09 3,96 591

23.03 4,90 4,10 5,20 6,10 5,50 12,00 4,70 4,70
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Puc. 1. MectHas araeprudeckas peaxIus.

Domo é/()‘///()/’)(/b’

xnoponupamut (CynpacTtuH). Ha doHe npoBoanMOro neyeHus
LBOCTUTHYT MONOXMUTENbHbIA 3PPEKT: YMEHbINANCH U UCYE3NN
3yA, runepemus, ynaoTHeHuA.

Mpu nocTeneHHoi OTMeHe Tepanuu noJlyyeH Bo3Bpart Gonee
APKOW KNUHUYECKO KapTUHbI aNNepruyeckomn peakLmuu, noKkanm-
30BaHHOI B MeCTax UHbEKLMIA MHCYNUHA. BbicTaBneH conyTcTay-
lownit anarHos: Peyudusupyrouiud depmamum, 06ycnoBaeHHbI
npumereHuem uHcynuHa dememup (L23.3). Pa3sutue annepru-
UeCKOW peakuuu He COMPOBOXAANOCH YXYyALWEHUEM FUKEMU-
yeckoro npoduns.

/13-33 pa3BuTUA MHOWMBMAYANbHOW annepruyecKon peakuum
Ha npenapaTt MHCYNUH AeTeMUp, NPOABAAIOWENCA MeNKOToYeY-
HOW HeCNMBaloLWeNCcs CbiNbl0 Ha KOXHbIX MOKPOBAaX, a TaKke
YNI0THEHUEM, TUNepeMueil, 0TEKOM B MecTax WHbeKLUA npo-
“3BefileHa 3aMeHa 0a3MCHOM Tepanuu MHCYAUHA AAWUTENBHOTO
[eiCTBUA [eTeMUpP Ha WHCYAMH CBepPXAIUTENbHOro AencT-
BUA AernyAeK.

BBeneHne MHCYNMHA AerNyAeK He NPUBENO K BO3HUKHOBE-
HWIO MECTHOW annepruyeckoit peakuumun. B peHb cmeHbl npe-
napata MHCYIMHA KONMYECTBO M 0ObEM BbICHINAHUA YMeHb-
WWAKNCb, OCTAaTOYHbIE BbICHINAHUA 33pPerncTpUpOBaHbl TONbKO
Ha KOHEYHOCTAX, NpeKkpalieHue 3yAa OTMEYEHO B TeYeHue
nepBoOi MONOBUHbLI AHA. Ha BTOpOW [eHb nocie CMeHbl npe-
naparta annepruyeckas peakuua B BUAE TUMEPEMUM, BbICbI-
MaHWN U YNIOTHEHUI, KaK B MecTax UHBbEKLMIA, TaK U Ha Apy-
rux obnactax Tena He Habnwopanacb. B mectax BBegeHus
MHCYNUHA JernyAek annepruyeckux nposiBneHuint He Obio.
MuKeMUYeckne NpoduAM Nokasanu cTabunusayuio rMUKeMUN
B nocnegywoume auu (puc. 2).

B TeyeHue 3 pHeil y pebeHKa NpoBefeHO HenpepbiBHOE
MOHWUTOPMPOBAHUE TMKEMUU C noMmolyblo cucTembl Medtronic
iPro Ha doHe nogobpaHHON cxeMbl Ha3nc-60M0CHOI Tepanum

MHCYNMHAMK gernyaek u acnapt (cMm. puc. 2). MonyyeHa HU3Kas
BapMabenbHOCTb MIMKEMUW CO CPesHUM YpoBHeM 5,1 mMMonb/n.
Bpems HaxoxpeHua ee B fuana3oHe LeneBbiX 3HaYE€HUN cocTa-
BuUNo 98%, NpesbllieHne 3HaYeHnin bonee 7,8 Mmonb/n — 1%,
Huxe 3,9 Mmmonb/n — Takxe 1%.

OBCYKAEHUE

B 3aBMCMMOCTW OT NCTOYHMKOB MOAYYEHUS PA3NUYAIOT UHCYN-
Hbl XXMBOTHOTO NPOUCXOXAEHUS (NPenMMyLLEeCTBEHHO Npenaparsl
CBMHOTO WHCYNMHA), NONYCUHTETUYECKME MpenapaThl MHCYAUHA
yenoseka (MoJjiyyeHHble U3 CBUHOTO MHCYNMHA METOAOM dep-
MeHTATUBHOI TpaHCdopMauum), reHHO-UHKEeHepHble npenapa-
Tol UHCynMHa 4enoBeka (QHK-pekom6uHaHTHble, monyyaembie
MeTOJOM FeHHOI UHXeHepun) [2—4].

Mpu Ncnonb30BaHUU UHCYNMHOB XUBOTHOMO NPOUCXOXKAEHUA
nauMeHTbl U BpPayM 4acTo CTANKWUBANUCL C Pa3NNYHBIMU OCIOXK-
HEHUAMW UHCYNMHOTEPANUM, CBA3AHHLIMU C HaMYNEM PA3NY-
HbIX MPUMEeCei B PacTBOpPax WHCYAWHA, a TakkKe 06YCIOBNEHHbI-
MU YYXKEPOLHOW MONeKynon MHcynuHa [4-7]. Annepruyeckue
peakLMu Ha MHCYNUH BO3HMKANM AOCTATOYHO PEAKO, HO Obinu
3HAYUMBI BN1S KTUHUKN.

MepBoe coobleHne 06 annepruyecknx peakumsx B pesysb-
TaTe BBEAEHUA HEJOCTAaTOYHO OYULLEHHOTO ObIYBEr0 MHCYAMHA
3aUKCMPOBAHO B CaMOM Hayane MPUMEHEHUA WHCYANHOTe-
panuu, oHo onybnukoBaHo B 1922 rogy [7]. Torma BbisiBUAK
BbIPAXEHHYIO aNNepruyeckyio peakuuio no TUny KpanuBHULbI.
Bnocnencteun 0BHapyXUNOCh, YTO CBUHOW WHCYAWUH ABASET-
Csl MEHee anepreHHbIM, Yem OblYUi, U UMEHHO ero AAUTENbHO
MCMOJIb30BaNM B NpaKTMyYeckon meanumte [3, 7].

BBuay WKpoKoro cnektpa MMMyHOOMOCPEA0BAHHbIX OCIOX-
HEHUI MHCYNMHOBOI Tepanuu 60/bLIOE BHUMAHME CTaNU yaenaTh
CHUXEHUIO UMMYHOTEHHOCTU U aNNePreHHOCTH BblCOKOOUMLLEH-
HOTO CBMHOTO WHCYNMHA W Bo/lee MO3AHUX LOCTYMHbLIX PEKOM-
OMHAHTHBIX U MONYCUHTETUYECKUX NMPenapaTtoB YeNoBeYECKOro
uHcynuHa. B 1936 rogy co3maH NpOTaMUHA-LUHK-UHCYNUH,
B 1946 rogy — HeiTpanbHbii npoTamuH XaregopHa (HIX),
B 1952 rogy — uHcynuH JleHTe, n HakoHel B 1977 rogy Haya-
71 UCMOJIb30BAHNE PEKOMOUHAHTHBIX TEXHONOMMIA AN CUHTE-
3a reHHO-MHXKEHEPHbIX YeN0BeYeCKUX UHCYAMHOB [2, 8, 9].

C BBEieHMEM B LIMPOKYIO NPAKTUKY YETOBEYECKUX FEHHO-UH-
XKEHEpPHbIX NpenapaToB 4acToTa annepruyeckux peakuuin 3Ha-
YUTENBHO COKPATUAACh, XOTS 3TW N0BOYHbIE IPdEKTH NPOJON-
anu Bctpeyatbes [8—10]. MepBblit peKOMOMHAHTHBIA Yenose-
yeckuit uHcynuH ofo6peH Food and Drug Administration (FDA)

B 1982 ropy.
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HoBoi 3poit B WHCynuMHOTepanuu cTana pa3paboTka B
1990-e roAbl aHanoOroB WMHCyAMHa ObICTPOro LENCTBUSA, 3aTEM
6asanbHblX aHanoros B Havyane 2000-x rogoB. AHANOr UHCYM-
Ha yNbTPaKOPOTKOro AencTBUS (MHCYAMH nu3npo) ogobpeH FDA
B 1996 rogy. MepsbiM 6a3anbHbIM aHANOrOM CTai MHCYIUH map-
TWH, Co3aHHbI B 2000 rogy, B 2005 rogy pa3paboTaH UHCYANH
netemup [1, 11].

C 3TOro BpemeHM 4yacToTa pa3BUTUA anjepruyeckoit peak-
LMM Ha WHCYNUH CyLWEeCTBEHHO YMEHbLIMNACh 33 CYET nepexona
Ha BblcOKooumlleHHble [HK-pekoMOUHaAHTHbIE yenoBeyeckue
UHCYNUHSI [8, 11].

XoTs 60/bIWNHCTBO NALLMEHTOB, MONYYAIOWMUX UHCYNH, BbIpa-
6aTbiBalOT MHCYNMH-cneunduyecknit IgE, y oyeHb HeMHOrux
M3 HMX Pa3BMBAIOTCA 3HAYUTENbHbIE anfepruyeckue CUMNTO-
Mbl [6]. Mo faHHbIM pa3Hbix aBTOPOB, anneprus 0bbIYHO BO3HU-
KaeT He Ha GENKOBYID MONEKYY MHCYNUHA, @ CBA3aHA C HU3KUM
KayeCTBOM OYMCTKM Npenapara uau C KOMNOHEHTaMK, BXOAALMMY
B COCTaB MHCYNMHOB: MPONOHTaTOpamMu, CTabunnsaropamu, KoH-
CepBaHTaMM — LIMHKOM, NPOTAaMUHOM, MeTakpe3osiom [4, 12, 13].
MecTHble annepruyeckme peakummn MOTyT BO3HUKATb U B pe3ysb-
TaTe HenpaBWNbHOrO BBEAEHWA MHCYNUHA (BHYTPUKOXHO WM
NOBEPXHOCTHO MOLKOXHO), Ype3MepHOW TpaBMaTU3aLun KOXW
NpyU WHBEKLWMU, BBEEHWUA CWMIbHO OXJAXAEHHOro npenaparta,
HenpaBuAbLHOTO BbIGOpa MecTa ANs UHbeKumn [14, 15].

B HacTosWwee BpeMs Npy MCNOAb30BAHWUM UHCYNMHOBBIX aHa-
JI0rOB PacnpoCcTpaHeHHOCTb aNNepruyeckux peakuuii cocras-
naet meHee 2,4%. W TonbKO B TpeTu ClyyaeB OHW CUYUTAIOTCA
CBAA3aHHBLIMW C CaMWUM npenapaTtom uHcyaumHa [1, 16]. OpHako
B WHCTPYKLMSAX MO MPUMEHEHMIO MHCYANHOBbLIX aHanoroB 06o-
3HaueHbl pasznnyHble NOGOYHbIE peaKkLuu, cpeau KOTOpbIX eCTb
KpanuBHuua (KoxHoe 3aboneBaHue, KOTOpPOE xapaKTepusyeT-
CA NOABNEHUEM CUBHO 3YAALMX BONALIPEN) U annepruyeckue
BbiCbiNanua [12, 17].

WMHcynuH netemMnp — aHanor MHCYNIMHA LIMTENbHOIO LeCTBUA
ona Tepanuu naumentoB ¢ CI1 1 u 2 tunos. lponoHrupoBaHue
LeNCTBMA B Npenapare JOCTUTHYTO COefMHEHNEM aMUHOKUCNOTbI
nu3unHa B no3uuin B, ¢ uenbio C , JKNUPHOI KMCNOTI, @ TDEOHUH
(B,,) ynaneH. Beicokas cnocobHOCTb MHCYNMHA K Camoaccolna-
LMK, BO3MOXHOCTb 0OpaTUMOil CBA3M C anbOyMUHOM B MOA-
KOXHO-)XMPOBOW KneTyaTKe W B Mia3Me KpPOBW 3aMeansioT ero
cuCTeMHylo abcopOuMio M3 MecT MHbeKuuu W obecneuusaroT
GydepHbiit 3ddeKT ¢ HU3KOI BapnabenbHOCTbIO, ONpeaenss ero
npoafieHHoe peiictaue [9]. Pe3ynbtathl UCCNEA0BAHUI UHCYNHA
AEeTeMUp y fieTeil NoKasanu, Y4To ero BKItoYeHue B 6asnc-6ontoc-
HbI PeXXWUM UHCYNMHOTepanuu A feTel N NOAPOCTKOB ABNAET-
cs 6onee 3pheKTUBHBIM M 6E30MACHBIM MO CPABHEHUIO C NpUMe-
HeHuem HIMX uHcynuHa u nHcynuHa maprud [11, 17].

OTaenbHble COOOWEHUA O HEMEANEHHbIX U OTCPOYEHHbBIX
KOXKHbIX peaKkuMax Ha MHCYAUH AeTeMUP NPUBENU K Heobxoau-
MOCTM NPOBEAEHMUA NCCNEA0BAHMNI C YKa3aHHbIM MHCYTUHOM NS
BbIACHEHMA NMOTEHLMANbHbIX MEXaHM3MOB, CTOALMX 33 TaKUMK
KOXHbIMM peakuuamm [11, 15, 18—-20]. Annepruyeckue KoxHole
peakuuMu 3amepseHHOro Tuna B MecTax BBeAEHUA WHCYIUHA
AeTemMup npefcTaBaeHbl FMCTONOrMYECKO KapTMHON Bocnane-
HUA C 303MHOPUABHOI MHBUNbTPaLnen. [pumeHeHne nHcynu-
Ha leTeMUp B UCCNE0BAHMAX NOKA3ano 3Ha4MMo bonee yactoe
pa3BuTMe 3aMe[IeHHON KOXHOW peakuun. Peakunu HemepneH-
HOro TMNa ObINW KpaiiHe pefKW, OAHAKO BO3MOXHO pa3BuUTUE
n oTeka KBUHKe, 4TO NpefcTaBAseT ONacHOCTb 1A XU3HU 6onb-
Horo [5, 20, 21].

Takum 006pa3oM, Mo [aHHbLIM JUTEPATYphl, anNepruyeckue
peakuMu Ha MHCYAWNH AeTEMMUP Yalle NPOABAAIOTCA KaK peakumum
3aMefNIeHHOro TUna, Yepes 48-72 yaca nocsie BBeEHUA npena-

paTa, B BUAE KPANMBHMLbI, 3pUTEMATO3HBIX Y3E€/IKOB, YNIOTHE-
HURN, TUNEpPeMUIn B MeCTax MHBEKLMI, a TaKKe CONPOBOXAAITCA
JIOKaJIM30BaHHbIM W FeHepann30BaHHbIM 3ynom [22].

Hamu npepctaBneH KIMHMYECKMI cnyyail annepruyecko-
ro [epMartuta, acCcoLMMPOBAHHOTO C aHaNoOroM YenoBeyec-
KOTO WHCYNMHA NPONOHFMPOBAHHOMO [AEiCTBUA  [eTeMup.
BO3HMKHOBEHME annepruyeckoil peakuuu B MecTe BBeAeHUS
MHCYNIMHA Ha 5-e CYTKM ero UCnonb3oBaHUs NOATBEPKAAET pas-
BUTME 3aMelJIeHHON KOXHOMN peakuun y pebeHKa C OTAroLleH-
HbIM annepruyeckum ¢oHom [19, 21]. MoBTOPHOE BO3HUKHOBE-
HUE aHANOTUYHBIX MPOSABAEHUN NOC/NEe MpPeKpalleHnus CUMNTO-
MaTUYeCKOW Tepanuu NoATBEPXAAeT CBA3b PAa3BUTUA MECTHbIX
annepruyeckux peakumit C BBEAEHUEM UHCYNMHA JeTeMUp.

HasHaueHMe MHCYNMHA CBEPXANUTENLHOTO AEeCTBUA Aerny-
LEeK He BbI3BaJNO aNfepruyeckoil peakuuu y nauueHTKu u nog-
TBEPAMIIO ee CBA3b C BBEJEHUEM MMEHHO WHCYNUHA JeTemup.
Cnepyet OTMETWUTb, YTO MOABNEHWE aNfNepruyeckux pearuuii
COMPOBOXAANOCh 3HAYMUTENLHON BapMabenbHOCTbIO MUKEMUN.
CMeHa MHCYIMHOBOrO aHanora npueena K cTabuiausauuu mu-
KeMUYECKoro Npoduns C yBenuyeHWeM BpeMeHU B AuanasoHe
LieneBbIx 3HaYeHnin 0o 98%.

HecmoTps Ha TO 4TO MCMONb30BaHWUE MHCYNMHOBbLIX AHANOrMOB
NPaKTUYECKM UCKIIOYAET BEPOATHOCTb PAa3BUTUSA aliepruyeckux
peakLui, B yCNOBUAX BbICOKOW PacnpoCTPaHEHHOCTU OTATOLEH-
HOTO annepruyeckoro oHa B [ETCKOW MOMynAuMu pasBuTMe
TaKoBbIX MPOABNEHUI BO3MOXHO. B nutepatype npepactasneH
pAL WCCNEROBAHUA W KIMHWUYECKUX CNy4aeB, LEMOHCTPUPYIO-
LWMX BO3HUKHOBEHUE annepruyeckux peakumuii Ha CoBpeMeHHble
MHCYNMHOBbLIE aHanorn [16-18, 20]. [JaHHble O HaAU4YUU CEHCU-
6unu3aumMmM M annepruyeckux peakuuii Ha feTeMup Hakanauea-
I0TCS, 0 YeM CBUAETENbCTBYET U HAL KTMHUYECKMIA OMbIT Pa3BUTUS
HexenatenbHbX (M060YHbIX) peaKLmii Ha aHaI0rOBbIE UHCYMHBI.

WccnepoBaHua nokasanu BO3MOXHOCTb pa3BUTMA annep-
TMY, TNPEUMYLLECTBEHHO HA WHCYNUHbBI MPOSIOHTMPOBAHHOO
LeNcTBUSA, B CBA3M C (HOPMMPOBAHMEM OTBETHOW peaKLuM Ha
HEUHCYNMHOBbIE J0OABKW B JIEKAPCTBEHHbIX Mpenapartax, KoTo-
pble BBOAATCA B MX COCTaB A/1s CTabunu3saumuu, obecrneyeHus ux
CTEPUNILHOCTY, YBEUYEHUA BPEMeHW AelCTBUsA npenapata [6,
10, 13]. ITUMM KOMNOHEHTaMMW B NpenapaTe AeTeMUp ABAAIOTCS
ruppokcubeHson — teHon (KOHCcepBaHT), MeTakpeson, [UMUA-
pat rugpococdara Hatpus, auetar uuHka (nponoHratop) [16,
18, 19]. CpaBHeHwe cocTaBa npenaparoB NOKa3ano, YTo B UHCY-
JINHE [leTNy[eK COAepXKaTcs Takue COCTaBnsAOLMe, KaK muLepon,
MeTakpesoJ, UMHK (LMHKa aLeTaT), KUCNoTa X10pUCTOBOJOPOA-
Has/HaTpus ruapokcus (ans koppekuuu pH). MpuHLUNMANbHBIM
OT/IMYMEM CTANIO OTCYTCTBUE B COCTABE MHCYNUHA AETYAEK KOH-
cepBaHTa (eHoNa, KOTOPbIN ABNAETCA anjepreHoM.

®eHon (kap6onoBas KUCNOTa, rMAPOKCUMOEH30N) — YIeBO-
LOPOJ, XMMUYeCKOe OpraHnyeckoe BeLeCcTBO, KOTOPOe npume-
HAeTCA B (DapMaLleBTUYECKON NMPOMBILIEHHOCTH, TaK KaK BXOLUT
B COCTAB MHOTUX JIEKAPCTBEHHBIX NMpenapaTtoB (aHTUCENTUKOB,
06e360/11BalOLNX, AHTUATPEraHTOB) KaK KOHCEPBAHT, B TeHHOI
WHXeHepuu ero ucnonb3ayioT ans ounctkn HK [23].

MpumMeHeHWe npenapaTos, B COCTaB KOTOPbIX BXOAUT (eHon,
MOJKEeT NPUBECTU K PA3BUTHIO aNNepruyeckux peakLmuif, ocobeH-
HO B YCNOBUAX OTATOWEHHOrO annepruyeckoro goxa [16, 17].

K HacTosemy BpeMeHM B MUPOBOW NUTEpAType OMMUCaHO
HeOOMbLWOe YUCIO KNMHUYECKUX Cy4aeB Pa3BUTUA annepru-
YECKUX peaKLWii Ha aHanorv WHCYIUHA, B CBA3WU C 3TUM HeT
0TpaboTaHHbIX ANrOPUTMOB BELEHWUA NaLMEHTOB B NOAJOOHbLIX
cutyaumsax. Cnefyet OTMETUTb, YTO MEPBbLIM LWATOM NPY Pa3BUTUK
annepruyeckmnx peakLunii foaxkHa 6bITb CMEHA NPenapaToB UHCY-
JINHA B NPOLLECCEe UX UCMONb30BAHUA, YTO ABNAETCA, N0 HalleMmy
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MHEHWIO N N0 MHEHUIO pAda aBTOPOB, OCHOBHbIM METOAOM NeYye-
Hua [17, 19, 21].

3AKJNKOYEHUE

Annepruyeckue peakumu Ha WMHCYIWUHOBLIE aHANoOrM BCTpeya-
I0TCA [OCTATOYHO PEAKO M Yalle XapaKTepu3ylTCcA pa3BuUTU-
€M MECTHbIX MpPOABAEHNII, ONpefiensn CNOXHOCTM NPOBEAEHUS
TEpanuu MHCYAMHOM. Yaule Bcero nofobHbIe peakuyum passuea-
0TCA y anneprmquKM KOMI'IpOMETMDOBaHHbIX nauneHToB N CBA-
3dHbl HE C CAMUM UHCYNNHOM, @ C Haln4ynem BCNOMOraTeabHbIX
BELWecTB B npenapare, obecneynsaiomx ctabunusaymio mone-
KYNbl 1 ee NPOJIOHTMPOBaHHOE AeHCTBUE.
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] CIIMCOK COKPAIIIEHUI / LIST OF ABBREVIATIONS

Al — apTepuanbHas runepTeH3uns

Al — apTepuanbHoe fjaBneHune

ANT — anaHuMHamuHoTpaHcdepasa

AM®  — aHrnoTeH3nHNpespalaoWwmnin GepmeHT
ACT — acnapTtatamuHoTpaHctepasa

ATO — afieHo3uHTpUdochar

BWY  — Bupyc ummyHopeduunTa Yyenoseka
BO3 — BcemupHas opraHum3sauns 3gpaBooxpaHerus
rKC — MIOKOKOPTUKOCTEPOUAHI

an — AOBEpUTENbHbIA MHTEpBan

OHK  — pe3okcupuboHyKaenHoBas Kucnora
KKT  — Kenyno4yHO-KWWeYHbI TPaKT

WBN  — ncKyccTBeHHas BEHTUNALMWA Nerkux

nn — WHTEpAenKuH

NUMT  — uHaeKc macchl Tena

NOA  — umMmyHO(epMEeHTHbIN aHann3

NOH  — unTepdepoH

KT — KoMnbtoTepHas Tomorpacdus,

KOMMblOTEPHas TOMOrpamma
MKB-10 — MexpayHapoaHas knaccudukauus onesHen
10-ro nepecmortpa

MPT  — MarHuTHO-pe3oHaHCHaa Tomorpacdus,
MarHUTHO-Pe30HAHCHas TOMOrpamMma

HMBI — HecTeponpHble NpOTMBOBOCNANUTE/IbHbBIE NPEnapaTbl

OPBW — ocTtpas pecnupatopHas BUpYyCHas MHMeKLmns

0P3 — 0CTpoe pecnupatopHoe 3aboneBaHue

00B, —ob6bem hopcMpoBaHHOTO BbIA0XA 33 1-10 CeKyHAY

nup — nofiMMepasHas LenHas peakuua

PHK  — puboHyknenHoas kucnota

ca — caxapHblit guabert

T4 — TUPOKCUH

TTr — TUPEOTPONHbIA TOPMOH

Y3n — yNbTPa3BYKOBOE UCCEf0BaHNE

OBl  — dyHKLMA BHEWHETO AblXaHus

®HO  — dakTOp HEeKpo3a onyxonun

XOBJ1 — xpoHuyeckas 06CTPYKTUBHAs BONE3Hb NErkux

YOL  —yacToTa AbIXaTebHbIX ABUKEHWI

ycc — 4acToTa CepAeYHbIX COKpaLEHNN

JKT — 371eKTpoKapamorpadus, NeKTpoKapAnorpamMma

IxoKlI — axokapauorpadus, axokapauorpamma

CPb — (C-peakTuBHbIi 6enok

Ig — UMMYHOMOBYINH
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