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IlepBruHbIii CKJIEPO3UPYIOMIMIA XOJAHIHUT MPH BOCHAJIUTEIHHBIX 3200/1eBAHUSIX KHIIEYHUKA
y aereit

A.A. Kamanosa'?, A.P. Taiipymounosa’?, A.A. Manos'?, 3.P. Caguna’, P.A. Huzamosd’,
JLU. bacanosa’

'PreQy BO «KasaHckuii rocyaapCTBEHHbIN MEAULIMHCKUIA YHUBEPCUTET» MuH3apasa Poccun, KasaHb, Poccus;
2TAY3 «[eTckasa pecnybnukaHckas knnHuydeckas 6onbHuua» MuHagpasa Pecnybnvkm TatapcTtaH, KasaHb, Poccus

Primary schlerosing cholangitis in children with inflammatory bowel disease

A.A. Kamalova'?, A.R. Gaifutdinova'?, A.A. Malov'?, E.R. Safina’, R.A. Nizamova?, L.I. Basanova’

'Kazan State Medical University, Kazan, Russia;
2Children’s Republican Clinical Hospital of Tatarstan Republic, Kazan, Russia

IIpencrapiien 0030p COBPEMEHHBIX JAHHBIX O KJIMHHYECKMX OCOOEHHOCTAX, COBPEMEHHBIX METOAAX JAMATHOCTHKH M CTPATErHsX
Tepanuy NMpH MEPBUYHOM CKJIEPO3MPYIOLIEM XOJAHTUTE Y JeTeil ¢ BOCHAIMTEIbHbIMM 3200JeBaHUAMH Kuineynnka. [lepBuuHblii
CKJIEPO3UPYIOIIHIA XOJIAHIUT MOKET MPOTEKATh GECCMMITOMHO B T€UEHHE T0JITOr0 BDEMEHH, B JaJbHEeM MprHoOpeTas mporpec-
cupylonmii xapakrep ¢ ¢opMUpoBaHHEM HMPPO3a meveHn. 3a00/1eBaHHE OTHOCHTCH K BAXKHBIM (hakTOpaM pHCKa PasBUTHS XOJI-
AHIMOKAPIMHOMBI. B cTaThe MpeacTaBiieH JUATHOCTHYECKHI aJTOPUTM MPH TOBBIIEHAH YPOBHS TPAHCAMHMHA3 B CHIBOPOTKE KPOBH
y JeTeil ¢ BOCHAIMTEIbHBIMU 3200J€BAHUSAME KHINEYHHKA, MPU ITOM 0c000€e BHUMAHME YIeJeHO PA3JHYHBIM BAPHAHTAM renaro-
OWIMAPHOW MATOJIOTMH, B TOM YHCJie IEPBHYHOMY CKjepo3upyomemMy xonanruty. I1lupokoe BHeapeHue MeauaTpuuecKoil Kbl
SCOPE (Sclerosing Cholangitis Outcomes in PEdiatrics index) no3BoJuT cBoeBpeMeHHO AUATHOCTHPOBATH M HA3HAYMTH JieYeHHe
NANMEHTY YK€ HA PAHHEl CTaJuu 3200/IeBaHNS, YTO MOKET YJAYYUIUTh MPOrHO3 3200/1€BAHHUA.

Karoueevie caosa: Oemu, socnanumenvHvle 3a001e6aHUs KUullevHuka, nepeulmbtﬁ CK/I@pO:;’LIpyIOlMLIIfl Xoaaxneum, duaeHocmuka.

Ansa untupoBanus: Kamanosa A.A., lavi¢ytanHoBa A.P., ManoB A.A., CapuHa O.P., Huzamosa P.A., bacaHoBa J1.U. [NepBuyHbIii cknepo-
3UPYIOLLMI XONIaHTT MPY BOCMAINTENbHBIX 3a0601€BaHUSIX KULLIEYHUKA Yy AeTei. Poc BecTH nepuHaton n neavatp 2021; 66:(5): 150-156.
DOI: 10.21508/1027-4065-2021-66-5-150-156

The article provides an overview of current data on clinical features, modern diagnostic methods and therapeutic strategies for
primary sclerosing cholangitis in children with inflammatory bowel disease. Primary sclerosing cholangitis can be asymptomatic
for a long time, acquiring a progressive character with liver cirrhosis. The disease is one of the most important risk factors for the
development of cholangiocarcinoma. The article presents a diagnostic algorithm for increased transaminases in the serum of the chil-
dren with inflammatory bowel disease, with an emphasis on various variants of hepatobiliary pathology including primary sclerosing
cholangitis. The widespread application of the pediatric scale SCOPE (Sclerosing Cholangitis Outcomes in Pediatrics index) will
allow us to timely diagnose and prescribe treatment for a patient with primary sclerosing cholangitis at an early stage improving the
prognosis of the disease.

Key words: children, inflammatory bowel disease, primary sclerosing cholangitis, diagnostics.

For citation: Kamalova A.A., Gaifutdinova A.R., Malov A.A., Safina E.R., Nizamova R.A., Basanova L.I. Primary schlerosing cholangitis in chil-
dren with inflammatory bowel disease. Ros Vestn Perinatol i Pediatr 2021; 66:(5): 150-156 (in Russ). DOI: 10.21508/1027-4065-2021-66—
5-150-156

BHaCTOHH_[ee BpeMsI BO BCEM MUPE OTMeYaeTCsT 3aMeT-
HBIIE  pocT 3a00J1eBAEMOCTH  BOCHAIUTEIbHBIMUA
3a00JIeBAaHUSIMU  KHUIIEYHUKA — $SI3BEHHBIM KOJUTOM
n oone3npio Kpona. 3a mocnemnme 10 jeT yacTora 3THX
3a00J1eBaHMIi ¢ IEOI0TOM B JIETCKOM BO3pacTe YBeTMIMIach
B 3 paza [1]. 3aboneBaeMOCTh BapbUpyeT U cocTasisieT 1—4

Ha 100 TBIC. 15T sI3BeHHOTO KOoyuTa, 2,2—11,4 Ha 100 ThIC.
neteii B ron st 6onesnu Kpona [2]. Kpome Toro, yBenu-
YMBAETCSl YMCIIO CJTydaeB OYeHb paHHEro fe0Ta Bocau-
TEJTbHBIX 3a00J1€BaHUIA KUIIIEYHUKA (0 6 JIeT), 4TO TpebyeT
TIIATebHON AuddepeHIIManbHOM TMarHOCTUKM U 0CO00it
TAKTUKU BeIeHNS TAKMX MaIeHTOB [3].
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Kamanosa A.A. u coaem. T1epBUYHBII CKIIEPO3UPYIONIMIT XOMAHTUT TIPU BOCTIATUTEbHbIX 32001€BAHUSX KUIIEYHUKA Y IETei

H3BecTHO, uT0 40—50% B3pOCITBIX MALIMEHTOB C 3200~
JIEBAaHUSMU 3TOU TPYIITBI UMEIOT BHEKUIIIEYHBIE TTPOSIB-
JieHust, mpuMepHo y 30% OoHM MOTYT OTMEUaThbCs 3a70JITO
IO TIOSIBJICHWST KUIIEYHBIX CUMIITOMOB, OT 1 10 5 Mec
IO TIOCTAHOBKW WAarHO3a BOCITAJTUTETHHOTO 3a0o0JieBa-
HUS KUIIeYHUKa. KpoMe Toro, y OMHOTO TallieHTa BO3-
MOXHO COYETaHUE HECKOJBKUX BHEKUIIIEUHBIX MTPOSIBIIE-
Huit [4—6]. TemarobwnmapHasi TaTOJOTUS — Haubosee
yacTas TPYIa BHEKMIIEUHBIX TPOSIBJICHUN BOCITATH-
TEJIbHBIX 3a00JIeBaHWII KMIIIEYHNKA, KOTOpasl CIIocoOHa
BJIVSITH Ha TPOTHO3 OCHOBHOTO 3a00JICBaHMSI B CBSA3U
C TIPOTPECCUPYIONIMM TeUYeHUEM, TOBBIIIEHUEM pHCKa
PasBUTHSI OCIIOXKHEHUI M MaJMUTHM3alUWU. Tak, pUCK
Pa3BUTHS XOJAHTMOKAPIIWMHOMBI y TIAIIMEHTOB C TIEPBUY-
HBIM CKJIEPO3UPYIOIIUM XOJIaHTUTOM B 160 pa3 Bhile,
yeMm B monynsuuu [7]. Hekoropsie rernaroouavapHbie
OCJIOKHEHMST BOCHAJIUTETbHBIX 3a00JIeBaHUI KHIIIeY-
HUKa MOTYT JUTUTEJIbHO TIPOTEKaTh OECCUMITTOMHO JTM00
UMeTh HecTieU(pUIeCKUe TPOSBICHUS, YTO 3aTPYIHSIET
nuddepeHInaNbHYIO AuarHoctuky [7]. Umerorcs enu-
HUYHBIE MyOJWKALUM, Kacalolluecss M3y4eHUs Teraro-
OMIMAPHBIX TIPOSIBJICHUM TIPU BOCHAUTEIbHBIX 3a00-
JIEBaHUSAX KUIIEUHWKA y JETei, MO3TOMY HEOOXOIUMBI
naybHeNIIe uccienoBanud [8].

JIMarHOCTUYECKWIA TIOMCK 4Yallle BCETO HauYMHAeTCs
MocJie BBISIBJICHUST CHMHApPOMA IIUTOJIM3a B OMOXUMMYE-
ckoM aHanmm3e KpoBu. COTTacHO pe3ysbraTaM HUCCIeno-
BaHUi1 y 40% B3pOCIIBbIX TTALIMEHTOB C SI3BEHHBIM KOJUTOM
OTMeYaeTcsT TMOBBIIIEHUEe YPOBHSI TpaHcamuHa3. M3 HuMx
B 63% ciyuyaeB mpuyrMHaA He ObuTa yctaHoBieHa, y 11,2%
JIMarHOCTUPOBAaHA HeaJIKOTOJIbHAsT KUpoBasi 0O0Je3Hb
rmeyeHu, y 13,5% — ayTOMMMYHHBIM WJIW BUPYCHBIN Tera-
TUTBI, a TaKKXe CUHAPOM XOJIecTasza, acCOIMUPOBAHHBIN
C TTOJTHBIM MTapeHTepabHBIM MUTaHUEM, Y 6,3% — nepBUY-
HBIN CKJIEPO3UPYIOLINIA XOJIAaHTUT, Y 6% — JieKapCTBEHHOE
nopaxenue [9]. [To naHHBIM TUTEPATYPbI, CUHAPOM ILIUTO-
Jn3a BcTpevaeTcst B cpenHeM y 40% neteit ¢ SI3BEHHBIM
KOJIUTOM U 6oste3HbI0 KpoHa, JaHHbIe BApbUPYIOT B 3aBU-
CUMOCTH OT JJIUTebHOCTH 3aboseBanust (y 16,3% marm-
€HTOB — B TedeHHUe | Mec Toce MOCTaHOBKU AWarHo3a,
10 58% — mpu UTMTETbHOM TUHAMWYECKOM HaOOneHUN
BteuyeHue 12 ner) [8, 10]. CuHapOM 1IMTOIM3a YACTO UMEET
TPaH3UTOPHBIN XapaKTep, OJHAKO B HEKOTOPBIX CITyJasix
MOXET YKa3bIBaTh Ha JEOIOT MATOJOTUH TIeYeHU U JKeTd-
HBIX ITyTe, aCCOLIMUPOBAHHOM C BOCTIAIMTETBHBIMU 3200~
JIEBAaHUSIMU KUILIEYHUKA, YTO TpeOyeT MTOMOJTHUTEIBHOTO
obcnenoBaHus. TeM He MeHee YCTaHOBUTb 3THOJIOTHUIO
yhaeTcst He Bceraa. [IpenronokeHusI, COTJIaCHO KOTOPBIM
YPOBEHb TpaHCAMUHA3 MOXET OTpaXkaTh CTEIeHb aKTHB-
HOCTH JIMOO JTUTEIEHOCTh BOCTIAIMTETHHOTO 3a00JIeBa-
HUSI KUIIEYHWKA, TTONTBEPXAESHUS He nmoayamu [11].

3apyOeskHBIMA ~ aBTOpaMU  MPEIJIOXKEH — aJITOPUTM
BeJCHUS JeTeil ¢ BOCHAIUTETbHBIMU 3a00JeBaHUSIMU
KUIIEYHUKA C TenaToOMIMApHBIMU  TIPOSIBICHUSIMU
(puc. 1). PekomeHayemasi yacToTa KOHTPOJSI OMOXU-
MMUECKHUX TToKazaTeieil — Kaxable 6—12 Mec; OeTaM,
HaXOMAIIMMCS Ha Teparmuu METOTPeKCcaToOM,/a3aTho-

MPpUHOM/6-MepKanTOMypuHOM — Kaxnple 1—3 Mec,
yale — MpU MOSIBJIEHUHW HOBBIX CUMIITOMOB TTOPaXKeHUSI
JKEJTyTOYHO-KUIIIEYHOTO TpaKTa. B ciyuae OTKIOHEHUS
rnokasarejieii OT HOpMbl MeHee YeM B 2 pa3a IoKa3aHO
HabJoIeHre B IMHAMKKE, TIPU OTKJIOHEHUU OoJiee YeM
B 2 pasza — yrinyoseHHoe oocienoBanue [12].

OnHo u3 HauOosiee CIOXHBIX JUISI TUAarHOCTUKU
W JIeYeHUs TermaToOMIIMapHBIX MOpaXkeHW TIpu BOC-
MaJIUTETHHBIX 3a00JIeBaHUSIX KHINEYHWKA — TepBUY-
HBI CKJIEPO3UPYIONIIUI XOJAHTUT. DTO XPOHUYECKOE
XoJiecTaTUyeckoe 3a0ojieBaHME TEYeHU, XapaKTepusy-
folieecs BocnajeHueM U (GpuOpo3oM BHYTPU- M BHeETE-
YEHOYHBIX JXETUHBIX MPOTOKOB ¢ 0Opa3oBaHUEM MYJIb-
tudokanbHbIX cTpUkTyp [13]. 3abosieBaHME 3a4acTylo
MpoTeKaeT GeCCUMIITOMHO B TeYeHUE JOJTOr0 BpeMEHU
U UMEeT MPOTrpeccCUpyrolnii xapaktep ¢ $hopMupoBa-
HUEeM LUppo3a medeHu. [TepBUYHBIN CKIEPO3UPYIOLINIA
XOJIAaHTUT Yallle acCOLIMUPOBAH C SI3BEHHBIM KOJUTOM
(6onee 75% cnydaeB). Cpenu meTeil ¢ I3BEHHBIM KOJIHM-
TOM TIEPBUYHBIN CKJIEPO3UPYIOIINI XOJAHTUT JTUAarHO-
crupyercst y 1,5-9,8% [8]. YacroTa pa3sutus 3aboJie-
BaHUs B Poccum HeusBecTHa; MO JAHHBIM KaHaICKOTO
uccienoBaHus, 3a001eBaeMoCTh y aeteii coctauia 0,23
Ha 100 TeIC. B TOT [14].

OTHonorvsi M TaToreHe3 3aboyieBaHUSI 10 KOHIA
He M3y4eHbl. BaxkHYI0 poJIb UTparOT TeHeTUYeCKue (hak-
TOPBI: Y POACTBEHHUKOB TMallMeHTa TIEPBOM JIMHUU POJI-
CTBa C TIEPBUYHBIM CKJIEPO3UPYIOIIUM XOJAHTUTOM
umeetcs ipumepHo B 100 pa3 6osiee BHICOKUI PUCK pas-
BUTHS OOJIe3HU, YeM B o01iei monyiasuuu. Poiab ayro-
WMMYHHBIX MEXaHU3MOB MOAYEPKUBAET TeCHAsT aCCOL-
alust ¢ BOCTIAJIUTEIBHBIMU 3a00JIeBAHUSIMU KUIIIEUHUKA
W HaJIM4Yue ayTOaHTUTEN, BKITIOYasl [IUTOTIa3MaTUIECKUe
AHTUHEWTPO(UIbHBIE W aHTUHYKJIeapHble aHTHUTENA.
Kpome Toro, BHOCUT CBO BKJIaJ TPAHCIOKAIIUS KHUIIIeY-
HBIX OakTepuil yepe3 IMOBPEXICHHYIO CIM3UCTYIO 000-
JIOUKY KUIIEYHWKA, YTO MPUBOIUT K TUIIEPIIPOIYKIINHI
LIUTOKWHOB M TTOPaXXEHUIO XETIHBIX MPOTOKoB. Cpenn
IpYyTUX (haKTOPOB pacCMaTPUBAIOTCS HAaKOIMUTEIbHOE
TOKCUYECKOe NEeWCTBME Ha TIe4YeHb JKEeTYHBIX KHCIIOT,
BUPYCHBbIE WHGEKIIUKM, WIIeMUs, UMMYHHas IUCPETy-
Jsiumst. Takum 00pa3oM, TIEPBUYHBIN CKIIEPO3UPYIOLITNIA
XOJIAHTUT OTHOCUTCA K MYJIBTH(AKTOPHBIM 3a00JieBa-
HusM [15].

BocrnanurenbHoe 3a0osieBaHME KUIIIEYHUMKA MOXET
OBITb TUATHOCTUPOBAHO CITYCTS TOIBI MOC/IE TTOCTAHOBKU
JIMarHo3a TMEepPBUYHOIO CKJIEPO3UPYIOLIETO XOJIAHTUTA,
JaKe ToCie OPTOTOMMYECKON TpaHCIUTAHTALUK TTeYeHMU.
B TO ke BpeMsT 3TOT IMAarHO3 MOXKET OBITb YCTAHOBJICH
yepe3 HECKOJIbKO JIET TMOC/e SI3BeHHOTO KOJIUTa, B TOM
YucIIe TIocje TPOKTOKOMOKTOMUNU. 1o 3apyOeskHBIM JaH-
HBIM, €XETOIHO B TpaHCIIAHTALIMU TIEYeHU HYXIAIOTCS
17—-30% neteit u 1—2% B3pOC/IBIX MALMEHTOB C TIEPBUY-
HBIM CcKJIepo3upyoimM xoiaaHrutoM [15]. Tporpeccupo-
BaHHWe 3a00JieBaHUS W HEOOXOAMMOCTh TPaHCIUTAHTALIUKA
TMeYeH! He acCOIMUPOBaHbBI C 6oJiee TSIKENTBIM TeUeHHeM
BOCHAJIUTEILHOTO 3a00J1eBaHMST KUIIIeUHUKA. Tak, sI3BeH-
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NosbiweHue
ANAT/ANAT/ITTN

/ .

< 2-x HOpM 2 2-X HOpPM
(AnAT nnun AcAT menee 80) (AnAT nunmn AcAT 2 80)

} |

NOBTOPUTL aH3NW3BI, +A0NONHUTENBHO:
| *MHO, ANA, SMA, LKM, ANCA, IgG, IgA
*antn HAV-IgM, HBsAg, AT k HCV

l * uepynonnasmuH

*a- 1-aHTUTPUNCUH

NOBTOPUTHL CKPUHWUHI
yepes 2 Heq,

UMTONM3 COXpaHAETCA
6onee 2-x HOpMm

Menee 2-x HOpM -> npu Uutonus * AT K TKaHEeBOI TPAHCINYTaMUHA3e
> —
NeveHun COXpaHAEeTCA * Y34, ponnneporpadma cocyaoB neveHn
eNaTOTOKCHUYHBIMU
npenapatamu - Y31 / l
neyeHu

BbiaBneHbl AaHHbIe,
noaTteepxaatowme 60n1e3Hb
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Puc. 1. inarnocTHYECKHiA aJrOPUTM NPY NOBBIIEHNH AKTHUBHOCTH TPAHCAMHUHA3 Y JIeTell C BOCHAINTEIbHBIMHA 3200JIeBAHNSIMI KH-
HIEYHHKA C HEYCTAHOBJIEHHBIM pPaHee TUATHO30M 3200J1eBaHNS TIeUeHH.

AnAT — ananmnamunotpancdepasa; ACAT — acnapraramunorpancepasza; ['TTII — y-mmyramunrpancnentuaaza; MHO — mex-
JyHapoaHoe HopMaiu3oBaHHOe oTHomeHne; AT — anturena; Y3U — yabrpa3sykoBoe uccienosanue; MPXI' — MarHuTHO-pe3o-
HaHcTHas xosanruorpadus; DPXIIT — sHaockonnyeckasi peTporpagHas xojJanrdonaHkpearorpadus; ANA — aHTHHYKJeapHble
anTureia; SMA — anTurena K niaakoi myckyiaarype; LKM — aHTuTesa K MUKPOCOMAJIbHO# (hpakiuu nedenn u noyek; ANCA —
AHTHHEUTPO(UIbHbIE IUTOIIA3MATHYECKIE AHTHTEIA; 0oJiee/MeHee 2 HOPM — B 2 pa3a Bbillie HOPMBI.

Fig. 1. Diagnostic algorithm for abnormal liver biochemistry in a child with inflammatory bowel disease (without previous evidence
of liver disease).

AnAT — alanine aminotransferase; AcAT — aspartate aminotransferase; I'T'TII — glutamyl transpeptidase; MHO — international
normalization ratio; AT — antibodies; Y31 — ultrasound; MPXI" — Magnetic resonance cholangiography; DPXIII" — endoscopic
retrograde cholangiopancreatography; ANA — antinuclear antibody; SMA — anti-smooth muscle antibody; LKM — anti-liver kidney
microsomal antibodies; ANCA — antineutrophil cytoplasmic antibodies; more/less 2 norms — 2 times higher than normal.

HBIA KOJIUT Y MAIIMEHTOB C TIEPBUYHBIM CKJIEPO3UPYIOIINM
XOJJAHTUTOM XapaKTepu3ayeTcs 6ojiee pacrpocTpaHeHHBIM
(TTaHKOJTUT), HO MeHee BhIPaKCHHBIM BocIiajyieHreM |[16].
YV B3pOCHBIX MALIMEHTOB, TIEPEHECIINX TPaHCIUTAHTALIMIO
MeYeHU, OTMEYaINCh MeHee BBhIpaKeHHbIe KHIIeYHBbIe
CHUMIITOMBI, peXe TPHMEHSIach WMMYHOCYIIPECCUBHAST
Tepanusl U KOJIIKTOMUS TIO CPAaBHEHMIO C TallMeHTaMU,
y KOTOPBIX TpaHCIUIAaHTAIUSI TIeYeHW He TMoTpeboBa-
nach [17]. B pesynbrarte peTpoCcleKTUBHOTO aHaau3a ObLT
cIiesiaH BBIBOI, YTO B IIEJIOM OCOOCHHOCTH TEUEHUST BOC-
MaJTUTETbHBIX 3a00JIeBAaHUI KUIIIEYHUKA, COYETAIOLIXCST
C TIEPBUYHBIM CKJIEPO3UPYIOIINM XOJAHTUTOM, y JeTei
CXOXU C TAKOBBIMU Y B3POCIBIX MALIMEHTOB. OTHAKO CKY/I-
HOCTh KJIIMHUYECKUX CUMIITOMOB TP 3TOM HE COOTBET-
CTBYET TSDKECTH BOCTIAJIUTENIEHOTO TIpoLiecca B CIIM3UCTOM
000J10UKe KUIIIeYHOI CTeHKU [18].

TMepBUYHBIN CKIEPO3UPYIOIINIA XOJAHTUT — BaXkK-
HBI (DakTOp pHUCKa pPa3BUTHUS XOJAHTHMOKAPIIMHOMBI,
KOTOpBIN exerogHo paBeH 0,5—1,5%, Ha MpOTSKEHUU
Beet xku3HU — 5—10% [19]. Tlpu aTOM HIUTETHHOCTH
3a001eBaHUS] HE OTHOCUTCS K TIPOTHOCTMYECKUM (haK-
TopaM pucka: Tak, Y 50% B3poCHbIX MallMEHTOB C Tep-
BUYHBIM CKJIEPO3UPYIOIIUM XOJAHTUTOM XOJaHTHOKap-
LIMTHOMAa MOXeT OBITH BBISBJIIEHA B TeUeHMe 2 JIET TOCIe
MOCTAaHOBKM nuarHosa. [lo JaHHBIM MHOTOLIEHTPO-
BOTO PETPOCIEKTUBHOTO HWCCJEIOBAHUSI, BKITIOYABIIIETO
781 GompHOTO pebeHKa, YacTOoTa BBISIBICHUS XOJAHTU-
okapuHOMBI coctaBmia 1% [20]. CpemHuii Bo3pacT
MalMeHTOB HAa MOMEHT ITOCTAHOBKW IHMarHO3a TMepBUY-
HOTO CKJIEpO3MPYIOIIEro xomanrura — 12 net, 61% Maib-
YUKW, XOJTaHTHOKapIIMHOMa Oblla IWarHOCTUPOBaHA
B cpeaHeM Yepe3 6 JIeT Mocjie MOCTaHOBKM IMarHo3a mep-
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BUYHOIO CKJIEPO3UPYIOIIETO XOJaHTUTa y § TMaiMeHTOB,
CpeIHUiT BO3pacT KOTOPBIX cocTaBui 15—18 Jet.

IlepBUYHBI  CKJIEPO3UPYIOIIMI  XOJAHTUT — MaJIbIX
MIPOTOKOB — (popma 3aboJieBaHMSI, KOTOpast MOXET ObITh
MpeArnoyioXkeHa TpU  HAJIUMYMM  MapkKepoB CUHApOMa
XoJiecTaza M 1LMTOJM3a (TTOBBIIIEHUE TaMMa-TJIyTaMuI-
tpancnentuaassl — [TTII, ananuHamMmuHOTpaHChe-
pa3sbl — ATAT u acnmapratamuHoTpaHcgepasbl — AcAT)
U TUCTOJIOTMUECKUX U3MEHEHU T B TIeUEHH B BUJIE KOHIICH-
TpUYECKOro (pmubpo3a, OXBATHIBAIOIIETO MaJIble XKeTUYHbIE
MPOTOKU MO TUIY «JIYKOBOW 1enyxu» (puc. 2). Cremyet
OTMETUTh, YTO KapTWHA, MOJy4yeHHasl ¢ MOMOIIbIO CTaH-
JAPTHBIX BU3YAJU3HMPYIOIINX METOMOB WCCIIEeAOBAHMS
(MarHMTHO-pe30oHaHCHas1 xosaHruorpadpus — MPXT,
9H/IOCKOTIMYECKAsl PeTporpaaHasl XOJIaHTUOIaHKpPeaTo-
rpadusi — DPIIXT), ocraeTcsi HOpMaIbHOW (B OTJIMUKE
OT «KJTACCUYECKOTO» TIEPBUYHOTO CKJIEPO3UPYIOIIETO
XOJIAHTUTA, MMOpaXkarollero KpyrHbie mpoToku) [21].

YacTtoTa pas3BUTHS TEPBUYHOTO CKIIEPO3UPYIOIIETO
XOJIAaHTUTA MAaJTbIX TIPOTOKOB Y JIETe! ¢ TIEPBUYHBIM CKITe-
PO3UPYIOIINM XOJJaHTUTOM cocTaBisieT 13—42% [20, 22,
23]. D10 BhIIIIE, YeM Y B3POCIBIX MalueHTOB (6—16%) [24].
Ipy mepBUYHOM CKJIEPO3UPYIOLIEM XOJAHTUTE MasbIX
MPOTOKOB (UOpPO3 TIeYeHW pa3BUBAETCSl pexke, YeM
Mpy KJaccuueckoi ¢dopme 6Gone3nu (44 mportus 66%),
C 4eM CBsI3aH 0oJiee 0J1aronpusITHBIN ITporHo3 [23].

IlepBUYHBI CKJIEPO3UPYIOIIUIN XOJAHTUT Yy AeTei
MOXET MPOSIBIIATHCS HeCeUM(PUIECKUMU CUMITTOMaMU:
0o B KMBOTE, TOBBIIIEHHAS YTOMJISIEMOCTb, auapes,
MoTepsi Macchl Tejla U yXy[IIeHWe arreTuTa, MOBBIIIe-
HUe TeMIlepaTyphl Tejia 1o cyodedpunbHoit. [Tpu octpoM
TeyeHUU 3a00JieBaHUsI BO3MOXHBI XeaTyxa, pBoTa [25].
Y 20% marnmeHTOB BEOYIIMM CHUMIITOMOM CITY>KUAT KOXK-
HBII 3y, B HEKOTOPBIX CITydasix U3HYpUTeTbHbIN (Y 4%),
YTO TIPUBOINT K 3aMETHOMY CHIKEHHIO Ka4eCTBa XKU3HM.
MoryT TakXe OTMeYaThCsl Ae(PUIIUT XKUPOPACTBOPUMBIX
BUTAaMMHOB M OTCTaBaHUE B pOCTe. 3ayacTyio TepBUY-
HBII CKJIEPO3UPYIOIINIA XOJAHTUT TIPY BOCTIATIUTEIbHOM
3a00JIeBaHUM KUIIIEYHUKA TMpoTeKaeT OeCCUMITOMHO
U TMarHO3 yCTaHABIMBAETCS MOCIe OOHAPYXEHUS TTOBbI-
IIEHHOTO YPOBHSI TpaHCaAaMWHA3 W JaJbHEHIIero yriy-
OJIEHHOTO McClieqoBaHusI. Y OOJbHBIX IeTei, aHAJIOTUYHO
CO B3pOCJIBIMU, B CHIBOPOTKE KPOBM Yallle BBISIBJISICTCS
noBeiieHne ypoBHst ['TTII, AnAT, AcAT, oqHako BO3-
MOXHBI Pa3JIMYHbIe BAPUAHTHI: TT0 JaHHBIM JIUTEPATYPhI,
ypoBeHb ANIAT He Bcerma otoOpaxkaeT MCTMHHYIO Kap-
TUHY COCTOSIHUS TieueHu [25].

C 1enplo ONTUMU3ALMU PaHHEN JNMArHOCTUKU Tep-
BUYHOTO CKJIEPO3UPYIOIIETO XOJaHTUTa Y IeTel 1 orpe-
IleJIeHUs TIPOrHO3a BIiepBbie Obl1a pazpaboTaHa neauaT--
puueckas mkaina SCOPE (Sclerosing Cholangitis Out-
comes in PEdiatrics index), co3maHHas Tipy¥ TMOMOIIA
MaTeMaTUYeCKHX pacyeToB Ha OCHOBAaHUU KOMIUIEKCHOM
OLIEHKW COCTOSIHUSI TernaroOuavapHoil cucteMsl y 1333
MarueHToB (cM. Tabauiry) [26]. DhHEeKTUBHOCTD IIIKAJTBI
JloKazaHa B KJIMHUYECKOU TpaKTUKe; MOJydeHHbIe JaH-
HBIE KOppeaupoBaid co cTamueit ¢Gubposa TeYeHHU,

- P L VD, oL ” s 0 LW o
T h i TRl D IR TS A S L
. . . ]
. en e S O v lade S0l s
P87 B : . - % s
-

! LSS e N W B
Puc. 2. KnaccuyecKue rucToIOrHIecKne MPU3HAKA NMEPBUYHO-
r0 CKJIEPO3HPYIOLIEr0 XOJIAHTMTA MAJbIX IPOTOKOB: (hHOPO3,
OXBATHIBAIOIIMI MAJIbIii BHYTPUNIEYEHOUHBIi JKeJYHbIA MPOTOK
B BHJIE «JIYKOBO# mexyxu» [21].

Fig. 2. Representative histology of small-duct primary sclerosing
cholangitis. Shown is the classic «onion skin» fibrosis surround-

ing a small intrahepatic bile duct branch [21].

Tabauya. 11Ikana nporHo3UpPOBAHUS Te€YEHHUS CKIIEPO3UPYIO-
miero xoJanrura y aereit (SCOPE) [26]

Table. The Sclerosing Cholangitis Outcomes in Pediatrics
(SCOPE) Index [26]

IToka3arenn Enyanne: namepenus Bansi
MT/ Ut MMOJIb/T
<0,6 <11 0
06wt 0,7-2,7 11,1-46,7 +1
OuIMpyOorH 2,8—4.8 46,8—82.4 +2
>4,9 >82,5 +3
I/t r/1
>4 >40 0
AJLOyMUH 3,2-3.9 32-39 +1
<3,1 <31 +2
-10%/Mn -10°/
>225 >225 0
TpoMGOIUTEI 136—224 136224 Sl
<135 <135 +2
E/n
<100 0
ITTII 101-249 +2
>250 +3
PesynsraTht Hopwa 0
XoJaHTuorpadun [Mopaxenue +1
OCHOBHBIX TPOTOKOB
BCETI'O:

Hwuzkwuit puck: 0—3 6amia
CpenHuii puck: 4—5 6aI0B
Bricokuii puck: 6—11 6amios
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MONTBEPXKIEHHOU pe3yabraramMu Oumoricun. I[lammeHTs,
UMEIOIIINE CPEHUI 1 BBICOKMI PUCK (OLIEHKA IO IIIKaJie
SCOPE >4 6annoB), n10JKHBI OBITH HAIlpaBJIeHbI B 1IEH-
TPl TPAHCIIAHTOJIOTUM. PaHee OJArONpUSTHBIM TMPO-
THOCTMUYECKUM (haKTOpOM Y pebeHKa ¢ TepBUYHBIM
CKJIEPO3UPYIOIIUM XOJAHTUTOM CUMTAIaCh HOpPMaJl-
3anus ypoBHs ['TTII B kpoBu B Teuenue roga. OmHaKo
OBLIO YCTAHOBJIEHO, YTO YPOBEHB 3TOTO (hepMEeHTa MOXET
IIVPOKO KOJIe0AThCsI, OCOOEHHO Ha pPaHHUX CTagusIX
3a00JieBaHUsl. B HeKOTOpBIX cCilyyasix 3a HOpMau3a-
mueid ypoBHst [TTIT moxeTt ckpbiBaTbecsl (popMupoBaHUe
¢udpo3a meyenn. [lokazaHo, YTO MALIMEHTH ¢ HU3KUM
puckom 1o mkaje SCOPE umenn MuHUManbHbIE MPU-
3HaKM (pudpo3a u Gosiee MeIJIEHHOE MPOrpecCUpoBaHe
3a00JIeBaHMSI.

JlnarHoctTuka  TIEPBUYHOTO  CKJIEPO3UPYIOLIETO
XOJIJaHTUTAa OCHOBaHAa Ha KOMIIJIEKCHOM OlLIeHKe KJIWHU-
KO-J1a00paTOpHBIX (BBISIBJIEHWE CHUHIpPOMa XOJecTas3a)
U MHCTpYMeHTaJbHbIX HaHHBIX (MPXIT unu DPXIIT);
pe3yJbTaTOB TMCTOJIOTMYECKOTO HMCCJeNOBaHUs OWOTM-
TaToB mevyeHu. B mociemHee Bpemsl CTaliu MOSIBASITHCS
MyOJIMKAIIMK O TIPEUMYIIeCTBax ucrnoyib3oBaHuss MPXT.
B onmHoit 13 paboT mMoKa3aHO, YTO 3TOT METOJ AUArHO-
CTHUKM OKa3aJics ToueH Ha 84% B ITOCTAaHOBKE JIMArHO3a
y neteit (UTO TOATBEPXKACHO pe3yJibTaTaMyd OUOIICUU
neuenun) [27]. CooOiianoch, 4yto pesdyiabratel MPXID
OKa3BbIBAIMCH COIMMOCTAaBUMBI ¢ JaHHBIMU DPXIII, nnar-
HOCTHYEeCcKasi TOYHOCTh OOOMX METOJO0B COCTaBuMJIA
83—85% [28]. I1o pe3ynbraTaM McCAeAOBaHUI, B KOTO-
peix MPXI umcrnonb3oBajlach B KayeCTBe CKPHHUWH-
TOBOTO METOJA y TPYMIBI MallMEHTOB C IJIUTEIbHBIM
TeYeHNEeM BOCHATIMTENIbHBIX 3a00JIeBaHUII KUIIIEUHUKA,
MMEPBUYHBINA CKJIEPO3UPYIOIINI XOJAHTUT BBISIBIISIICS
B 3 pa3a yalle, 4YeM B TPYIITe, TAe AUarHo3 ObUT OCHOBAH
TOJBKO Ha KJIIMHUKO-JIA00paTOPHBIX JaHHBIX. Y 65%
MalMeHTOB 3a0o0JieBaHUE TIPOTEKaNo CYOKJIMHUYECKH,
06e3 OTKJIOHEHUI B OMOXMMHMUYECKMX aHalIu3aX KPOBU,
1 OBLJIO BBISIBIIEHO TOJILKO C TTOMOIIBIO JIyUeBbIX METO-
noB [29]. B mpyrom ucciemoBaHWM, M3ydaBIIEM BO3-
MOXXHOCTH paHHEW IMarHOCTUKU TIPOrPeCcCUPOBAHUS
MEPBUYHOTO CKJIEPO3UPYIOIIETO XOJaHTUTa MaJIbIX MTPO-
TokoB npu nomoin MPXI, oka3anocek, uTo 6osee yeMm
vy 50% manueHTOB ObUTU BBISIBICHBI M3MEHEHUS MapeH-
XUMBI TTEYeHU U XETIHBIX MyTell; T0 MHEHHWIO aBTOPOB,
9TO CBMUJIETEJILCTBYET, YTO JaHHOE 3a00JeBaHUE MOXET
OBbITh HAYaJbHOM CTaJMeil KJIacCUYECKOro MepBUYHOTO
CKJIEpO3UPYIOIIETO XOJJAHTUTA C MOPAXKEHUEM KPYITHBIX
npoTokoB [30]. Takum o6pa3oM, B CBSI3M C MHBA3WBHBIM
XapaKTepOM M BBICOKUM PUCKOM Pa3BUTHS OCIOKHEHU
nocie mnpoeaeHuss DPXIII, a Ttakxke TexHUUYecKUMU
crnoxHocTsiMu MPXT MoxeT ObITh OTHUM U3 UH(pOpPMa-
TUBHBIX METOIOB AUATHOCTUKHU TEPBUIHOTO CKIEPO3U-
pytoiero xoinaHruta y aerei (puc. 3). C 1eiapto paHHei
JUaTHOCTWKU TeMaTOOMIMAPHBIX OCIIOXKHEHU UCTOJb-
30BaHME JAHHOTO METOJa PEeKOMEHIOBAHO Y KaXXIOro
MmalnyeHTa ¢ TMOBBIIIIEHHBIM YPOBHEM TIEYeHOYHBIX (hep-
MeHToB, ocobenHo I'TTII [31, 32].

Ob30Pbl JINTEPATYPbI

Puc. 3. CuMNTOM <«4€TOK» MO JAHHBIM MATHHTHO-PE30HAHC-
HOIi XoJaHTHorpadun: HepaBHOMEPHOE CyXKeHHe U paclupeHne
2KeJ'YHbIX MPOTOKOB (YKa3aHbl cTpesikamu) [31].

Fig. 3. Magnetic resonance cholangiopancreatography image
shows overall irregularity of the intra and extrahepatic ducts
which produces the beaded appearance (arrows) [31].

DddekTuBHOIO MeToma JIEUeHMSI, CIIOCOOHOTO
3aMEIIJTUTh TEeYeHHE TEePBUYHOTO CKIIEPO3MPYIOIIETO
XOJIaHTWUTa, B HacTosIIee BpeMs He cymecTByeT [33].
TMoanepxuBatoiasi Teparnusi HarmpaBJieHa Ha KyImApoBa-
HUE CUMIITOMOB XoJjiecTa3a (Tpernaparbl ypCoae30KCHUXO0-
JIEBOW KHCJIOTHI) W TIOJABJICHUE POCTA TPAMITOJIOKUTE b~
HOI KHMIIIEYHOM (PIIOPBI, TTPEATOIOKUTEIBHO, BHOCSIIEH
BKJIal B TaroreHe3 3a0ojieBaHUsl (aHTUOAKTEepUasb-
Hag Tepanust). OCHOBHBIM METOIOM JIEUECHMSI OCTAeTCSI
TpaHCIUIAHTALIMSl TeYeHU (MPU HaJu4yuu TOKa3aHuii),
OJIHAKO OTMCAaHBI Cllydyal PELMAMBOB B yKe TpaHCILJIaH-
TUPOBaHHOM opraHe [12].

3aknovyeHue

CornacHO COBpeMEeHHBIM JaHHBIM TeTraToOuIMapHast
MaTOJIOTUST — PACIPOCTPaHEHHAs TPYIMIa BHEKUIIEYHBIX
MPOSIBJIEHUII BOCTIAJIUTENbHBIX 3a00JeBaHUI KUIIIeY-
Huka. JuddepeHumanbHas 1MarHoCTUKa TAKOTO OCTOX-
HEHUsI, KaK TMEePBUYHBIN CKIEPO3UPYIOIIMI XOJaHTHT,
3aTpy/IHEHA B CBSI3W CO CKYIHOCTbIO M Hecmeuuduy-
HOCTbIO KIIMHUYECKUX TPOSIBJICHUI: JUISI HETO 3a4acTylo
XapakTepHO JUIUTEJbHOE OECCUMIITOMHOE TEYeHUE,
¢ nanbHenmuM (opmupoBaHueMm ¢ubpo3a U 1Mppo3a
nedyeHu. Kpome Toro, mpu nepBUYHOM CKJIEPO3UPYIOIIEM
XOJIAHTUTE TIOBBIIIAETCS PUCK MAJTUTHU3AIUN ¢ (OPMU-
pOBaHUEM XOJIAHTMOKAPIIMHOMBI, UTO OTpPEIEIsieT Mpo-
THO3 3a0o0JyieBaHUsI. DTO OOYCIOBIMBAaET HEOOXOAUMOCTh
COBEPIIIEHCTBOBAHUSI paHHEW TMAarHOCTUKU C UCIIOJIb30-
BaHMEM COBPEMEHHBIX JIYYEBBIX METOIOB OOC/IEI0OBAHMS
U TIPOBEJIEHUEM PETYJISIPHOTO CKPMHUHTA Ha MaTOJIOTUIO
renatoOMIMapHOil CHUCTeMBbl Yy TIAIIMEHTOB C BOCIAJIM-
TeJbHBIMU 3a00JIEBAHUSIMU KUIIIEYHUKA.
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K/IMHHKO-IMarHocTH4YecKoe 3HaYyeHne TUC(YHKIUN SHIAOTEIMA M YPOBHSA CEPOTOHMHA
B KPOBH NPH FeMOJIMTHKO-YPEMHYECKOM CHHIIPOME Y JieTeil

T.11. Makaposa, P.P. Huemamyanuna, JI.A. Jlasauesa, FO.C. Meavrukosa
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Clinical and diagnostic significance of endothelial dysfunction and serotonin levels
in children with hemolytic-uremic syndrome

T.P. Makarova, R.R. Nigmatullina, L.A. Davlieva, Yu.S. Melnikova

Kazan State Medical University, Kazan, Russia

T'eMOIMTHKO-YpeMHUYECKHii CHHPOM TPEACTABJISET CO00i Cepbe3HyI0 MpodJjemMy B MeJUATPUH M JeTCKOW Hedposiornu, sBJssACh
OJIHOIl M3 BEIYIIMX NMPUYMH OCTPOTO MOBPEXKIEHHs MOYEK C MOTEHIHAJIbHOW TpaHchopMmalueil B TePMUHAIBHYIO XPOHHYECKYIO
0oJsie3Hb MOYeK. B HacTosiee BpemMsi 0COOYIO POJIb B NATOreHe3€e FeMOJMTHKO-YPeMUYeCKOr0 CHHIPOMA OTBOISAT CBSA3U AUCHYHKIMN
3HAOTEJMS C U3MEHEHUSIMU B CEPOTOHMHEPTNYECKOi cucteMe. B iMTepaType UMeIOTCS eIMHUYHbIE PA0OTHI, B KOTOPBIX BBISBJIECHO
TOBbIIIeHNEe KOHIIEHTPAIMI CEPOTOHMHA B IJIa3Me KPOBH Y JIeTell C reMOJIMTHKO-YPEeMHUYECKUM CHHIPOMOM, OJIHAKO €ro PoJib B aTO-
reHe3e XpOHHYECKOii 00JIe3HN MOYeK HEJOCTATOYHO M3ydyeHa. BBuay nporpeccupyiomero TeyeHusi reMoJUTHKO-yPeMHUYeCKOro CHH-
JIPOMa, BILIOTH JI0 TEPMUHAJIBHO CTA/INM TIOYEYHOI HEIOCTATOYHOCTH, HEOOXO0JUM NMOMCK MAPKEPOB MOBPEXKIEHNS OYeTHOI TKAHN
KaK MPOrHOCTHYECKH 3HAYMMBIX (aKTOPOB pa3BuTHsA HE(POCKIEPO3a, YTO MMeeT 0co00e 3HAUYeHHe B IeTCKOM BO3pacTe /ISl ONTH-
MM3AIMH BeIeHUs] TAKUX MAleHTOB.

Karoueevte caosa: demu, eeMoaumuko-ypemuueckuii CUHOpoM, OUCHYHKUUS IHOOMENUs, CePOMOHUH.

Ansa untuposauns: Makaposa T.[1., HurmatynnuHa P.P., asnveBa J1.A., MenbHukoBa [O.C. KnvmHuKo-amarHoCT4eckoe 3Ha4eHne AnNCcoyHK-
LMy 3HAOTENNS U YPOBHSI CEPOTOHUHA B KPOBU MPY rEMOINTUKO-YPEMUNYECKOM CUHAPOME y aeteii. Poc BecTH nepuHaton v neavatp 2021;
66:(5): 157-162. DOI: 10.21508/1027-4065-2021-66-5-157-162

Hemolytic-uremic syndrome is a serious problem in pediatrics and pediatric nephrology. Hemolytic-uremic syndrome is one of the
leading causes of acute Kkidney injury with potential transformation into terminal chronic kidney disease. Currently, the endothelial dys-
function is strongly associated with changes in the serotonergic system in the pathogenesis of hemolytic-uremic syndrome. There are few
studies that have revealed an increase in the blood plasma serotonin concentration in children with hemolytic-uremic syndrome, but its
role in the pathogenesis of chronic kidney disease has been insufficiently studied. The progressive course of hemolytic-uremic syndrome,
up to the terminal stage of renal failure, requires the search for markers of renal tissue damage as prognostically significant factors for
the development of nephrosclerosis, which is of particular importance for optimizing the management of such children.

Key words: children, hemolytic-uremic syndrome, endothelial dysfunction, serotonin.
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HOCTHU, OOHAKO B PAIAEC CJIydacB BO3MOXKHa Ir¢Hepam3a-

I 'CMOJ’[I/ITI/IKO-YDGMV[‘IQCKI/Iﬁ CUMHIPOM — HauOonee
A TpOM6OTVI‘-IeCKOI71 MUKPOAHTUOIIaTUH, ITPUBOIAAIIAA

qyactad IIpUYMHaA OCTpPOro TIIOBPEXKICHUA ITOYCK

y JIeTeil, KOTOpBIN OmpenessieTcsl TpUuaaoil CHUMIITO-
MOB: TEMOJUTHUYECKON aHeMueil, TpOMOOLMTOTNEHUEN
u azotemueii [1—3]. [TaroMopdosornyeckas cyTb reMo-
JIMTUKO-YPEMUYECKOTO CUHIpOMa — TpoMOoTHUYecKast
MUKPOAHTUOIATUS C TIPEUMYIIIECTBEHHBIM MOpakeHUEM
COCYIOB TIOYEK M pPa3BUTHUEM IOYEYHOM HeI0CTaToy-
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K Pa3BUTHIO MTOJTUOPTAaHHOW MIIIEMUU ¢ KAPTUHOM O~
OpraHHOM HeA0CTaTOYHOCTU. B pesynbrare rmopaxkeHUs
BH/IOTEIMAJIBHBIX KJIETOK TIPOMCXOIAT MeXaHWYecKoe
MOBpEXIEHNE OBPUTPOIIUTOB, AaKTUBAIWs arperanvu
TPOMOOLIMTOB C 00pa3oBaHUEM TPOMOOB B MUKPOIIMPKY-
JISTOPHOM pycJie, ocoOeHHO B roukax [1, 3]. Bapuabenb-
HOCTb TPUYMH, KIMHUYECKOI KapTUHBI, TIPOTHO3a B pa3-
JIMYHBIX CITy4asiX TeMOJUTUKO-YPEMUYECKOTO CHHIpOMaA
MO3BOJIWJIA TPEATIOI0XUTh €ro 3TUOTATOIeHETUYECKYIO
reTepOreHHOCTb. DTO OBLIO TOATBEPXKIAECHO MHOTOUYMC-
JICHHBIMU MCCJIEIOBAaHUSIMU U TIOCIYXUJIO OCHOBaHUEM
IIJTSI BBIJEJICHUSI HECKOIBKNX (pOpM 3a00JIeBaHMSI:

1. MuayuupoBaHHbI MHGEKIIMENH TeMOIUTUKO-Ype-
MuYecKuit cuHapoM. OCHOBHOM TOATPYIIION SIBJISIETCSI
ura-tokcuH (Stx) mpousBonsias K1illeyHast majoyka,
MeHee paclpoCTpaHeH ITHEBMOKOKK W PSII  JIPYTHUX
MUKPOOPTaHU3MOB.

2. ATUTIMYHBIA TEMOJIUTUKO-YPEMUYECKUI CHH-
JIPOM — T€HEeTUYECKU JeTePMUHNPOBAHHOE peKoe 3a00-
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JIeBaHUE, B OCHOBE TTaTOTeHEe3a KOTOPOTO JIEKUT XPOHU-
yeckash HEKOHTpOIMpyeMasi aKTUBALMS KOMILIEMEHTa,
pa3BUTHE TPOMOOTHUECKON MUKPOAHTHOIIATUM U OpraH-
HBIX TTOBPEXICHUIA.

3. [eMonuTHMKO-ypeMUYeCKU CUHIPOM, acco-
LIIMUPOBAHHBIA € COMYTCTBYIOIIMMHU 3a00JIeBaHUSIMU
WV COCTOSTHUSIMU OPTaHOB U CUCTEM, a UMEHHO C TeMO-
MOSTUYECKOM TpaHCIUTAHTAllME CTBOJIOBBIX KIIETOK,
3JI0KAYeCTBEHHBIMU HOBOOOPA30BaHUSMU, C ayTOMM-
MYHHBIMU 3a00JeBaHusIMH [ 1, 2].

[ura-TokcuH-acconumpoBaHHas ¢opMa 0oJie3HI
coctaBisieT 90% ciydyaeB TeMOJUTHUKO-YPEMUUIECKOTO
CUHIIpOMA y JeTe W CIYXWUT caMOl 4YacTOu NpU4YM-
HOI OCTPOTO TMOBPEXIEHUST MOYeK B JETCKOM BO3pa-
cre. Okono 70% 3aboneBIIUX — JETH TIEPBBIX 3 JIeT
xu3Hn, 90% ciydaeB TIPUXOOUTCS Ha BO3PACT MITajIIe
5 net [1, 2]. B mupe 3a6oneBaemMocthb cocTaBisieT 0,2—
8:100 ThIc. HaceneHust (okosio 6:100 TeIC. cpeau nmeTeit
mianmre 6 yiet) [3]. [To maHHBIM psiia aBTOPOB, PUCK pa3-
BUTHST TSKEJIOW OCTPOM MOYEYHOUW HEAOCTATOYHOCTHU
npu Iura-ToKCMH-aCCOLIMMPOBAHHOM T€MOJUTUKO-
ypeMHuyeckKoM cuHapome coctasisieT 10—15%, netanb-
HocTh — 5% [4]. B mepBbie 10 JeT mocie nepeHeceHHOTo
[ura-ToKCUH-accoMMpoOBaHHOM  (opMBI  OOJIe3HU
B 30% ciiyuaeB oTMeUaeTCsl TIPOTrpecCUpOBaHUe B XPOHU-
YEeCKYIO TTOUYeYHYI0 HeIOCTaTOYHOCTh. [To3Xe 3TOT MmoKa-
3aTesIb MOXET Bo3pacTtath 10 60% [1, 5].

ATUTIMYHBIA  TEMOJIUTUKO-YPEMUUECKUI  CUHIPOM
coctaBnsieT 5—10% u Bctpevaercs ¢ yactoroit 0,11—-0,23
Ha | MJTH HaceJieHUsI B eBpOIENCKUX cTpaHax. [1pu mep-
BOM O3MU30Ie 3a00jieBaHMS HeoOpaTUMOe TTOBPEXIE-
HUE TMOYEeK C Pa3BUTHEM XPOHUUYECKOUM MOYEUHOUN Helo-
cTaTouyHOCTU TpoucxomuT B 50—70% ciyyaes [1, 2, 4],
IMO3TOMY BaXXKHYIO MPOOJIEMYy COCTaBJIsSIET paHHEE BBISB-
JIeHWE TIAlIMEHTOB C HEOJIarompusiTHBIM TMPOTHO30M.
XpoHunueckasi 00yie3Hb TToUYeK V cTaauu MOXeT C(hopMu-
pOBaThCST yKe B JETCKOM BO3pacTe M MPUBECTU K WHBA-
JIMTHOCTU pebeHKa, UYTO TPEACTABISIET OONBIIYIO MU~
LIMHCKYIO0, YKOHOMMYECKYIO U COLMAIbHYIO TpoOJIeMmy.
CoBpeMeHHass KOHIETIINUS XPOHUYECKON  OOJIe3HU
MoYeK, oTpaxaroliasi XapakTep M CKOPOCTb MPOTPecCcu-
pOBaHMS JIIOOOI TTATOJIOTMU TIOUEK 0 TePMUHAIBHOMN
CTaINM TMOYEYHOM HETOCTATOUHOCTH, OTpeessieT Heo0-
XOOUMOCTh TIOMCKA pPaHHUX MapKepoB TOBPEXICHUS
MOYEYHOM TKaHU KaK MPOTHOCTMYECKU 3HAYMMBIX (haK-
TOPOB pa3BUTUSI HedpocKiepo3a. DTO UMeeT OOoJIbIIoe
3HAYeHUeE TSI ONTUMU3ALUN BeIeHUST TaHHOTO KOHTHH-
reHTa 00JabHEIX [5—10].

LenTpanpHasg poib B KackKaae COOBITHIA, BEIyLINX
K TIOYeYHOW HEIOCTATOYHOCTH, CBSI3aHHOM C TeMO-
JINTUKO-YPEMUUECKUM  CHHAPOMOM,  TIPUHAJIEXUT
mura-TokcuHam (Stx1, Stx2), KoTopbie CIOCOOCTBYIOT
MPUOOPETEHUIO SHIOTETNATBLHBIMU KJIETKAMH TTPOTPOM-
60THYECKOTO (DeHOTHIA C TTOPaKEHUSIMHU, OTpaHUYEeH-
HBIMM MUKPOCOCYIaMU, B OCHOBHOM B KJTyOOUKaX MOYEK.
IMoBpekneHne SHAOTENNST — LIEHTPATbHBIN MAaTOPU3NO0-
JIOTUYECKUI MeXaHW3M pPa3BUTHUSI TEeMOJUTHUKO-YPEMU-

Ob30Pbl JINTEPATYPbI

YeCcKOro CMHIpPOMa, KOTOPBIA COMPOBOXIACTCS aKTUBa-
el TpOMOOIIMTOB C MX TOCHEIYIOIIei aare3ueit B 30He
MoBpexXIeHus. B pesynbraTte MOBpeXAeHUS] IHIOTEIIM-
aJIbHBIX KJIETOK 00pasyroTcs TpoMOoLuT-GhuOpuH-THa-
JIMHOBbIE MUKPOTPOMOBI, B OCHOBHOM B addepeHTHOI
apTepuojie U TJIOMEPYJSIPHBIX KaMWLIsIpax, 4To TPUBO-
JIAT K CHWKEHUIO CKOPOCTU KITyOOUKOBOM (hUIBTpAIINH,
YMEHBIIEHNIO TIep(hy3UN MOYEUHBIX KAHAJbLIEB W pa3BU-
TUIO UX BTOPMYHOU ITMCGHYHKIIMA WM HeKposa. Hamu-
Yye MOYEUHBIX MUKPOTPOMOOB, COCTOSIIIINX U3 (hrubpuHa
1 TPOMOOLIMTOB, ¥ TIPUCYTCTBUE BEICOKMX KOHIIEHTPAIINIA
B-TpoMOorio0ynrHa, pakropa-4 v cepoTOHUHA B 00pa3-
IIaX TUIa3Mbl TMAIMEHTOB C TEMOJMTHKO-YPEMHUECKUM
CUHIPOMOM OTpaxkaeT IIIMPOKO pacnpoCTpaHEHHYIO
AKTUBALIMIO TPOMOOIIMTOB, HECMOTPSI Ha TO YTO MeXa-
HU3MBI, JIeXalllie B OCHOBE 3TOM aKTWBAILIUM, OCTAIOTCS
HESICHBIMH.

B pabGore, mposenenHoit F. Guessous u coaBT.
(2005) [11], mokazaHo, 4yTO Stx2 HaNpsIMyr He aKTHUBU-
pyet TpomOo1UThI. [TockobKy [IIura-ToKCMH He CBSI3bI-
BaeTcs ¢ TPOMOOLIMTAMU B COCTOSTHUM TTOKOST M HE MOKET
CaMOCTOSITEIBHO WHIYLMPOBATh arperaiuio TpoMOOI-
TOB, TIpeaIosaraeTcs, YTo Stx2 IeHCTBYeT B COUECTAHUM
C JUIonoJnucaxapuaaMu, MOXET YCUJIMBATh arperaiuio
TPOMOOIIMTOB U CEKPELIMI0 CEPOTOHMHA 3a CYET BHICBO-
OOXIEeHUs LIUTOKWUHOB M JIPYTUX COCAWHEHWI U3 MHO-
HouuTOB. HakorieHne XeMOKMHOB BO BHEKJIETOUHOM
MaTpUKCE COCYIOB IMOYEK IMOBBIIIAET TPOMOOTEHHOCTh
MUKPOCOCY/IOB TIOY€K, TeM CaMbIM CITOCOOCTBYsI TIpO-
IPEeCCUPOBAHUIO TTOYEYHOI HEJOCTATOYHOCTH TIPU TeMO-
JIMTUKO-ypemMudeckoM cuHapome [10, 11].

Y 60—70% mnainueHTOB C aTUNWYHBIM TI'€MOJIMTH-
KO-YPEMUYECKUM CHHAPOMOM BBISBISIIOTCSI MyTalluu
B reHax KOMILUIEeMeHTa Wiu aHturtena K ¢gakropy H [12].
B wuccrnenmoBanusx, mpoBeneHHBIX Y. Yoshida u coaBT.
(2019) [13], mokazaHO, YTO MMeEMIIMECs y TalMeHTOB
C aTUMUYHBIM TEMOJIUTUKO-YPEMUYECKUM CUHIPOMOM
MyTallMi B TeHaxX, KOIMPYIOIINX PETYISTOPHBbIE OEJIKH,
MPUBOJISIT K HAPYIIIEHUIO 3allIUThl SHAOTEINATbHBIX KJTe-
TOK OT aKTUBAIlUM CHCTEMbI KOMIUIEMEHTa BCIICACTBUE
neuunTa WM (PYHKUIMOHATBHBIX HApYIIEHWA OTUX
npoTenHOoB. B pesynbraTe Ha TOBEPXHOCTH KJIETOK HI0-
TeJUsl yCUIMBaeTCs 00pa3oBaHre MeMOpaHOaTaKYIOIIEeTO
KOMILIEeKCa, BbI3bIBAIOIEe MX TOBpEXAeHWEe ¢ OOHaxe-
HUEeM CYOSHIIOTEeIMaIbHOTO MaTpUKca, TpaHchopMaliei
aTpoMOOTHYECKOTO (eHOTHIa B MPOTPOMOOTHUECKUIA
U TocJieayomuM obpa3oBaHueM TpPoMOOB. JlomoaHM-
TeJbHBIN BKJIaJ B MPOIIECC TPOMOOOOPA30BaHUS Y ALl -
€HTOB ¢ MyTauussMu aktopa H MOXeT BHOCUTh CTUMY-
JISIUWST KOMIUIEMEHTAa Ha TTOBEPXHOCTU TPOMOOIIUTOB,
MPUBOJSIIASA K YCUICHUIO X (DYHKIIMOHATHHON aKTHB-
Hoctu [13].

ITo nanuwim J.S. Fong u coasr. (1983) [14], B nomnos-
HEeHUe K TIPOSIBJICHUSIM TpUAIbl TEMOJUTUKO-ypeMUYe-
CKOTO CHHIpOMa B KPOBUW MAIlMEHTOB OBUIM BBISBICHBI
LIUPKYJIUPYIOLINE arperatbl TPOMOOILIMTOB, JIEWKOIIUTO3,
JINTTUAAEMUST, TeMOTJIIOOMHEMUST, TUTIEPOUOPUHOTEHEMMUS
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U yBEJIWYEHHOE YaCTMYHOE TPOMOOILJIACTUHOBOE BPEMSI.
TpoMOOUUTHI OB XMMUYECKU MCTOIIEHBI 10 COIEep-
J)KaHWIO CEpOTOHMHA, C HapyUIEHHOW arperaluuoH-
HOI aKTMBHOCTBHIO. B ucciaemoBaHMSIX, TIPOBEIEHHBIX
Ha XUBOTHBIX MOJIEJISIX, OBLIO TTOKa3aHO, YTO TPOMOOIIN-
TOTEeHUS U (PYHKIIMOHAJIbHAs HEIOCTaTOYHOCTh TPOMOO-
LIMTOB He BJIMSIIN Ha arperallMoHHbIe peaKIIM HOpMaJTb-
HBIX TpOMOOLIMTOB. MccnenoBaHus in vitro TIOOTBEPANIIN,
YTO CIIEICTBUEM CHUXEHUS OYHKIUM TPOMOOIIUTOB
MocJie BO3ICHCTBUSI SHAOTOKCUHA SIBJISIETCSI UCTOILEHNE
TpoMOouMNTOB [14].

OnpeneneHue BIUSIHUS OTUCGHYHKIIUA SHIOTETUS
Ha TeYeHHe M HCXOH TeMOJIUTUKO-YPEMUYECKOTO CHH-
npoMa TpeOyeT aaybHeliiero usydyeHus. JuchyHKiums
9HAOTENMS — 3TO HapylleHue OajaHca MeXIy Ipo-
IYKUIWeW  Ba3oAWIATUPYIOIMINX, AHTUIIPOIUdepaTuB-
HBIX M aTPOMOOTEHHBIX (haKTOPOB, C OJHOW CTOPOHBI,
U Ba30KOHCTPUKTOPHBIX, MPOIU(EPATUBHBIX BEIIECTB
U TIPOTPOMOOTUYECKUX COEIUHEHUI, KOTOphIE TMPOIY-
LUpYyeT 3HAOTeNUH, — ¢ apyroii [15—19]. duchyHxunmsa
SHIOTENIUS] MOXET OBbITh CaMOCTOSITEIbHON TPUINHOM
HapylIeHWsT KpOBOOOpAIIeHUST B OpraHaX M TKaHsX, TaK
Kak BbI3bIBAET CITa3M WJIM TPOMOO3 COCYI0B; HAPYIICHUSI
pPETMOHAPHOTO KPOBOOOPAILIEHUS TOKE MOTYT IMIPUBOIUTD
K nuchyHkunu aHporenus [20—22]. Heobxoanmo otme-
TUTh, YTO MOP(HOJIOTMYECKUM HapYIIEHUSIM B CTeHKE
COCY/IOB TIPEIIIECTBYIOT (DYHKIIMOHAIbHBIE M3MEHEHUS
cocynucroro sHpotenusi [23—27]. CaBur paBHOBecHsI
B CTOPOHY Ba30KOHCTPUKTOPOB M, KaK CJIEJCTBUE, HApY-
IIeHWe BA30MOTOPHOM (YHKIIMM 3SHIOTENUST CITOCO0-
cTBYeT (hOPMUPOBAHUIO CIa3Ma COCYAOB, HapyIIEHUIO
MUKPOLUUPKYISINAN U JIOKATbHOM nieMun. 1o MHEHUIO
psila aBTOPOB, XPOHWYECKasl TUITOKCUS TOYEK CITYKUT
IJIaBHBIM (DaKTOPOM TIOBPEKAECHUST TyOYTOMHTEPCTULIN-
aJLHOTO arapaTa To4YeK, MPUBOASIIINM K TPOTpecCcu-
poBaHUMIO MX XpoHUYeckoi OosesHu [28—33]. CrerneHb
BBIPAXXEHHOCTH TUCHYHKILIMU SHIOTEIUS CBsI3aHa C Mpo-
IPECCUPYIOIINM CHIDKEHUEM (PYHKIIMU TTOYeK W pa3BU-
THEeM HedpocKiiepo3a U CIYXKUT MPEeIUKTOpOM Hebiaro-
npusitHoro nporHo3a [33]. Cocynucrasi ceTb COCTaBJIsIET
OCHOBY (DYHKIIMOHWPOBAHUS TIO4eK. B mcciaemoBaHUsIX
V.B. XapaamoBoit u coatT. (2010) nokazaHo BIMSIHUE
ITUCGHYHKIIMU SHAOTENNS Ha (OpMUpOBAHME Hapylile-
HUI TeMOOWHAMUKU B TMOYKAX TPU HMX XPOHUYIECKOM
oosnesHu [34]. Takke mMpu3HaKW MUCHYHKIIMUA IHIOTE-
JIUST 3apPETUCTPUPOBAHBI Y TIALIMEHTOB, HAXOISIIUXCS
Ha auanuse. J. Malyszko u coaBt. (2010) [27] obGpa-
TWJIM BHUMaHHUE Ha BBICOKYIO CMEPTHOCTh y TaleH-
TOB C ypeMueii, MoylyJyarlux reMoIualin3, BCIIeICTBUE
CepACYHO-COCYIUCTON HEAOCTaTOYHOCTHU, BBI3BAHHOM
aTepOCKIePOTUYECKUMHU M3MeHeHUsIMU. [loBpexneHue
SHIOTEJINATBLHBIX KJIETOK HEM3MEHHO CBSI3aHO C TAaKUMU
COCTOSTHUSIMUA, KaK TpoM0OO3, THUIIePTeH3UsI, TToYed-
Hasl HeOCTATOYHOCTh U aTepPOCKIIEPO3, a TaKKe MOXET
OBbITH TIPUYMHONM YCKOPEHHOTO pa3BUTHSI aTepOCKIIe-
po3a y MalMeHTOB ¢ XPOHWYECKOM MOYEeUHOI HemTocTa-
TOYHOCTHIO. JIMCHYHKIIMS SHIOTENNSI COCYIOB BaxKHa

HE TOJILKO KaK MeXaHU3M, TOCPEICTBOM KOTOPOTO pas-
BUBAeTCsl XpoHMUYecKasi 0OJIe3Hb IMOYEK W CHUXKAETCS
(GyHKIIMS TTIOYEK, HO U KakK (haKTop, 3aryCKarolnii cep-
JIEYHO-COCYAUCThIE 3a0osieBaHms [35].

B Hacrosiiiee BpeMsi 0coOyo posib B MaToreHese
TEMOJIMTUKO-YPEMUUYECKOTO CUHIPOMa OTBOMSIT CBSI3SIM
TUCHYHKIIMMA SHIOTENUST C M3MEHEHUSIMM B CEPOTO-
HuHepruueckoir cucteme. CeporoHuH (5-HT) ciuyxur
OIHUM W3 IyCKOBBIX (PaKTOPOB aKTUBALIMU TPOMOOIIM-
TOB TPU arperaiyv U TpoMO0oOpa3oBaHUU. AKTUBALIUS
TPOMOOIIMUTOB MPUBOAUT K BHIOPOCY CEPOTOHMHA, KOTO-
peiit yepes peuenTtopbl 5-HT2a, Haxonsiiecs: Ha MeM-
OpaHe, aKTMUBU3UPYET JApyrue TpoMOOUMTHL. BBHIY TOTO
YTO TPOMOOLIMTAPHOE 3BEHO U aKTMBHOCTb TPOMOOIIUTORB
UTpaloT OOJBIIYID pOJIb B TATOTEHE3€ TEeMOJMTUKO-Y-
PEMUYECKOTO CHUHIPOMa, OTpeaeieHue KOHIIEHTpaluu
CepOTOHMHA B TUIa3Me€ KPOBU U TPOMOOLIMTAX MOXKET
MMETh TIPOTHOCTMYECKYIO 3HAauMMOCThb. B uccienosa-
HusX, mpoBeaeHHBIX A. Edefonti m coaBT. [36—38] eme
B 19851, ObUIO BBISIBJIEHO, YTO TPU BBICOKON KOHIIEH-
TpallMM CEPOTOHMHA B TUIa3Me€ KPOBM M HOPMaJlbHOM
YPOBHE TPOMOOIIMTOB MOXKET COXPAHSITHCS KJIMHUYECKast
KapTMHA TEeMOJUTUKO-YPEeMUYECKOTO CHMHIpOMa M TIpO-
WCXOJUTh TIPOTPEeCCUPOBAHUE MOPAXKEHUSI TOYEK IO UX
XpoHMUecKoit 0one3Hu. HopmanabHble ypoBHU TpPOMOO-
LIMTAPHOTO CEPOTOHWHA B TIEPUOJl PEMUCCUU TEMOJIUTU-
KO-ypEeMHUUECKOTO CUHIPOMa MOTYT CIIY>KUTh ITpU3HaAKaMU
OJIaronpUsITHOTO McXoda 3abojieBaHUsI, TTO3TOMY Heo0-
XOIUMBI JIOTIOJIHUTENIbHBIE MCCIIEAOBAHUS ISl OLIEHKU
MPOTHOCTUYECKON 1IEHHOCTM HU3KUX YPOBHE TpPOMOO-
LIUTAPHOTO CEPOTOHUHA Y IETEH C TTOPaKeHUEM TTOUEK.
CepoTOHMH — CHUTHaJibHas MOJIeKysa, KOoTopash Haxo-
JIUTCS B CUCTEMHOM KPOBOTOKE, TJi¢ BBHITIOJHSIET MHO-
KEeCTBO (DUBMOJIOTUYECKUX (YHKIIMI, BKJIOYas pery-
JISIUMIO TIEPUCTAJIBTUKU KMUIIEYHWKA, TOHYCa COCYIOB
W arperainuyd TpomOo1MTOB. Perentopbl cepoToHUHA
MOJpa3NessIIOTCSI Ha CeMb pPa3JIMUHBIX TTOJCEMEICTB,
KOTOpbIe MMEIOT MHOTO pa3HbIX TMOATUIIOB, YTO O0b-
scHseT dusnojorndeckne 3>¢G@GeKTbl 3TOTO BEIIeCTBa.
CepOoTOHMH — TIPOBOCIAJIUTENIbHAST MOJIEKYJia, BBICBO-
OoxmaeMasi aKTUBMPOBAaHHBIMM TpoMOouuTamu. Yacrtb
CepOTOHMHA, CUHTE3WPYyeMOro Ha mepudepun, Torao-
IIAeTcsT TPOMOOLIMTAMU, TIPM 3TOM OCTaeTCs TOJBKO
HeboubIoe KoandecTBo (<5%) cBOOOIHOTO CEPOTOHMHA
B m1a3Me KpoBu [39]. YpoBHU HUPKYIUPYIOIIETO CEepo-
TOHWHA YPEe3BbIUaiiHO HU3KUE, MTOCKOJbKY 3TO BEIlIECTBO
B OCHOBHOM HaKaIlJIMBaeTCsl B TPOMOOIIMTAX, KOTOPbIE
3aXBaThIBAIOT U BBICBOOOXIAIOT €ro yepe3 IMepeHOCUM-
koB. Eme B 1979 . M. Da Prada, G. Picotti [40] B cBOMX
WUCCIEeIOBaHUSX TIO0Ka3ajau, 4YTO COJAEpXKaHHUE CepoTO-
HUHa B TPOMOOIIMTAX B 25 ThIC. pa3 BbIIIE, YeM B IJIa3Me
KpOBH, y B3pocJibix B Bo3pacTe 20—35 net. B HopmMe cepo-
TOHMH aocturaet peternropa S-HT1 Ha sHmOTEIMATBHBIX
KJIETKaX M BbI3bIBAET BBICBOOOXKIEHWE OKCHIA a30Ta.
OTBET COCYAMCTOI CHUCTeMbl Ha CEPOTOHWH 3aBUCHUT
OT LEJOCTHOCTU 3HIOTENNATbHONW BBICTUIKU. OIHAKO
eCJIi DHIO0TeIMabHasI BBICTUIIKA HapyllleHa, YTO Ha0JIi0-
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JaeTCsT MPH 3a00JIeBAHUSX WIJIM TTOCJIe TpaHCIUIAHTALIMU
MoYeK, TPOMOOIIMTAPHBI CEPOTOHWH MOXET JOCTUTATh
[JIAJKHUX MBIIII COCYIOB U BIUSTH HAa BAa30KOHCTPUKIIUIO
B MecTe ToBpexaeHust cocynoB [41]. Tlpeanonaraercs,
YTO TIOBBIIIIEHNE YPOBHS CEPOTOHMHA B TJIa3Me CBSI3aHO
¢ mucbaJaHCOM MEXIy €ro 3aXBaTOM W BBICBOOOXIE-
HUEM, TTOOTOMY HeJTb3sl UCKJTIOUUTh HapyIllleHrue MeTabo-
JIN3Ma 3TOTO BEIEeCTBA MIPU MOBPEKIECHUN IHAOTETNATb-
HBIX KJIETOK [42].

BbIsIBIEeHO  MWTOT€HHOE  BIUSHUE  PELENTOPOB
5-HT2a Ha sHmorennandbHBIE KJIETKH, a PELENTOPOB
5-HT2B — Ha m1agkoMbIlIeYHbIEe KJIETKU COCYIOB. XPO-
HUYeCcKass arperauudsi TPOMOOIIMTOB W HaKOIJICHUE
CEPOTOHMHA B MECTaX COCYIHCTOTO TMOBPEXKACHUST BEAYT
K M30BITOYHOU MpoIrdepalii SHIAOTEUS U TJIaIKOMBbI-
IIEYHBIX KJIETOK, YTO CIYKUT HEOTHEMJIEMBIM 3BEHOM
pa3BUTHUS apTepUabHOW THIEPTEH3UM, aTepocKiepo3a
1 UIIeMUUYeCcKOl 0OJIE3HM cepliia, a TAaK:Ke MOXET OBITh
MapKepoM pa3BUTHS W TIPOTPECCUPOBAHUST TTOYECYHOM
MaToOJIOTMU Y JeTel ¢ TeMOJUTHUKO-YPEMUYECKUM CHUH-
npomoM [42, 43].

A. Parbtani u coant. (1980) [44] ycraHoBMIM 0OpaTt-
HYIO KOpPENSIIAI0 MEXIYy HHU3KUM YPOBHEM CEpPOTO-
HUHA B TPOMOOLIMTaX YW TIOBBIIIEHHBIM COAepKaHUEM
CEpOTOHMHA B TIJIa3Me y MAallMEeHTOB C TJIOMepyJoHed-
putoMm. B uccrnenosanusix C. Lood u coast. (2015) [45]
MOKa3aHo, YTO Yy TALIMEHTOB C JIOMyCc-He(GPUTOM ypo-
BEeHb CEpOTOHWHA B TPOMOOIIMTAX CHIKEH, a B TTa3Me —
MOBBIIIIEH. BaxkHO OTMETUTH, YTO HaOJIOmasachk oopart-
Hasg KOppeNsysl MEXIy TIOBBIIIEHHBIM YpPOBHEM
CEPOTOHMHA B TUTa3Me U CHIKEHHBIM YPOBHEM B TPOM-
0OOLIMTAX, YTO CBSI3aHO C IIPONOJIKAIONICICST aKTUBAIIei
rnociaegHnx. TakuM oOpa3oM, TTOHMKEHHBI YpOBEHb
CEPOTOHMHA B TIa3Me MOXKET OTpaxkaTh ITOBBIIIEHHOE
BBICBOOOKIEHNE W TTPOBOCTIAIMTELHOE JEHCTBIE 3TOTO
BeIlleCTBA Ha TIOYKU.

B eIMHWYHBIX WCCIEIOBaHUSX, TPOBEACHHBIX
y JeTell C TeMOJUTHKO-YPEMUUYECKUM CUHIPOMOM,
BBISIBJICHBI HU3KHWE YPOBHU TPOMOOIIMTAPHOTIO CEPOTO-
HUHA Ha paHHeW cTaauu 3a00JIeBaHUsI, YTO YKa3bIBaeT
Ha 00paTUMYIO arperaiuio TPOMOOIIMTOB U PELMPKYJIs-
1IMI0 JAerpaHyJIMpPOBaHHBIX TpoMOouToB. Yepe3 3 mec
rnocyie nebrpoTa 3a00JieBaHUS y AETEl C XPOHMYECKOM
MOYEYHOM HEAOCTATOYHOCTBIO U HEKPO30M KOPKOBOTO
BelllecTBa MOYEK COXPAHSIINCh HU3KUE YPOBHU CEPO-
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peluanBOB. BbICOKME KOHIIEHTpallUM CEPOTOHUHA
B TJ1a3Me, CHUXXKEHME YPOBHSI TPOMOOILIMTAPHOTO CEPO-
TOHMHA, a TaKXe CHUXEHUE COOTHOILICHUS TPoMOO-
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JIMTUKO-YPEMUYECKOTO CUHIAPOMA, TIPU KaKUX CTaIMSIX
00JIe3HU 3TO TIPOTEKAET M €CTh JIM pa3jinuus B Mexa-
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Oco0eHHOCTH KOTHUTUBHOTO Pa3BUTHA Y JieTeil pAHHEro M J0UIKOJIbHOrO BO3pacTa,
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Features of cognitive development in children of early and preschool age using gadgets
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O030p JMTEPATYPHI NOCBSAIIEH BJMSIHHIO TEXHOJIOTHYECKHUX YCTPOMCTB — ra/KETOB — HA paHHee KOTHUTMBHOE U peYeBoe pa3BuTHe
neteii. B panHem nerctBe Beayunieii (popmoii esATEIbHOCTH BBICTYNAET NMpPEIMETHO-EsATEIbHOCTHOE o0uIeHne, 3(h(PeKTHBHOCTH
BJMSIHHSL KOTOPOrO Ha pa3BUTHE pPeYH ONpeleNsieTcss B TOM 4YMCJe B3auMOJEHCTBHEM pedeHKa CO B3pOC/bIM (NpeaMeTHHIMH
NefiCTBUSIMH, YCBOEHHEM HA3HAYEHHS NPEMETOB, HCIIO/Ib30BaHUeM (hopM peueBoro ooueHus). Virpopas nesiTeIibHOCTb JOIKOJIbHUKOB
TOMOTaeT AKTUBM3MPOBATH O0IEHNE U B3aNMOJIEliCTBHE CO CBepCTHUKAMU. /[iuTeibHOe U 0€CKOHTPOJIbHOE B3aNMOIeiCTBHE JIeTeil
C Ta/UKeTAMH COMPSKEHO ¢ HEeJAOCTATOYHBIM BHUMAHUEM pOAUTENell M OJM3KHMX JIIo/eil, YTO HAPYHIAET NMpouecc KOMMYHHUKAIMN
M TO3HAHMS, 0COOEHHO CWJIBHO TOPMO3HUT MPOIECC PA3BUTHs pedyd. 3apyOekHbie NeauaTpuvecKue acCoManud PeKOMEHIYIOT
HCKJIIOYMTH MCII0JIb30BaHNE MOOMIbHBIX YCTPOMCTB y eTeii B Bo3pacte 0—2 JieT M OrpPAHMYMBATH MX UCTOJIb30BAHME OJHHM 4aCOM
B JieHb IS JeTeil B Bo3pacte 3—5 JjieT. BosbIIMHCTBO MCcenoBareieii BbISBISIOT CBA3b MEXKIY IIMTEIbHbIM HCIOJIb30BAHHEM
TaKETOB JOUIKOJIbHUKAMH, 3a/€PXKKOW pPa3BUTHS TNPOHM3BOJILHOTO BHUMAHHS, CONUAJIBHOTO B3aMMOJAEHCTBHS, HMCKAKEHHEM
KOTHUTHUBHOTO PA3BUTHS, 32/1ePKKOii pPA3BUTHS PEYH M OTMEYAIOT TAKHE NMOJIOKUTEbHbIE 3()(PeKThI, KAK BHICOKHIi YPOBEHb PA3BUTHS
HEeNPOM3BOJIbHOTO BHUMAHHUS, ObICTPOTA PeaKUK HA BHEITHHE CTUMYJIbI.

Karoueevie caosa: 0emu, KOCcHUmMUeHoe paseumue, peus, eadafcembt, 3a()epofcxa pevesoco pazeumusl.

Ans umtuposaHms: opobeu E.A., lamuposa P.I., Cxuptnagse A.B., lpycakos B.®., BonrvHa C.H. OcOBEHHOCTV KOrHUTUBHOIO pPas-
BUTUSI y AE€Tel paHHero v AOLUKOJIbHOro BO3pacTa, MCMOb3YLMX ragxeTsl. Poc BectH nepuHaton v neavarp 2021, 66:(5): 163-167.
DOI: 10.21508/1027-4065-2021-66-5-163-167

The article describes the impact of technological devices — gadgets — on the early cognitive and speech development in children. In
early childhood, object-activity communication is the leading form of activity; its influence on the speech development is determined
by the interaction of the child with the adult (object-oriented actions, the understanding of the purpose of objects, the use of verbal
communication). The play activity of preschoolers helps to enhance communication and interaction with peers. Long and uncon-
trolled interaction with gadgets is connected with insufficient attention of parents and caregivers, which disrupts the process of com-
munication and cognition, in particular, slows down the process of speech development. Foreign pediatric associations recommend
eliminating the use of mobile devices in children aged 0—2 years and limiting their use to one hour per day for children aged 3—5 years.
Most researchers identify a connection between the long-term use of gadgets by preschoolers, delayed development of endogenus
attention, social interaction, distortion of cognitive development, delayed speech development and such positive effects as a high level
of exogenus attention development, quick response to external stimuli.

Key words: children, cognitive development, speech, gadgets, speech delay.

For citation: Gamirova R.G., Gorobets E.A., Skhirtladze A.V., Prusakov V.F., Volgina S.Ya. Features of cognitive development in children of early and
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OOMJIbHBIE YCTDOﬁCTBa C CCHCOPHBIM JKpaHOM B KOTOPOM OY€Hb BBLICOKA HeﬁpOHHaCTH‘{HOCTB Mo3ra.

(cMapTOHBI U TUIAHIIEThI) B HACTOSIIEE BpeMs
UCTIONB3YIOTCS BCe OOJIBIITMM YMCJIOM JIeTeil B Bo3pacTe,

CoBpeMeHHbIX JeTell Ha3bIBalOT «IM(POBBIMU abOpHU-
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BBIX TeXHOJOTUi. JleTu, B3auMOJEHCTBYIOIINE C TEXHO-
JIOTUYECKMMU YCTPONCTBAMU, TIPAKTUUECKH C POXKIACHUS
HAuYMHAIOT paccMaTpuBaTh MX KaK HE3aMEHUMBIH 3Jie-
MEHT KM3HU, Y MHOTHX U3 JIETeil JOCTaTOYHO OBICTPO
pa3BUBaAETCs 3aBUCUMOCTD OT rajixkeToB [1].

OTOT (heHOMEH aKTMBHO M3ydyaeTcsl HEBPOJIOTaMM,
rncuxvaTpamu, TeauaTpamu, crieluaiicraMyu B o0a-
CTU KOMITbIOTEPHBIX TEXHOJOTUH, TICUXOJIOTUM pa3BU-
TUSI, TUHTBUCTAMM U TiegaroraMu. B HacTtosiiiee Bpems
yX€ B TOJOBAJIOM BO3pacTe NETU MOIYT MCIOJIb30BaTh
YCTPOMCTBA C CEHCOPHBIMU BKpaHaMH, JIETKO MepeMelia-
SICb CO CTpaHWUIIbl HAa CTPAHWUILY, UTPaThb B BU3YyaJIbHbIC
WUTPHBI, TpeOytolre ObICTPON TablieBOi peakuuu [2, 3].
LudpoBuzaius Xu3HeaesITEILHOCTH OOIIIECTBA U TTOSIB-
JICHWE TEeXHOJIOTUYECKMX WHHOBAIIM HAa COBPEMEHHOM
aTare OMpenessiioT MPUHIUITMATIBHO HOBYIO COIIMAJTb-
HYIO CUTyallMI0 pa3BUTUSI 4yejioBeKa JIroOoro Bo3pacTa,
U TIOJIOKEeHWE B BO3pPACTHOM TpyIine AeTelt paHHero BO3-
pacta XapakTepusyeTcsl KaK KPUTHYECKOE, TTOCKOJIbKY
opraHu3alusi COBMECTHOTO MPOBENCHNSI BPEMEHU POIIU-
TeJel M JeTel CYIIeCTBeHHO M3MEHUJIach, U He B JIyd-
IIyI0 CTOPOHY JUISI TApPMOHUYHOTO TICUXMUECKOTO pas-
BUTHUs pebeHka. CorjlacHO pesyJibTaTaM MCCIeI0OBaHUi,
HE3aBUCUMO MPOBEIEHHBIM B pa3HBIX CTpaHaXx, B IMOC/E-
HUE TOIbl BO3pacT Hayajla MCITOJb30BaHUSI Ta/KEeTOB
y JeTeil TOCTeNeHHO CHUKaeTcs, u moutu 50% neteit
B Bo3pacte 0—3 JIeT UCTIONB3YIOT XOTsI Obl OJJTHO YCTPOWi-
CTBO B cpeiHeEM 2—5 4 B fieHb [2—5].

Yacto cemMbu paccMaTpuBAIOT TaJKEThl KaK caMblii
nmpocroii  crocod 3¢h@eKTUBHOTO KOpMJieHUs (Ioka
pebeHOK eCT, OH CMOTPUT MYyJBTOUIbM), pa3Blieye-
Hus (peOGeHKyY JaeTcsi B pyKU TaikeT C pa3BUBAIOIIUMU
UrpaMM WM MyJbT(PUIBMaMU) M CIIOCOO 3acTaBUTh
CBOMX JIeTeil He MellaTh POAMTENISIM, KOTJa OHU 3aHSThI
nenamu. Psin ponuTtesneit MCKpeHHE MoJjiaraloT, YTO paH-
Hee BBEACHMUE TaKETOB B OOBIYHYIO KM3Hb peOeHKa
YCKOPSIET €T0 KOTHUTUBHOE pa3Butue [3, 6, 7].

JlokazaHo, 4TO YacToe U OecCucTeMHOe NpUMEHEHHUE
raKeToB y ieTelt 10 3 JIeT OKa3bIBaeT BbIpaKEHHOE BIIUSI-
HUE Ha HEOKpeMIyl HepBHYI cuctemy. B wactHocTH,
YCTAHOBJIEHO, YTO pa3BUTHE pEYM MMEET B3aMMOCBSI3b
C YaCTOTOI UCITOJIb30BaHMSI TA/IKETOB I BpEMEHEM MX BBE-
IeHus1 B XU3Hb pebeHka. Kpome Toro, ucrioiab3oBaHue
JIeBaiicOB COIPOBOXKIAETCS MAaJOMOABUXKHBIM TIOBE/Ie-
HUEM, BIMSIET Ha OOIIYI0 MOTOPHKY, BHITECHSIET 3HAUNMbIC
KOMTIOHEHTBI JIJIs1 Pa3BUTHUST (K KOTOPBIM, B YaCTHOCTH,
oTHocuTcsl peub) [8]. Mmeercss HemocTaTouHOE KOJM-
YECTBO HAYYHBIX MCCIIEIOBAHUM, PACKpPHIBAIOIIMX CYTh
BJIMSIHUSI PAHHETO MCTIOJb30BAHUS TaIKETOB Ha TICHUXM-
YecKoe pa3BUTHE JOIIKOJbHUKA B 1ieJoM. [IpakTrueckas
CJIO)KHOCTb TIPOOJIEMbI OOBSICHSIETCSI OTCYTCTBUEM KOM-
IJIEKCHOTO  TMarHOCTUYECKOTO MEXIUCIMITIMHAPHOTO
MOAX0/1a, TTO3BOJISIIOIIETO BCECTOPOHHE OIIEHUTH CTETIEHb
OTKJIOHEHWII B KOTHUTMBHOM DPa3BUTUU HeTell paHHEro
U JOIIKOJBHOTO BO3pacTa, BbI3BAHHOIO BO3IEHCTBUEM
ramkeToB (CIIOXHO OTACIUTh TaIKETHBIN (DaKTOp OT JIpy-
rux). Takum oOpazom, podsiemMa B3aMOCBSI3U UCTTOIb30-
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BaHUS TaJXKETOB JOLIKOJbHUKAMU U JI€BUALIMI B KOTHU-
TUBHOM pPa3BUTUU JNeTell BbILIJIA Ha HOBBINU YPOBEHb
n Tp€6y€T AKTUBHOI'O NU3Y4YCHMUI.

anI‘WIHbI OTKJIOHEHUI B KOTHATUBHOM pa3BuTuUnN
NMpPpu NCNoJib30BaHUU rag>XxetToe

IlepBble TpU roma XU3HU — 3TO TIEPUOI, B TeUCHHE
KOTOPOTO (hU3NUYECKOoe, TICUXOMOTOPHOE, COLIMabHOE,
SMOILIMOHAIbHOE, KOTHUTUBHOE M pPeYeBOEe pPa3BUTHE
MPOXOAUT OJHU M3 CaMbIX BaXXKHBIX O3TaroB, peOEHOK
HaXOIUTCSI B COCTOSTHUM TIEPMAaHEHTHOTO W3MEHEHWUSI,
dopmupyercst Oyayiasi IMIHOCTD. Jpyrast BaxkHasi 0co-
OGEHHOCTDb 3TOTO BO3pacTa 3aKJII0YaeTcsl B TOM, UTO JETH
B 3TOT TMEPUOJ TTOJIHOCTHIO 3aBUCAT OT B3POCIHBIX, KOTO-
pble MOTYT YIOBJICTBOPUTH HUX (PU3UYECKHE, TICUXO-
JIOTMYECKWEe W SMOILIMOHAIbHBIE MOTPEOHOCTH; COOTBET-
CTBEHHO YXOJ B3POCIBIX M YCJIOBUS OKPYXKAIOIIE Cpeb
MMEIOT pellallee 3HaYeHe Tl pa3BUTHUsS pedeHka [9].

B TpaguumMoHHON JIOTOMEAUU TIPUHSTO CYUTATh,
YTO aHaJM3 peYeBBIX HaAPYIIEHWN B KOHTEKCTE pas-
BUTHSI TTO3BOJISIET BBIIEIUTD BEIYIIN Ae(EKT U COMpO-
BOKIAIOIINE €Tr0 BTOPWYHBIE HApYIICHUS B pPa3BUTHUU
peuu st OTpeaesIeHUsT METOIOB MPOMWIAKTUKN pede-
BBIX HapyIIeHU ¥ MX KOPPEKIUK. B TIcMXoornyecKoi
JTepaType, KakK TIpaBUJIo, obOpallaeTcs BHUMaHUeE
Ha 3aKOHOMEPHOCTH HOPMAJbHOTO BO3pPACTHOTO pa3-
BUTHS B paHHEM U IOIITKOJILHOM JIETCTBE, T.€. B IEPUOIBI,
KOT/Ia JETU CEHCUTUBHBI IS aKTUBHOTO (POPMHUPOBAHUS
peun. B paHHeM nmeTcTBe Beaylleil ¢hopMoil JesaTeTbHO-
CTU BBICTyMaeT MpeAMETHO-AESITeIbHOCTHOE OOIIeHNE,
3¢ (HEKTUBHOCTL BIUSHUSI KOTOPOTO Ha Pa3BUTHE PEeUd
OTIpeNesIsIeTCsT B3aMMOIEMCTBUEM pebeHKa CO B3POCTbIM
(TpemMeTHOE JeiCTBUE, YCBOEHWE Ha3HAYeHUs TIpei-
METOB, MCMoJIb30BaHNe (GopM peueBoro odieHust) [10].
WHTeHcHBHOE pa3BUTHE pedyu HaOJogaeTcss MMEHHO
B JIOIIKOJIbHOM BO3pAacCTe, YTO BHI3BAHO CMEHOM BeIyIIeii
NIeSITeIbHOCTU — TIOSIBJIEHUE CUMBOJMYECKON (POJIEBOI)
WUTpbl. B MitagmieM IIKOJIbHOM BO3pacTe ydyeOHas aesi-
TEJbHOCTH BBICTYITAET OCHOBOW JIJIST COBEPILIEHCTBOBAHUSI
YCTHOW M THMCbMEHHOM peun. [ToHMMaHMe BaXKHOCTH
9THUX BO3PACTHBIX 3aKOHOMEPHOCTEN MMeeT MPUHIIATTI-
aJbHOE 3HAYEHUE TIPU PEIIeHUU BOTIPOca 00 MCITOIb30-
BaHWU TaKETOB Y TOIIKOJLHUKOB. Ecii B paHHEM BO3-
pacte TIpeIMEeTHO-IESITeIbHOCTHOE OOIIEHWE CBOTUTCS
K MHOTOYAaCOBBIM MAaHUITYJSILIUSIM C TaIKeTOM, TTO3Ha-
HUE OCYIIECTBISIETCS C TTOMOIIBIO CTHEIU(PUIECKOTO,
IO KOHIIA ellle He M3YyYeHHOTO MeXaHn3Ma, YMEHHUE BCTY-
MaTh M OPTraHU30BLIBATh POJIEBbIE UTPHI He (HOPMUPY-
€TCsI, MOTHB K OCYIIECTBJICHUIO YUeOHOU AeATeIbBHOCTU
¢dopmupyetcst 1100 ¢j1abo, JIMO0 NCKAKEHHO.

HapyLwueHusi pa3BuTus peum u ucnosib3oBaHue
ragxeToB

UpeamepHoe yBIeYeHUE IeTei TOIIKOIBHOTO BO3pacTa
rajpkeTaMi COIPSDKEHO C HENOCTATOYHBIM BHUMAaHUEM
poauTesieit 1 GIU3KUX JIIOIEH 1, B CBOIO OYepeb, TPOBO-
LIMPYET CHIDKEHNME MHTepeca peOeHKa K KOMMYHUKALINN.
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FaMupoea P.T. u coasm. OcoOeHHOCTH KOTHUTUBHOTO pa3BUTUA Y neTei PAHHETO U JOLIKOJbHOTO BO3pacTa, UCIIOJIBb3YIOIIMX IaIKEThI

S.C. Kucker u coaBt. [11] yctaHOBWIM, YTO TMOMagaHUe
HE3HAKOMBIX TIPEAMETOB B TI0Jie BHUMaHMS pebeHKa
paHHero BoO3pacTa M 3BYKOBOE COITPOBOXIECHHE 3TOTO
mpoiiecca CIMOCOOCTBYIOT —JIy4Illeii WX — accolvalvu
npy (HOPMUPOBAHUM PEUU, T.e. PeOCHOK BOCTIPMHUMAET
HEe3HaKOMOE CJIOBO KakK Ha3BaHue npeameta. Mccienona-
TeJIM TOKa3aJu, YTO JETH 3allOMMHAIOT JIydllle Ha3BaHUE
MpeaMeTa, eCIM UM J1aTh ¢ HUM TIOMTPaTh, TMOCKOJBKY
MpU 3TOM 3aJeHCTBYIOTCS pasHble aHanu3aTtopbl [11].
CoOTBETCTBEHHO CO3/laHue PeOeHKY He3HaKOMOI 00CTa-
HOBKU TTOMOTAET JIy4llle KOHLEHTPUPOBAThCS Ha CIIOBaX.
ABTOpPBI OAYEPKUBAIOT, YTO caM 10 cebe rakeT B COOT-
BETCTBYIOIIMX YCJOBUSIX TaKXke MOXeT (HhOpMHUpPOBaATh
HE3HAKOMYI0 00CTAHOBKY JUTSI KOHILIEHTPAIM BHUMaHUSI,
HO JaHHBI MpoIiecc HYXKIAeTCs B IIOCTOSTHHOM KOHTPOJIE.

M.B. benoycoBa u coast. [12] oOpalaloT BHUMaHue
Ha TO, YTO 4YacToe MCIOJIb30BaHWE NEThbMU TalKeTOB
CMoCcOOCTBYET O0IIEMY HEOPA3BUTHIO PEUU U Pa3BUTUIO
ayTUCTUYIHOTIOAOOHOTO MOBeneHus y aereir. Ha Mex-
JTUCIUTIIMHAPHBINA XapakTep MpoOJeMbl YKa3bIBaeT ToO,
YTO TPUMEHEHHE AETbMU TaIKeTOB BedeT K OErcTBy
OT PeaTbHOCTHU, OTYYXKICHUIO U HETMTOHUMAaHWIO B CEMbE,
o0IlIeHne B paMKaxX KOTOPOM SIBIsSeTCS HEOOXOmu-
MBIM YCJIOBUEM pPa3BUTHSI peud. B xome mpoBeaeHHOTO
B 2010—2013 . aBTOpaMu AMAarHOCTUYECKOTO HCCIIEI0-
BaHus 130 ceMeil ycTaHOBJIEHO, YTO paHHEEe 3HAKOMCTBO
JTIOITKOJTbHUKOB C TaIKeTaMU TOPMO3UT M YXYIIIAEeT pa3-
BUTHE TUAJIOTOBOI peuw, yXyallaeT KOMMYHUKATUBHBIC
CITOCOOHOCTH, KOTOpbIE, €CTeCTBEHHO, MOTYT pa3BU-
BaThCsl TOJIBKO B Mpoliecce obiieHns. bojee yeM B moJio-
BUHE cemeil (hyHKIMS OOIIeHUsI ¢ PeOEHKOM JIeJIerupo-
BaHa TaJXeTy, a UTPOBas AeATEIHbHOCTD JIeTell He TpeOyeT
ncnoib3oBaHus peur. COOTBETCTBEHHO MEHSIETCS LIeH-
HOCTHasl CTPYKTypa, 4TO MPUBOIUT K JIe30praHU3aIuu
U Aerpagaluu cuxudeckux pyHkimii [12].

N3meHeHUs KOFHUTUBHOIO U NCUXUYECKOro
pa3BuTuda nerten, UCNOJIb3YIOLWUNX ragXxeTbl

MHTepeCcHBIMU TIPECTABIISIOTCS TaHHBIE, TTOJTydeHHbIE
A.M. Portugal u coaBr. [13]. AHanu3y noaBeprajaoch pas-
BUTHE DHIO- M 3K30T€HHOTO BHUMAaHUS y JeTell, B Tede-
HHE UTUTEJTbHOTO BPEMEHUW MCITOJB3YIONINX CMapT(hHOHBI
U TUTAHIIETHI ¢ CEHCOPHBIMU dKpaHaMu. B aKcriepuMeHT
Bouun 40 AeTeii-AOIIKOJbHUKOB, TMOCTOSIHHO WCIIOJIb-
3YIOIINX TaKEThl B TeUeHNEe HECKOIBKUX JieT. Pe3ysbsrarel
roKaszajiu, 4To JJTUTEeJIbHOE BO3/IEHCTBIE YCTPOMCTB C CEH-
COPHBIM 3KPaHOM CBSI3aHO C 0oJjiee OBICTPHIM pa3BUTHEM
9K30I€HHOTO  (HEMPOM3BOJILHOTO,  XapaKTepU3yeMOTO
OBICTPOTOM PeaKIMU U 3aBUCSIIETO OT BHEIIHUX CTUMY-
JIOB) BHUMAHUSI M COMYTCTBYIOIIUM CHIDKEHUEM YPOBHSI
SHJIOTeHHOTO (rMpou3BosibHOr0) BHUMaHus [13]. V. Konok
U coaBT. [14] BBISIBUIM CBSI3b MEXIY MCIOIb30BaHUEM
TaKETOB, BEICOKMM YPOBHEM M30MPATEIbHOTO BHUMAHUST
U OTpaHUYEHHEM COIUABHBIX U KOTHUTUBHBIX HABBIKOB
y nomkoabHUKOB. G. Lissak [15] ormeTw1, uto upe3smMepHoe
UCTIOb30BaHNE CMapT(hOHOB UMEET HeraTUBHBIC MOCTe/I-
CTBUS B BUJIE HApYIIEHWI CHA 1 OXKUPEHUS Y IEeTE.

DKCIepUMEHTATbHBIE  MCCITEIOBAaHMS  TTOKA3bIBAIOT,
YTO MHTEPAKTUBHOCTh MOOMITbHBIX YCTPOMCTB MMEET TIpe-
WMYIIECTBA Tiepe/l MMACCUBHBIM IMPOCMOTPOM (HaIrpuMep,
MPOCMOTPOM TeJIeBU30pa) JIsi OOyYeHUS] M Pa3BUTUSI
CaMOpEryJISIIIMA MaJIeHbKUX JeTell, HO HOJTOe M 9acToe
HCTIOIb30BaHNE MOOMITBHBIX YCTPOMCTB CBS3aHO C 3a/IeP3K-
KO KaK pe4yeBOro pas3BUTHs, TaK M Pa3BUTHUSI CaMO-
perynsmuu [16]. B uccnenoBanuu D. Hipp u coasrt. [17]
00CyXIaeTcsl BOIMPOC MEPUENTUBHBIX W KOTHUTHBHBIX
OTpaHUYEeHUI, COIMAIBHBIX OMOp TIPU MCIOJb30BAaHUK
TapKEeTOB IEThMU B T€YEHUE JIOJITOTO BPEMEHU.

JINYHOCTHbIEe 0COOEHHOCTU AeTel AOLUKOIbHOro
BO3pacTa, UCMOJIb3YIOLWMNX FaaXeTbl

M.B. bopuosa u C.[I. Hekpacosa [18] oOpamaror
BHMMaHWE Ha TO, YTO B TOACHCTEME B3aWMOIEWCTBUS
JOIIKOJIbHUK—TaIKeT He BhIpabaThIBAIOTCSI OTBETCTBEH-
Hble OTHOIIEHUS C OKPYXKAIOIIMMU JTIOAbMU (B3aMMOIIO-
MOIIb, Ipyxk0a, 3a00Ta, OTBETCTBEHHOCTb 3a pe3yJbTaT
" 11p.). B Lensx moaTBepKAeHUST TIPEATIOIOKEHUS O TOM,
YTO CYHIECTBYIOT JIMYHOCTHBIE OCOOEHHOCTH TpUMEHe-
HUST TaIXeTOB JIEThMM aBTOPHI pa3paboTaav OMPOCHUK
«Mcnonmb3oBanne peOEHKOM 3JIEKTPOHHBIX TaKETOB»
(TIO3BOJISIET OTIPENEIUTH BPeMsl, CTETIeHb MCITOJIb30BAHUS
rapKeTa), 9KCIepTHHBIN ompoc «ColralbHO-TUIHOCTHEIE
CBOICTBa pebOeHKa» (BBISIBISIET OCOOEHHOCTH OOILEHUSI
JeTell ¢ POTUTENSIMA U B3POCIBIMU M OCOOEHHOCTH TIPO-
SIBJICHHMST HPABCTBEHHBIX KauyecTB). [IpuMeHeHMe onrcaH-
HBIX METOIWK WCCIeIOBAHUS B TPYIIeE TOITKOJIbHUKOB
MO3BOJIMJIO aBTOPAM BBISIBUTH TPU TPYIITBI POIUTEIIEH,
MO-pa3HOMY HOPMUPYIOIIMX MCIOJb30BaHWE IETbMU
TaJKeTOB: OOHM HUYEro He paspelaror, Apyrue pas-
pelaloT OOWH BUJ TaIKeTa; TPETbM — Cpa3y HEeCKOJIbKO
BusioB [18]. COOTBETCTBEHHO TTOC/IE IKCIIEPTHOTO OIpoca
BBISICHUJIOCh, YTO HOPMUPOBAHUE POIUTENISIMU BPEMSITIPO-
BOXKICHUS TOIIKOJBHUKA 32 TAIKETOM OYIET ONpenesTh
€ro JaJIbHEWIINIA YPOBEHb HPaBCTBEHHOTO, TICUXUYECKOTO
U collMajbHOTO pa3BuTus. JlanmbHeifliee HaOOICHNE
MOKAa3aJio, YTO UCTIOb30BaHNE JETBMHU TaIKETOB CHIKACT
HX CITIOCOOHOCTY K KOMMYHUKALIUK 1 B3aUMOJIEHCTBUIO.

B.P. Kyuma [19] momuepkuBaeT, 4TO HCMOJb30Ba-
HUE IeThbMU IU(PPOBBIX TEXHOJOTHIA, B MIEPBYIO O4YepeIb
rakKeToB, OTKPBIBAET HEOTpaHWYEHHBbIE BO3MOXKXHOCTH,
MpU 3TOM CITIOCOOHO HAHECTH HEOKpPENIIel TCUXUKE
M HpaBCTBEHHOI cgepe pebeHka Bpea. Tpedyer cBoO-
€ro pelreHust mpobaemMa TeOPeTUIECKOro 000CHOBAHUS
KOHIIENITYaJTbHBIX OCHOB TUTHMEHUYECKOM 6e30macHo-
CTU W PerIaMeHTUPOBAHUS KU3HENEATebHOCTU OeTei
B TIpOIleCCEe MCTIOb30BaHUs WH(MOPMAIIMOHHBIX TEXHO-
JIOTHI, pa3paboTKU CUCTEMbI pEKOMEHIALINH JIJIsT CeMei,
TJie IeTH UCTIOJB3YIOT TaKeTHI.

BnusiHne ncnonb3oBaHus ragxeToB poauTenamMmu
Ha KOrHUTUBHOE pa3ButTune peten

BrmsiHre Ha KOTHUTUBHOE pa3BUTHE AEeTeil OKa3bIBaeT
WCITOJIb30BaHME TaIKETOB HEe TOJIBLKO MMM JIMYHO, HO M X
poautensiMu. [leTu 1o 5 JeT CUIbHO 3aBUCST OT YYBCTBU-
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TEJLHOTO W OT3BIBUMBOTO TIOBENECHUSI POAMUTENEH MO0
BOCIUTaTeell B KOHTEKCTe (DOPMUPOBAHUSI TATTEPHOB
npuBsi3aHHOCTU. HapyleHust poauTeaTbCKOil 4YyBCTBU-
TEJLHOCTU MOTYT HEraTWUBHO TOBJIMSITh Ha TIPOLIECCHI
B3aMMOJICHCTBYSI pOAMTENIe U eTel, CBSI3aHHbIE C MPU-
BSI3AHHOCTBIO, U, KaK CJIEICTBUE, HA KOTHUTHUBHOE pas-
Butue neteit [20]. Ponurenu, ncnosb3yoolime MOOUIbHbBIC
YCTPOICTBA, HE pearnpoBajv Ha MPOChObI pedeHKa MOUYTH
B TIOJIOBUHE HaOJIIOJaeMbIX CIyyaeB; OTMEYaeTcsl 3aMeT-
HOE CoKpallleHe BpeMeH! BepOabHOTO 1 HEBEPOAJTbHOTO
0011IeHUsI poauTesield ¢ JeTbMU, COBMECTHBIX 3aHSITHUIA.
IMpuBep:keHHOCTh K cMapTdoHaM M TIIaHIIETaM CaMUuX
ponuTtesieii KOppeaupyeT ¢ MEHbBIIEH UX OT3bIBUMBOCTHIO
K mpocbkbamM pebeHka. WMcciaemoBaHue, TMpPOBEISHHOE
M. van den Heuvel n coaBt. [21], TTpoIeMOHCTPUPOBAIIO
3HAYUTEJIBHYIO CBSI3b MEXIy aKTHBHBIM MCIIOJIb30Ba-
HUEM MOOWJIbHBIX MYJIETUMEIUNHBIX YCTPOMCTB B CEMBbSIX
U 3aIeP>KKOM 9KCPEeCCUBHOM peun y 18-MeCsSIuHBIX 1eTei.

0O63opHoe uccienoanue B. Rocha u C. Nunes [22],
nposeneHHoe ¢ 2011 mo 2018 1., mokasano, 4Tto y nerei
mjammie 5 JeT yuepd OT HCIOJIb30BaHUST YCTPOMCTB
C CEHCOPHBIM 32KpaHOM TIPEBOCXOAUT TMpPEUMYyIIe-
CTBa, OCOOGHHO KOTJa 3KPaHHOMY BPEMEHM YAeJsIeTCs
10 HECKOJIKO YacoB B JICHb.
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3aknovyeHue

3apyOexHble TieauaTpuyeckue accoumauuu [23]
PEKOMEHIYIOT UCKITIOYUTD UCIOJIb30BaHNE MOOMITBHBIX
YCTPOMCTB y AeTeir B Bo3dpacte 0—2 jeT U orpaHU4YM-
BaTh MX UCITOJb30BaHNE OJHUM YacOM B JeHb TS IeTei
B Bo3pacte 3—5 ner. Takne pekoMeHmalMy ObUIM pa3-
paboTaHbl TIOCTE W3YYEHUS] BIMSIHUS BJIEKTPOHHBIX
MOOUJIBHBIX YCTPOMCTB Ha pa3BUTHE AeTedl BO MHOTHX
uccaenoBanusax. OnHo u3 HUX BkIoyano 3115 yyact-
HUKOB M ObUIO HAIMpaBJIeHO Ha M3y4eHUE BOCTIPUSTUS
OOIIIECTBEHHOCTBIO PHCKA, CBS3aHHOTO C WCMOJB30-
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OPUINHAJIbBHbBIE CTATbU

I/ICXOZ[I)I aTOIIMYECKOro aepMmarura, MaﬂmbecmponaBmero HaA NMEePBOM Ioly 2KU3HH

X.M. Baxumoe', U.H. Cepounckas?, T.I. Manranuuesa’

'PreQy BO «KasaHckumii rocyaapCTBEHHbIN MeANLMHCKNIA yHuBepcuteT» MuHagpasa Poccun, KasaHb, Poccus;
2[leTckas ropoackas nonvknuHmuka N26, KasaHb, Poccus

Outcomes of atopic dermatitis manifesting in the first year of life

Kh.M. Vakhitov', I.N. Serdinskaya’, T.G. Malanicheva’

'Kazan State Medical University, Kazan, Russia;
2Children’s City Polyclinic No.6, Kazan, Russia

IIpoBenen ananu3 165 ucTopmii pa3BUTHSA JeTeil ¢ ATONMYECKUM JE€PMATHTOM, HAYABIIMMCS HA TMEPBOM IOy JKHU3HH, B TeUeHHE
10 ner. ITo nannbiM 10-s1eTHEro HAGIONEHNS BbISBJIEHBI PAa3HbIE UCXObI 3200J€BaHHs, HA KOTOPbIE BJIMSIOT TSDKECTh TeYeHHs,
KJIMHAYeCcKue ()OPMBI IEPMATUTA U CPOKHM €ro Havaia. biaronpusTaeii ucxon ¢ noyHoi pemuccueii ormevasics B 30,9% ciayuaes
M Yaie BCTPeYasics y JeTeii ¢ JerkdM TeyeHHeM ATONMUYECKOro JAepMaTHTa, MPU OCTPOii IKCCyIaTHBHOM (hopme U Havalie 3a00J1e-
BaHud B Bo3pacre crapiue 6 mec. ITepexon B xpoHuueckyio ¢opmy ormevasics B 14,5% ciyuaes u yaie UMeJics y JeTeil CO cpeHe-
TSKEJIBIM Te4eHHeM 00J1e3HI, IPUTEMATO3HO-CKBAMO3HO# (hopMoii M HayasI0M 3a00sieBanus B Bo3pacte 4—6 mec. Passutue pecnu-
paTopHbIX (hopm a/uiepruu (AIEPruYecKoro PUHUTA H OPOHXMAIBHOI ACTMbI) 0TMeYaJioch B 54,6% ciiyyaeB M yaile BbISBISAIOCH
Y ANMEHTOB CO CPEIHETSIKENBIM U TSIKEJIbIM TeYeHHEM aTONMYECKOro JepMATHTA, IPUTEMATO3HO-CKBAMO3HO# (hopMOii 1 IKcCyna-
THBHO# (hopMmoii ¢ TuxeHnbuKaueil 1 HA4Ya10M 3200J1€BAHNS B MEPBbIEe 3 MEC JKHU3HHU.

Karoueevie caosa: demu, amonu4ecKuil depMamum, masoaicecmsp meueHus, CpoKu Maﬁmj)ecmauuu, Uucxoob.

Ans untuposanums: Baxutos X.M., CepaunHckasi U.H., ManaHnyesa T.I. Vicxoabl aTonn4eckoro aepmatura, MaHndecTnpoBaBLUEero Ha rnepBom
roay xu3Hu. Poc BecTH nepuHaton v neavatp 2021; 66:(5): 168-171. DOI: 10.21508/1027-4065-2021-66-5-168-171

For 10 years the authors analyzed 165 clinical cases of children with atopic dermatitis, which manifested in the first year of life.
According to the 10-year follow-up, the authors revealed different outcomes of the disease, depending on the severity of the course,
clinical forms of dermatitis and the timing of its onset. Favorable outcome with complete remission was observed in 30.9% of cases
and was more common in children with a mild course of atopic dermatitis, acute exudative forms and with the onset of the disease
at the age over 6 months. The transition to chronic forms was noted in 14.5% of cases and more often took place in children with
a moderate severe course of the disease, erythematous-squamous forms and the onset of the disease at the age of 4—6 months.
The development of respiratory forms of allergy (allergic rhinitis and bronchial asthma) was noted in 54.6% of cases and was more
often detected in patients with a moderate severe and severe atopic dermatitis, erythematous-squamous forms and exudative forms
with lichenification and onset of the disease in the first 3 months of life.

Key words: children, atopic dermatitis, severity of the course, timing of manifestation, outcomes.

For citation: Vakhitov Kh.M., Serdinskaya I.N., Malanicheva T.G. Outcomes of atopic dermatitis manifesting in the first year of life. Ros Vestn
Perinatol i Pediatr 2021, 66:(5): 168-171 (in Russ). DOI: 10.21508/1027-4065-2021-66-5-168-171

AZOHH%CKHﬁ JNIEPMATUT y IETE — IMUPOKO pacrpo-
TpaHeHHOe 3a0oJieBaHWE, 4YacTOTa €ro pa3BUTHUS
coctaBiseT ot 15,6 mo 35% [1-3]. 3aboneBaHKne Xapak-
TEpU3yeTCST paHHUM HadajioM, HeTpepbIBHO-PEIUIN -
BUPYIOLIUM TE€YEHHEM U PE3UCTEHTHOCTHIO K Teparmuu
[4—6]. ATormuecKuii TepMaTUT — TIepBasi CTaausl «aTo-
MAYECKOT0 Mapiia», KOTOPBI TIPENCTaBIsIET COOOW
€CTeCTBEHHOE TeUYeHMEe aTOMUYecKux 3aboJeBaHU
C BO3pacTHOW TOCJIEA0BATEbHOCTHIO DPA3BUTUSI CEH-
CHOMIM3AIIA U KIMHUIECKUX CUMITOMOB, MMEIOIINX
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Cepnunckass Muna HukonaeBna — Bpau-nenuarp J1eTCKoil ropoacKoil Mou-
KIMHUKN Ne6

420073 KazaHb, yi1. OtpagHas, 1. 38 A

TeHIIEHIINIO K CITOHTaHHO# pemuccum [7—9]. Uccneno-
BaHMS TOKa3aju, YTO TMEePBBIMU KIMHUYECKUMM TPO-
SIBJICHUSIMU «aTOTIMYECKOTO MapIlla» CIyKaT CUMIITOMBI
aTonmuyeckoro aepMatura. Tak, B [epMaHUM MpOBEIEHO
MHOTOLIEHTPOBOE MUCCJIeIOBaHUE, BKJIOYaBlliee 7-JeT-
Hee HaOJIoIeHNe 32 MeThbMU, KOTOPHIM C 3-MECSTIHOTO
BO3pacTa BBICTAaBJIEH IMArHO3 aTOMUYECKOTO JepMa-
tuTa. B pmanbHeiimeM K 5-JeTHeMy BO3pacTy y aeTeit
TPYMITBl PUCKa YacToTa OPOHXMATbHOM acTMbI W/WIU
ajutepruyeckoro puauta coctasuia 50% [10]. B rpymmy
pUCKa BONIIM JETH C aHAMHECTMYECKUMHM (ayiep-
ruyeckue 3a0o0JieBaHUsSI y 2 YJEHOB CeMbM U Ooiee)
uiu J1abopaTOpHbIMU  (MOBBIIIEHHBI ypoBeHb IgE
B ITyMTOBUHHOM KPOBU ITyMOBUHBI) HEOJIAroMpusITHBIMU
dakTopamu [10]. ABTOpHI caejlaJii BBIBOI O TIPSIMOIA
B3aMMOCBSI3M W TIOCJIEIOBATEIHBHOM TTOSIBIICHUY aTOTIN-
YeCcKOro JepMaTuTa, (POpMUpPOBAHUM paHHEN CEeHCU-
OMIM3alNy U Pa3BUTUN QJJICPTUIECKUX 3a00JIeBaHMI
JIBIXaTeTbHBIX MTyTe.

JIlpyrue HaydHble TPOCTIEKTUBHBIC WCCIEAOBAHMS
YCTAHOBWJIM TTaTOTEHETMUYECKYIO B3aMMOCBSI3b aTOIMUYe-
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CKOTO JIepMaThTa C PeCIUpPaTOpPHBIMU (popMaMul auiep-
ruu [11]. H.L. Rhodes 1 coasr. (2001) [12] ocyiiecTBuau
HaOmoneHne 3a 3mopoBbeM 100 meTeil M3 cemell ¢ OTs-
TOIIEHHBIM aJUTePTOJIOTUIECKUM aHaAMHE30M B TeUeHHe
22 7net. BwigBiieHO, YTO 3a00JIEBA€MOCTH ATOIMYECKUM
JIepPMaTUTOM OblJIa MAaKCUMAJIbHOM y JIeTeil IepBoro roma
SKW3HU, JTOCTUTasl TMKa B Bo3pacTe | roma, 3aTeM CHU-
Xajmach 0 5% K KOHILy WcCIenoBaHUs. B To e Bpems
4acToTa Pa3BUTHS aJIEPTUYECKOTO PUHUTA MOCTETIEHHO
Bo3pacrtana ¢ 3 1o 15%, a 4Kciio MalMEHTOB CO CBUCTSI-
MU XPUTTAMU B JIETKUX YBEJTMUUBATIOCH C 5% Ha TIepBOM
roay 1o 40% k kon1ty ucciemoBanus [12]. ComoctaBuMbie
pe3yabTaThl MOJTy4eHbl U TIPU MPOCTIEKTUBHOM HabJTIO/Ie -
HUM B TeueHUe 8§ JIET 3a JeThMM C aTONMMYECKUM JepMa-
TUTOM, CTaBLIUM TIEpPBOM KIMHUYECKOW MaHMbecTalmein
«aronmyeckoro Mapiia». C TedeHHMeM BpeMEHU perpecc
CUMIITOMOB JepMaTuTa Tipomsomen y 91,3% mnamuen-
TOB Ha (hoHe MaHM(ECTALMU aIJIePrMUecKOro pUHUTA
y 45% neteit 1 OpoHXUATBLHON acT™MBI Y 43%. BhIsiBIEHO,
YTO CTETEHb TSKECTH aTOMMYECKOTO JepMaTUTa U YPOBHU
obuiero u cretmduyeckux IgE B cbIBOpoTKEe KpoBU CiIy-
XaT (haKTopaMM pucKa (OPMUPOBAHUS OPOHXUATBLHOM
actMbl. [Ipudyem y aeTeli ¢ JIETKUM TeYeHHEM JepMaTuTa
He OTMEYEHO TIOSIBJICHUST PeCIMPaTOPHBIX (GopM auiep-
MU, a TIPU TSOKEJIOM TeYeHUU 3a00JieBaHUs OpOHXMAITb-
Hasl acTMa pa3Buiach y 70% nerteii [13, 14].

Ienp uccaenoBaHusa: n3ydeHUe PasIUIHBIX BapUaH-
TOB HCXOJOB aTOMMWYECKOIrO JepMaTuTa, HayaBIIETOCs
Ha TTIepBOM TOJY KU3HU Y JIeTel, B 3aBUCUMOCTH OT TSKe-
CTU T€UEHUSI, CPOKOB TOSIBICHUS U KIMHUIECKUX (PopM
3a00JIeBaHMSI.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHNSA

B Ttewenue 10 jer ocCylIECTBISIIM AMHAMUYECKOE
HabmoaeHWe 3a 165 manueHTaMu ¢ aTOMUYeCKUM JepMa-
TUTOM, MaHUMECTUPOBABIIUM Ha MEPBOM TOAY KU3HU,
a TakXXe BBIKOMMPOBKY JAHHBIX M3 WCTOPUU Pa3BUTUSI
pebeHKa, BBIMMCOK M3 crauuoHapoB. OlieHWBAIA TpU
BapMaHTa TEUEHMS M MCXOAa aTOMUYECKOro JepMaTHUTa:
MOCTETNeHHasT perpeccusi CUMIMTOMOB TMOCJe 2-JIETHETO
BO3pacTa M OTCYTCTBUE PECIMPATOPHBIX (popM aliepruu
(OGarornpusITHBIN MCXOM); XpPOHU3AIIMSI Tpoliecca ¢ mepe-
XOZIOM B JIETCKYIO (ha3y aTOMAYECKOTO AepMaTUTa B OTCYT-
CTBUE pecrnpaTOpHbIX (opM amnepruu; GopMupoBaHUe
aJUIeprUYecKoro pUHUTA Y OPOHXUAJIBHOM aCTMBI.

30,90%

54,60%

Cpenu HabogaeMbIX IeTeil ¢ MilajieHUYecKoi (ha3oit
aTOMMYECKOTO JepMaThUTa MaHM(becTalnus 3a00JIeBaHUS
B TiepBbIe 3 Mec XU3HU oTMedanach y 40%, B Bo3pacTe
oT 4 1o 6 mec —y 32,7%, crapie 6 mec —y 27,3%. Ilpe-
00JIamano CpeaHeTsIKenoe TedeHue OO0JIe3HU, KOTOpOoe
otMedanoch y 50,9% neteit, Jerkoe TeuyeHHWe BCTpeva-
Jock y 36,4%, tsaxenoe — y 12,7%. Yaiie Habmomanach
JKCCyIaTUBHAs KIMHWYecKass opma — y 41,8% nerei,
3PUTEMATO3HO-CKBaMO3Hasi (opMa JAUAarHOCTUPOBaHA
y 32,7%, skccymatuBHasl hopMa ¢ JTUXeHU(UKALIUEH —
y 14,6% wn spuTeMaTo3HO-CKBaMO3HasI ¢ JUXeHU(UKa-
umeit —y 10,9%.

Craructuueckyro o0pabOTKYy MOJYYEHHbIX NaHHBIX
BBITIOJTHSIM C TIOMOIIIBIO TTakeTa ImporpaMm Statistica 10
(StatSoft, CIIIA) c ucnosb30BaHMEM METOJIOB Bapua-
LIMOHHOM cTaTUCTUKU. CpaBHEHME IBYX HE3aBUCHMBIX
BBIOOPOK TIPOBOAWIIM C TIOMOIIIbIO f-KpuTepusi CTbIO-
neHTta. CTaTUCTUIECKM 3HAYMMBIMU CUMTATU Pa3THYMsI
npu p<0,05.

Pe3ynbTathl  06cyxaeHue

Ha ocHoBe 10-JleTHETO MOHUTOPUPOBAHUS M3YYEHBI
BapMaHThl MCXOIA aTOMMYECKOTO JepMaTHUTa, Pa3BHB-
merocst Ha 1-m roay xusHu (puc. 1). [lpu sTom yarie
BCEro OTMEYalloCh (OPMUPOBAHME PECITMPATOPHBIX
¢dopm amtepruu (aUIeprudecKuii pUHUT U OPOHXUAITb-
Has acTMa), pexxe — OJIaronpUSTHBIN UCXOM C TTIOCTENeH-
HOIi perpeccrieil CHMIITOMOB U JOCTVKEHUEM PEMUCCUN
B OTCYTCTBUE PECIUPATOPHBIX (DOPM aJIEepTUM U PEIKO
HabTIoIasICcs TIepexoa B XpOHUUECKYI0 (GOpMy aTormuye-
CKOTo JepMaTuTa. BBISIBIEHO, YTO Ha WCXOMI aToIuye-
CKOTO JIepMaTuTa BIIUSIOT CPOKHU OT Havyasia 3a00JIeBaHMS,
TSDKECTh TE€YSHUS M KITMHUYeCKUe (hOpMBI 3a00JIeBaHUS.

B rpynme nmereit ¢ mocreneHHON perpeccueit cuM-
NTOMOB K 2—3 ToIaM M JOCTMXKEHUEM PEeMUCCUM 3a00-
JIeBaHUSI B OTCYTCTBHME DPECIUpPATOPHBIX (opM aiep-
run (OJaronpUsITHBIA WCXOM) aTONMUYECKUN OepMaTUT
yale 1eGI0TUPOoBal B Bo3pacTe crapiie 6 mec —y 52,9%
(»<0,05), pexxe — B Bo3pacTe 4—6 Mec — y 35,3% u penxo
WMelT paHHee Hauaso 10 3 Mec xxu3uu —y 11,80% (puc. 2).
B nanHo#l rpynme neteil mpeoOsagaio Jierkoe TeueHue
3aboneBanus —y 70,60% (p<0,05), Torma Kak cpemHeTsI-
JXeJloe TeueHue Berpedanoch y 29,40% nauueHToB. et
¢ GJIarompUSITHBIM MCXOIOM 4Yallle MMeJTU DKCCydaThB-
Hylo ¢opmy Gonesnu — 76,4% (p<0,05), pexxe — apute-

O lMonHas pemuccumns AL

B XpoHuyeckue chopmbl ALl

0O PasButue pecnupatopHbIx popm

14,50%

Puc. 1. Ucxonpl aTonmyeckoro aepmatuta (AJl), manudecTupoBaBuiero Ha nepBoOM roay XKU3HH JeTeid.
Fig. 1. Outcomes of atopic dermatitis in children, manifested in the first year of life.
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MaTO3HO-CKBaMO3HYyI0 (popmy — 23,60%. Heobxomumo
OTMETHTb, UYTO CPEAU JeTeil ¢ OJaronpUATHBIM MCXOIOM
aTOMMYECKOTO JIepMaTUTa He OBIJIO TALMEHTOB C TSKe-
JIBIM TedyeHWeM 3aboyieBaHUsI M Y HUX OTCYTCTBOBAIU
Nnpu3HaKy TuxeHupukauun. TakuMm oOpa3oM, O1arorpu-
SITHBIA MCXOJ aTOMMMYECKOTO IepPMATUTA C TMTOCTETIEHHBIM
perpeccoM CUMITOMOB M JOCTHKEHHEM TTOJTHON peMuc-
cum 3aboyieBaHUs K 2-JIETHEMY BO3pacTy vallle BCTpe-
qajicsl TIPY Havyajle aTOMMYecKOro JepMaTUTa B BO3pacTe
crapiie 6 Mec, IIpH JIETKOM TeUdeHUsT O0JIe3HU U TTpeodIa-
JIAHUU OCTPBIX 9KCCYITATUBHBIX (POPM.

B rpynine nereit ¢ XxpoHu3auuei mpoiecca u rnepexo-
JIOM B JAETCKYIO (Da3y aTONMMUYECKOTO JepMaThuTa B OTCYT-
CTBHE PECITUPATOPHBIX (POPM aJIepruy JAepMATUT dJallle
nebroTupoBall B Bo3pacte 4—6 Mec — y 62,5% (p<0,05),
pexxe — B Bo3pacte crapiie 6 mec — y 25,0% u penko —
B Bo3pacte 10 3 Mec — y 12,5% (puc. 3). B manHoi
TpyIre AeTeil TMpeobiamaio CpeaHeTSIKeNIoe TeueHUe
3aboneBanusa — y 50,0% (p<0,05), Torma Kak Jerkoe
TeyeHue BcTpevasnoch y 37,5% mallMeHToB, a TsKeloe —
y 12,5%. Tlo xnuHU4YecknM opmaM 3a60JIeBaHUS IETH
C XpOHM3allMell TMpollecca Jalle UMed dPUTeMaTO3HO-
ckBaMo3Hy10 (popmy — v 50,0% (p<0,05), skccymaTus-
Has U JTUXeHOMTHAst (DOPMBI BCTPEYATUCh C OMMHAKOBOM
yacTotoit —y 25,0% neteit. Takum 06pa3om, XpoHU3AIUS

52,90%

OPUINHAJIbBHbBIE CTATbU

Mpoliecca ¢ MepexoaoM B JETCKYIO a3y aTONMmUYecKOoro
JepMaTHTa Jallle BcTpevyaiach MpU Havyajie 3a00IeBaHUst
B Bo3pacTe OT 4 1o 6 Mecsl, TIpU CPEeTHETSIKETIOM Teue-
HUY OO0JIE3HU U TIPEOOIalaHNy IPUTEMATO3HO-CKBaMO3-
HBIX (hOPM.

B rpymmie mereii ¢ hopMUpoBaHMEM PECITMPATOPHBIX
dopm amtepruu (aIeprudyeckKuii puHUT, OPOHXUAITb-
Has acTMa) aTONMMYECKUI IepMaTHUT Yalle WMeJl paHHee
HauaJjo B miepBble 3 Mec ku3Hu — y 63,3% (p<0,05), pexe
MaHUudecTrpoBai B Bo3pacte 4—6 mec —y 23,3% u penko
OTMeYajioch Havayio rocie 6 Mec XusHu — y 13,4%
(puc. 4). V nereit maHHOI1 Tpyrmbl Mpeodianaio cpe-
HeTsDKeJloe TedeHue 3aboneBanne — y 63,3% (p<0,05),
TOTa Kak TsbKejioe TeueHue BeTpevanoch y 20,0%, a ner-
Koe TeueHune — y 16,7%, 4T0 COOTBETCTBEHHO B 1,6 pa3a
yaiie 1 B 2,2 pa3za pexe, 4eM B TpYIINe JeTeil ¢ XpOHU-
3aumeit mporecca (p<0,05). Takum oOpazom, y nerei
¢ (opMHUpOBaHMEM PECITUPATOPHBIX (OPM aIepTun
Mpeobaano CpeIHETSIKEI0e W TKEJI0e TeUueHHUE aTo-
mmueckoro aepmaruta (83,3%), a'y neteii ¢ XxpoHU3armein
Tporiecca — cpenHeTsekesoe u yerkoe (87,5%). Io k-
HUYEeCKUM (opMaM IepMaTUTa IeTH ¢ (hOpMUPOBaHUEM
pecrupaToOpHBIX (DOPM aJIJIEPTUN Yallle UMEJIN dKCCyaa-
TUBHYIO (OPMY, DKCCYTaTUBHYIO C JUXeHUdUKaIe,
SPUTEMATO3HO-CKBAMO3HYIO ¢ JnmxeHUbuKanueir — 40%

11,80%

@ o 3 mec
B OT 4 go 6 mec

35.30% [0 CTtapLue 6 mec

Puc. 2. Bozpact MaHHu(ecTAIH ATONMHYECKOr0 AEPMATHUTA Y IeTeld ¢ 0J1aronpUATHHIM HCX0I0M 3200/ I€BAHHUA.
Fig. 2. Age of the onset of atopic dermatitis in children with a favorable outcome of the disease.

25,00%

12,50%

@ o 3 mec
B Ot 4 no 6 mec
O CtapLe 6 mec

62,50%

Puc. 3. Bo3pact manudecTanuy aTONMYECKOr0 1ePMATHTA Y JIeTeil ¢ XPOHU3AIMeii mpouecca ¢ nmepexoaoM B IETCKYIo ¢a3y.
Fig. 3. Age of the onset of atopic dermatitis in children with chronicity of the process with the transition to the childhood phase.

13,40%

23,30%

O Jo 3 mec
B OT 4 go 6 mec

O CTtapLue 6 mec
63,30%

Puc. 4. Bozpact manudecTAIMH ATONMMYECKOTO EPMATHTA Y jieTeii ¢ popMUpoBaHHEM PeCIHPATOPHBIX GOPM ajLiepruu.
Fig. 4. Age of the onset of atopic dermatitis in children with the formation of respiratory forms of allergy.

POCCUCKWIA BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2021; 66:(5)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(5)



Baxumos X.M. u coaem. Vicxopl aTOMMIECKOTO Jaepmartura, MaHM(I)eCTHpOBaBH_[CI‘O Ha epBOM roay XKU3HU

(p<0,05), pexe H30JIMPOBAHHYIO 3PUTEMATO3HO-CKBa-
Mo3Hy10 Gopmy — 33,30% M U3OIUPOBAHHYIO IKCCY-
natuBHyl0 — 26,7%. Takum obGpa3oM, (opMHUpOBaHUE
pecrupaTopHbIX (OopM ajulepruu dYaile BCTpevyanoch
MpU paHHEeM Hayajie aTOIMWYECKOro JepMaTuTa B BO3pa-
cTe 10 3 Mec, TIPU CPETHETSIKEIOM U TSKEJIOM TeYeHU N
JepMaTUTa U TTpeodIafaHy KITMHUYECKUX (hOPM C JINXe-
HUDUKAIMEN, YTO CBUAETEIHCTBOBAJIO O paHHEN XPOHU-
3allMM KOKHOTO TIpoliecca.

3akntovyeHune

HaGnonenue B Teuenue 10 Jjer 3a maiMeHTaMu,
UMEIONMMI Ha TIEPBOM TOMy XXKW3HU aTOIMMYECKOTO
NepMaTUTa, TIO3BOJWIO BBISIBUTH pa3HBIC BapUaHTHI
rcxona 00Jie3HU, Ha KOTOPBIE BIUSIIOT TSDKECTh TCUSHUSI,
KIMHUYECKNe (HOpPMBI W CPOKM Hadada 3a00JIeBaHMUS.
IMocTeneHHasT perpeccusi CUMIITOMOB C TIOJTHOW peMucC-
cuelt JepMatura K 2 romam otMmedaiach B 30,9% ciydaeB
U Yamie BCTpedanach y JIeTeil ¢ JIeTKMM TeUeHUEeM aTo-
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OPUINHAJIbBHbBIE CTATbU

CpaBHuTe/IbHBI aHAIU3 3¢ (PEKTUBHOCTH MHIMOUTOP3AMHUIIEHHBIX e aoCTOPHHOB,
¢hopTudHIMPOBAHHBIX 0A3HCHBIM AHTHOHOTHKOM
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Comparative analysis of the effectiveness of inhibitor-protected cephalosporins fortified

with basic antibiotic

R.N. Mamleev'?

'Children’s Republican Clinical Hospital, Tatarstan, Kazan, Russia;

2Kazan State Medical University, Kazan, Russia

Murudurop3amuinennsie neganocnopunbl — BaXKHbI HHCTPYMEHT B 00pbOe ¢ OOJLHUYHBIMU MH(EKIUAMHU, BHI3BAHHBIMH NPOJLY-
HEeHTaMH [-1aKTamMa3 PACIIMPEHHOTO CeKTpa. B To e BpeMsi OTHOCHTEbHBIN Ne(UIUT §A3UCHOr0 AHTHOMOTHKA B KOMOMHALMI
¢ MHTHOMTOPOM [-1aKTamMa3 cyIb0aKkTaMoM (MpH COOTHOIEHUH KOMIOHEHTOB 1:1) MoKeT ObITh CONPSIKEH ¢ PUCKOM TepaneBTHYe-

CKOI1 Hey1ayu.

Lenb nccrnenosanus. CpaBHUTEBHBIH AHATA3 TePANeBTHYECKOTO d()(eKTa pas3INIHbIX CXeM HA3HAYEHUS HHTHONTOP3 AN EHHBIX

1edaJOCIIOPHHOB Y JIeTell ¢ TKeI0i 0aKTepHaIbHOI HH(EKIMei.

XapakTepucTHKA JeTeil 1 MeTobl uccienoBanus. [IpoBeneHo cpaBHeHHe KIMHNYECKOil 3¢ ()eKTHBHOCTH 1e(hOTAKCHM/CYyIbOAKTaMA,
nedonepa3on/cyapoakTama, uedennm/cyap0akTaMa B MAKCHMAJBHBIX A03aX M uedenum/cyibdakTaMa, (opTudUIMPOBAHHOTO
OCHOBHbIM KOMIIOHEHTOM. B mcciienoBanme Bonum 92 namueHTa B Bo3pacrte ot 2 Mec 10 12 JieT ¢ anneHIuKy/IspHbIMA IEPUTOHUTAMH,
OCTPbIMM THOWHBIMH OCTEOMHETUTAMHU, OC/IOKHEHHBIMH 00IbHHYHBIMUA MHGEKIMAMU HIDKHUX JIbIXATEIbHBIX MyTeid, 000CTPeHHeM Xpo-
HUYECKUX THOMHBIX OTMTOB M XPOHMYECKHX MH(EKUMiAi MOYEBOii CHCTEMbl. YCTAHOBJIEHO, YTO HA3HAYEHHE MHIHOMTOP3AIMIIEHHBIX
1e()aI0CIOPUHOB ¢ COOTHONIEHHEM KOMNOHeHToB 1:1 yamie 00ycJI0BIMBAJIO HEOOXOMMMOCTh W3MeHeHus1 Tepanuu. Vcnob3oBanue
NPenapaToB, CXOAHO CONEPKAIMX OA3MCHBIA AHTHOMOTUK B BHICOKO¥ /103€ (COOTHOIIEHHE KOMIOHEHTOB 2:1) WM JONOJHUTETLHO
(hoprrdunmpoBannbIx 6a3UCHBIM AHTUOMOTHKOM, CONPOBOXKIAIOCH 00Jiee BbICOKOI TepaneBTHYecKoi 3hdeKTMBHOCTBIO.

Karouesote caosa: demu, uneubumop3awjuuierHole ye@aiocnoputsl, HO30KOMUANbHbIE UHDEKYUU.

Ansa yntuposaums: Mamnees P.H. CpaBHUTEbHBIN aHaIN3 3OEKTUBHOCTU MHIMOUTOP3ALUMLLEHHBIX LLedanoCcriopuHOB, popTUdULMPOBaH-
HbIX 6a31CHBIM aHTUOMOTUKOM. Poc BecTH nepuHaton v neguatp 2021; 66:(5): 172—175. DOI: 10.21508/1027-4065-2021-66-5-172-175

Inhibitor-protected cephalosporins are an important tool against hospital infections caused by extended spectrum f-lactamase pro-
ducers. At the same time, the relative deficiency of the basic antibiotic in combination with the p-lactamase inhibitor sulbactam (1:

1) may be associated with the risk of therapeutic failure.

Objective. To compare therapeutic effect of various regimens for prescribing inhibitor-protected cephalosporins in children with

severe bacterial infection.

Children characteristics and research methods. The authors compared clinical efficacy of cefotaxime / sulbactam, cefoperazone /
sulbactam, cefepime / sulbactam at maximum doses and main component-fortified-cefepime / sulbactam. The study included 92
patients aged from 2 months to 12 years with appendicular peritonitis, acute purulent osteomyelitis, complicated hospital infections
of the lower respiratory tract, exacerbation of chronic purulent otitis media and chronic urinary tract infections. It was found that
inhibitor-protected cephalosporins with a 1: 1 ratio of components more often necessitated a change in therapy. The use of drugs
initially containing a basic antibiotic in a high dose (component ratio 2:1) or additionally fortified with a basic antibiotic demonstrated

a higher therapeutic efficacy.

Key words: children, inhibitor-protected cephalosporins, nosocomial infections.

For citation: Mamleev R.N. Comparative analysis of the effectiveness of inhibitor-protected cephalosporins fortified with basic antibiotic. Ros
Vestn Perinatol i Pediatr 2021; 66:(5): 172-175(in Russ). DOI: 10.21508/1027-4065-2021-66-5-172-175

PaCTymaﬂ AHTUOUOTUKOPE3UCTEHTHOCTh yXKe ceifuac
CITYKUT TIPUYMHON CMEpPTU COTEH ThICSY Jroaeit [1].
BO3 Ha3zBasia aHTUMUKPOOHYIO PE3UCTEHTHOCTb OAHON
u3 10 crosiux rnepes 4eJI0Be4eCTBOM MNI0OATbHBIX YIPO3
310pOBbI0 HacesleHns [2]. B ¢BSI3M ¢ 9TUM MOMCK HOBBIX
AHTUOAKTEPUATBHBIX TIpenaparoB, 3(MdOEKTUBHBIX TMPO-
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TUB OGOJLHUYHBIX WH(MEKIINM, OCTAeTCS MPUOPUTETHBIM
HarpaBJIeHUEM COBPEMEHHOI MEIUIIMHBI [3].

OmHuM U3 «bpPOHTOB», Ha KOTOPOM B TIOCIEMI-
HHUE TOOBI BCe Yallle MPUXOIUTCS TepMeTh MOpaxkeHue,
SIBJIIIOTCS TpamoTpunatejbHble nHekuun. lLledamo-
CIIOPUHBI TPETHETO M UYETBEPTOTO TMOKOJEHHWI MCXOTHO
ObLTM aKTUBHBI TIPOTUB IMMPOKOTO CITIEKTpa TPaMOTPH-
LiaTeJabHbIX OakTepuii; Haubosiee LIEHHOM B UX CIEKTpe
OblJ1a aKTUBHOCTh TTPOTUB MUKPOOOB ceMeiicTBa Entero-
bacteriaceae [4]. OnHako B HacTosIee BpeMsl IIIMPOKUIA
CITeKTp B-JTakKTaMa3 KaK TUTa3MUIHBIX, TaK ¥ XPOMOCOM-
HBIX, TIPOAYLIMPYEMBIX MHOTUMH TpaMOTpULIATETbHBIMU
MUKpoOamu, cHUXaeT 3(hGEeKTUBHOCTD 1iedasocnopu-
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Mamnees P.H. CpaBHuTENbHBIN aHAMN3 9D (EKTUBHOCTA MHTMONTOP3ALIUIIIEHHBIX 11e()aocioprHOB, HOPTHHOUIIMPOBAHHBIX 0a3UCHBIM AHTUOMOTUKOM

HOB, UYTO TPMBOAMUT K POCTY 4YHUCIA TepareBTUYECKUX
Heyaad MpH JIeYeHU OOJIbHBIX ¢ OOJbHUUHBIMU (HO30-
KoMMabHBIMU)  MHbeKusIMu.  Ocolyi  OMmacHOCTh
MpeACTaBIsIeT paclpocTpaHEeHUEe B POCCUICKUX CTa-
IIMOHapax MUKPOOOB, TMPOMYIUPYIOMINX [3-TaKTaMasbl
paciuipeHHoro criekrpa [5, 6]. Poct KoaunuectBa sHTE-
pobakTepuii, YCTOMYMBBIX daxe K IedanrocrnopuHam
YETBEPTOTO TMOKOJICHHS, MOKXHO HATJISIIHO TMPOCIEAUTD
Ha MpUMepe TaKoro MHOTOMPOMWIBHOTO CTallMOHapa,
kak JIPKB M3 PT: ecniu B 11e;10M 1o cranmoHapy u3 316
BbIIECHHBIX 1TaMMOB Klebsiella pneumoniae ycToii-
YUBOCTH K LIeenuMy Oblila BbIsIBIieHa Y 64% W30J4TOB,
TO B OTAEJICHUSX peaHUMAllU U UHTEHCUBHOW Teparuu
KOJIMYECTBO IITAMMOB, PE3UCTEHTHBIX K LMy,
cocTaBisuio yxe 83% (u3 137 peaHUMaIIMOHHBIX IITaM-
MOB K. pneumoniae).

HMHrubutopsl B-nakrtamas, HEOOPATUMO MOAABIISIIO-
e THAPOJUTUYECKYIO aKTUBHOCTh 3THUX (DEpMEHTOB,
MO3BOJITIOT BOCCTAHOBHMThH AKTUBHOCTH Iledarocrmopu-
HOB. JlnuTenbHOE BpeMsT ObIT JOCTYIEH TOJBKO MMEI0-
Ui B-TaKTaMHYI0 KOHCTPYKITUIO CyThOaKTaM (B KOM-
OMHAIIMM ¢ aMIULWIIAHOM WIK Iliedornepa3oHoM).
JIOTIOTHUTETBHBIM TUTIOCOM CyJIbOaKTaMa SIBJISIach €ro
CcOOCTBeHHass aHTUOaKTepuajbHasi aKTUBHOCTH IPO-
T™MB Acinetobacter baumannii. Kpome Toro, cyiab0akTam,
B OTJIMYME OT KJIaBYJJAHOBOW KUCIIOTBI, HE WHIAYLUPYET
XpOMOCOMHBIe B-nakTamasbl Kiacca | (Ampc) y Enfero-
bacteriaceae, 4eM BBITOIHO OTIMYAETCS OT KJaBYyJaHAT-
3aIIUIIEHHOTO aMOKCHITMJUTMHA.

B mnocnenHue TOABI BBIACIMINCH KaK OTHETbHBINA
MOAKIACC WHTUOUTOpP3alIUIIeHHbIe 11e(aTOCTIOPUHBI:
nobaBieHue K liedaaocrnopuHaM TPeThbero—4eTBepToOro
TTOKOJICHUST TAKUX WHTUOUTOPOB B-TaKTamas, KakK CYib-
GakTaM M aBMOAKTaM, CIEIal0 UX HEBOCTTPUUMYUBBIMU
K ICHCTBUIO OOJTBIITTHCTBA B-JIaKTaMa3, TIPOMYIIUPYSMBIX
9HTEPOOAKTEPUSIMU. DTU MpeTiapaThl MTO3BOJUIN MTPEOIO0-
JIETb MHOTHE CITydau OOJbHWYHBIX MHMEKIIN, BbI3BaH-
HBIX  MHOXECTBEHHO-PE3UCTEHTHBIMU  OaKTepUSIMU,
YTO MPUOIU3WIO UX IO CIEKTPY aKTUBHOCTH W KIIMHU-
YecKoi 3HAaUMMOCTH K KapbarneHemaM [5]. BHyTpu aToro
MOAKJIacca €CTh CYIIECTBEHHBIC Pa3IuYusI, MPOIANKTO-
BaHHBIE (hapMAKOKMHETUKOM U (papMaKOIMHAMMUKOM
BKJTIOYEHHBIX B HUX 11e(haJOCIIOPUHOB: TaK, IedTprak-
CcoH/cynbbakTaM M 1edoTakcuM/cyab0akTaM XOpPOIIo
MPOHUKAIOT 4Yepe3 TreMaTodHIedaTndecKuii  Gapbep,
HO He3((GEKTUBHBI MPOTUB METULIVITUHYYBCTBUTEb-
HBIX cTadunokokkoB (MSSA); uedomnepasoH/cyaprdoak-
TaM XyXe TIPOHUKAeT 4Yepe3 TeMaTodHIIe(haTndeCcKuii
Oapbep M He UCMOJIb3YeTCsl MPU HelpouHpeKIusIX; 1ed-
Ta3uauM/Ccynb0akTaM U 1edenum/cyabr0akraMm akKTUBHBI
MPOTUB CUHETHOWHOW Tajouku, a ledenum/cyapdoak-
TaMm — enie 1 mpotuB MSSA.

B TO ke BpeMs psm ucciegoBaTeNiell  CUMTAIOT,
yTo TIpyu MHGEKIUSIX, BbI3BaHHbBIX Klebsiella spp., Bbipa-
OaThIBAIONIMMU [(-TaKTamMa3bl PacIIUPEHHOTO CITEKTpa,
3G (HEeKTUBHOCTL COUYETaHUSI [P-JTaKTaMHBIX aAHTUOUO-
TUKOB C UHTMOUTOpaMH [3-J1akTamas Hernpeackasyema [7].

CreayeT OTMETWTh, YTO Y psJa WHTUOUTOp3AI-
IIEHHBIX 1iedamocrnoprHoB (1iedorepa3oH/cyapbakTam,
nedenum/cynbdakTaMm) UMeEETCs «Cc1aboe 3BeHO» — COOT-
HOIIIECHME OCHOBHOTO KOMITOHEHTa (0a3sMCHOTO aHTH-
OuoTuKa) MW HUHrUOUTOpa [-nakramas (HUKCUPOBAHO
u cocrtapisieT 1:1. B aToit nporopuunn 103MpoBKa aHTU-
OMOTHKA XECTKO JIMMUTUPOBAHA J030i Ccyib0aKkrama —
WHCTPYKILIMST He pas3pelraeT NMpUMeHEeHUe cysbOaKkrama
B 03¢ Oosiee 80 Mr/Kr/cyT M3-3a €ro anpornpuaTUBHOMN
rernaToTOKCMYHOCTU; COOTBETCTBEHHO NI03bI 1edorepa-
30Ha ¥ ledernMa B TaKOM MpOIMOPIUYA He MOTYT IPEBHI-
wathb 80 Mr/kr/cyt. OnHaKo B cllyyae MacCUBHbIX OaKTe-
pUanbHBIX MHGEKIUid (pa3IuToi MEepPUTOHUT, THOWHBIN
OCTEOMUENINT, JIeCTPYKTHBHBIE TTHEBMOHUMW) TaKHe
HEBBICOKHE J103bl 0a3UCHOTO aHTUOMOTHKA CO31AI0T CYO-
ONTUMAaJIbHBIE KOHIIEHTPALIMU BCIECICTBUE WHOKYITIOM-
addekta (ocmabieHUsi AHTUMUKPOOHOTO JIEMCTBUS
B YCJOBUSIX BBICOKOW MUKPOOHON 00CEMEHEHHOCTH),
YTO He 0OecreurBaeT dpajuKaluy Bo30yauTeNs U oope-
KaeT KJIMHUYECKYH CHUTyallul0 Ha TepareBTUYECKYIO
Heynauy [5]. TlpencraBisiercss OYeBMIHBIM YBEJIUYUTh
a¢dekTuBHOCTh  (hopTUdULIMPOBATH) WHTUOMTOP3a-
LIUIIEHHBIX 11e(haTOCTIOPUHOB TYTEM TOMOJIHUTEIbHOMI
nHGY3UM 0a3MCHOTO aHTUOMOTHKA B TIpe/iesiax ero Mak-
CUMaJIbHOW JO3WPOBKM, COOTBETCTBYIOIIEU TSKECTH
XUPYPTUUECKON MHMPEKITNH.

doprrdukanus uedenum/cyabbakTaMa JTOCTUTA-
ercs nobasneHueM K 80 mr/kr/cyt 6asucHoro uede-
nuMa J0MnoJHUTENbHO 70 Mr/Kr/cyT Liedenuma; Takum
obpa3om, obuiee cOOTHoIlleHUe ILedenum/cynboak-
tama oyaet coctaBasTh 150/80 (230) mr/kr cyT. [Tomo6-
Has TaKTUKa TUITOTETUYECKU MOXKET OBITh TPUMEHUMA
U K uedoriepa3doH/cyapbakTamMy, OJJHAKO Ha MPaKTUKe
9TO TIPEACTaBISIeTCSI MPOOJIEMATUYHBIM M3-3a OTCYT-
cTBUS lieporiepazoHa B CIMCKE XKU3HEHHO HEO00XO-
JUMBIX W BaXHEWIIWX JeKapCTBEHHBIX TpernapaTos;
MPU TSDKEJTBIX MHGEKIIUSIX 3TO He TTO3BOJISIET MOJTYIUTh
yoenuTenbHbIl 3ddekT npu HazHadeHuu o361 80/80
(160) Mr/KT/CYT.

Eme onnH uWHrMOMTOp3alIMIIEeHHbIN 1iedaocno-
puH — 1edOoTaKCuM/Cyap0akTaM HMMEET COOTHOIIEHUE
KOMITOHEHTOB 2:1, 4YTO TIO3BOJIAET MOOCTMYh MAaKCH-
MaJibHOW 03Bl lepoTakciMa B KomOuHaumu 160/80
(240) Mr/kr/cyT.

Wuarnburop3ammuineHdble 1edaJloCIOpUHBl — TIpe-
napaTbl BTOPOTO psifia, UCTIOIb3YIOTCS y MallMeHTOB, 0e3-
YCTIENTHO MPOJIeYeHHBIX (TIpeIeYeHHbIX) aHTUOUOTH-
KaMu TiepBoro psina. CieayeT OTMETUTD, YTO K MOMEHTY
Ha3HAYEHMS 3TUX MPETapaToB TSIKECTh MHPEKIIMOHHOTO
npolecca, Kak MpaBuiio, yBeJUUUBAETCS, OOYCIOBIUBAs
MOBBIIIIEHHBIE TPeOOBaHUS K MHTMOUTOP3AIIUIIEHHBIM
edasocnoprHaM, 0OCOOEHHO TPU JEUEHUU XUPypruye-
CKMX MHGDEKIIUA.

Ilea» wccnenoBaHus: CPaBHUTEIbHBIN aHAJIU3 Tepa-
MEeBTUYECKOTO 3 deKTa pa3TUIHBIX CXeM Ha3HaYeHUs
WHTUOWTOP3AIIUIIEHHBIX 11e(paloCTIOPUHOB Y  JeTei
C TSDXeJIol 6aKTepuabHON MHMEKIINEH.
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XapakTtepuctuka getein u MeToabl UCcrnepfoBaHUs

PeTpocrieKTMBHO ~ MpoaHAIM3UPOBAaHBI  HWCTOPUU
oone3nu 92 nereit, mponeuyeHHBIX B JIPKB M3 PT B 2019—
2020 . B mccaemoBaHMe BOLIIM MAllMEHTHI B BO3pacTe
oT 2 Mec 110 12 j1eT co cieAyoMu HO30JIOTUSIMU: 22 —
aTMeHIUKYJISIPHBIE TIEPUTOHUTHI, 12 — OCTpble THOMWHBIE
OCTEOMMENIUTHI, 28 — OCJIOXKHEHHbIE OOTbHUYHbBIE MH(EK-
IIMM HVDKHMX JBIXaTeTbHBIX TyTel, 9 — 060CTpeHne Xpo-
HUYECKNX THOMHBIX OTUTOB, 21 — 000CTpeHNe XpOHNYE-
CKUX MH(DEKIINI MOYEeBOI cCUCTeMBI (puc. 1).

Kputeprnu BKIIIOUeHUST: HATMUME Y MAIIMEHTOB TSKE-
JIOM GaKkTepHallbHOM MH(MEKLMH, TIPeIeYeHHOCTD TIpe-
rmapaTaMy TIepBOTO psiia, BBICEB M3 ouyara WHMEKIUU
SHTEPOOAKTEPUI, MPOMYLIMPYIOIIUX [-JaKTaMasbl pac-
IIMPEHHOTO CIeKTpa. B wMcciemoBaHue He BKITIOYAIU
MalMeHTOB, Y KOTOPBIX BbICeBANUCh: Acinetobacter bau-
mannii, TPOTUB KOTOPOH y CylIbOaKTamMa MMeEeTCsl cOo0-
CTBEHHasl aHTHOAKTeprabHasi aKTUBHOCTb; Pseudomonas
aeruginosa, MpoOLyLIMPYIOLIAs -JIaKTamasbl, yCTOMYUBBIE
K uHruburopam B-ynaxkramas; Stenotrophomonas malto-
philia, pupoaHO yCTOYMBasE K WHTMOMTOP3AIIUILIEH-
HBIM 11edasocriopuHam.

MukpoOHBI Teii3aXK, TOJYYeHHBIN KIaCCUYECKUM
KYJBTYpaJIbHBIM ~ CITIOCOOOM, ObUT TpENCTaBleH clie-
NyIOIIMMU 3HTepobakTepusimu (puc. 2): K. pneumo-
niae (n=58), Escherichia coli (n=21), Enterobacter spp.
(n=8), Citrobacter freundii (n=5). Bbicokuii TuTp u/vim
BBICEB HETIOCPEICTBEHHO M3 oyara rHOMHON MHGEKIIn
MMO3BOJIMJT  MASHTU(MUIIMPOBATh 3T MUKPOOPTAHU3MBI
KaK 3THOJIOTUYECKM 3HauMMBble. Bo Bcex ciydasix BbIIe-
JIEHHBIE SHTEPOOAKTEPUU OB PE3UCTEHTHBI KAK MUHU-
MyM K 3 1iedansocrnopruHam.

[IpenneyeHHOCTh MALIMEHTOB, OOYCIOBUBINIAST HEOO-
XOOUMOCTh B HAaIIMX HAOJIONEHUSAX Ha3HAaUYCHWS] WHTU-
OMTOpP3AIIMIIEHHBIX 11e(haTOCIIOPUHOB, ObLTa TPeICTaB-
seHa uedtpuakcoHoMm (n=49), nedorakcumom (n=12),
aMOKCULIWJITMHOM/KyiaByJaaHatoM (n=19), uedaszonu-
HOM (n=6), aMOKCHMIWUIMHOM (n=4), KJIapuTPOMMU-
muHoMm (n=2). Kak ¢akTopsl prcka WHOULIMPOBAHUS
pPE3UCTEeHTHON (topoit y 74% TallMeHTOB OTMEYanCh
MPEAIIECTBYIOIINE TOCMUTAIM3aM (B TOM 4YHCIIe
B JIHEBHOI cTarimoHap), y 67% — npuMeHeHNe aHTHONO-
THUKOB B MPEABIAYIINE 3 MecC.

Bce mnauumeHTBHl MOAYYWJIM Kypc aHTUOAKTEpUaIb-
HOI Tepamnuy pas3IuIHBIMU WHTUOUTOP3alIUIIeHHBIMU
1edajsocrnnopyHamMu B pexume MoHorepanuu. B 1-i
rpynre maudeHTsl (n=31) mnonydanu 1edonepazoH/
cyapbaktam B mo3e 80/80 (160) mr/kr/cyT, T.e. B MaK-
CUMaJIbHO pa3pellieHHON mo3upoBke. Bo 2-it rpymre
(n=21) Ha3zHavasics uedenum/cyapoakraMm B no3e 80/80
(160) Mr/kr/cyT, T.e. B MaKCMMaJbHO pa3pelleHHO’
no3upoBke. B 3-it rpynmne (n=14) nedenum/cynndak-
TamMm (GopTtuduimpoBaics mobapieHMeM liedenruma
(nHDY3us uedenumMa MpoBOAMIIACH cpasy Tocie UHGpY-
3un 1edenum/cyapsbakTama) B cymmapHoi nose 150/80
(230) mr/kT/CyT. B 4-if TpymiTie (n=26) Ha3Havascs 1edo-

OPUINHAJIbBHbBIE CTATbU

23% 24%

MepuToHUTDI
M MHOIHble OCTEOMMUENUTbI
M [leCTPYKTUBHbIE MTHEBMOHMM
mXrco

YpouHdeKkuum

Puc. 1. Ctpykrypa 3a00J1eBaHuii, IPU KOTOPBIX MOTPEOOBAIOCH
HA3HAYEHHE WHIHONUTOP3AIMIIEHHBIX 1e(aIOCTIOPHHOB.

XI'CO — xpoHuYecKHii THOMHDII CpeaHuii OTUT.

Fig. 1. The structure of diseases requiring the administration
of inhibitor-protected cephalosporins.

w Klebsiella pneumoniae
B Escherichia coli
W Enterobacter spp.

63% H Citrobacter freundii

Puc. 2. Pe3ynsraTsl MUKPOOHOJIOTHYECKOTO HCCIENOBAHUS (1=92).
Fig. 2. Microbiological test results (n=92).

TakcuM/cyiabbakTam B mo3e 160/80 (240) mr/Kr/cyT, T.e.
B MAaKCHMAaJIbHO pa3pellieHHO! T03UPOBKeE.

DddeKTuBHON MpU3HaBalach Teparnusi, BbI3BaBIIas
KJIMHUKO-J1A00PAaTOPHOE BbI3OPOBJICHUE (B TOM YUCIE
HOpMaJIM3allii0 YPOBHSI TIPOKAJIbLMTOHWHA B KPOBW)
1 He ToTpeOOBaBIlasi PEeBUM3WM AHTUOMOTUKOTEpAIruu
(3aMeHBl MHTMOUMTOP3alIMUIIIEHHOTO IliedasocropruHa
JIPYTMM aHTUOMOTUKOM WJIM KOMOMHALIMY €TO C IPYTUMU
aHTubuotukamu). I1OCKOJIbKY MOBTOPHBIA OakTepuo-
JIOTMYECKUI aHalu3 MpoBOAMCS He 0ojee yeM B 50%
HaOMIoIeHU, MUKPOOUOJIOTMYECKOE BbI3NIOPOBIEHUE
(bakTepuosiornyeckasl dpaauKaiiusl) He paccMmarpuBa-
JIOCh HaMU KaK KpUTepuii 3((HeKTUBHOCTH MpPUMEHsIe-
MOTO pexkKruMa Teparui.

Pe3ynbTathl M 06CcyxaeHue

CpaBHUTETLHBIN aHAIM3 TOKa3ajl, 4To B 1-if rpyrime
B 25,8% cnydaeB yxydllleHWe TedyeHUs 3aboJieBa-
HUST WIA OTCYTCTBHE TIOJOXUTEIBHONM TUHAMMKU
Ha 3—4-e cyTKu TOTpeOoBasio 3aMeHbI Iiedorepa3oH/
cyab0aKkTaMa KapOarieHeMHbIM aHTUOMOTUKOM (Meporie-
HeM, BpTarieHeM) WK ero YyCUJIeH!sI aMuKalmHoM. Bo 2-ii
TPYIIIe YUCITO TepareBTUUECKUX Heymad cocTaBmio 23,8%.
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Mamanees P.H. CpaBHUTENbHBIN aHAMN3 9D (EKTUBHOCTA MHTMONTOP3ANIUIIIEHHBIX 11e()aocioprHOB, HOPTHHOUIIMPOBAHHBIX 0a3UCHBIM AHTUOMOTUKOM

B 3-i1 rpynne n3aMeHeHWe aHTUOMOTUKOTEpAINuK TMOTpe-
6oBajioch y 14,3% GoObHBIX, B 4-ii Tpyrme —y 15,4%.

OueBunHO (puc. 3), uto B 1-ii 1 2-i1 rpymnmax, B KOTO-
pbIX Ha3HAYaJIMCh WHTUOMTOp3alluIleHHbIe I1iedaio-
CTMOPUHBI C OTHOCUTEILHO HEBBICOKMM COJIepKaHUEM
baszucHoro mipernapara (1iedornepasoHa uian medenuma),
yacToTa TeparneBTUYEeCKUX Heyaad Obuia Oojiee uyem
B 1,5 pasa Bblllle, 4yeM B 3-ii TpyIine, B KOTOPOil MHTU-
OuTOp3alIUIIEeHHbI 1edarocrnopuH Obul  dopTrudu-
MpoBaH 0a3WCHBIM IiepenumMoM, WIM B 4-ii Tpyrne,
B KOTOPOI Oa3uCHBIN 11e(hOTaKCUM MCXOTHO Ha3HAvasICs
B BBICOKOU o3¢ (160 Mr/KT/CyT).

3aknovyeHune

Wnarnburop3amuineHHble  11ehaJoCIIOPUHBI  CTaI
HEe3aMEHUMBIM HWHCTPYMEHTOM B 00pnOe C MOJIK-
PE3UCTEHTHBIMU OOJBHUYHBIMU MH(MEKLUIMU, TIpe-
KT BCEro BBI3BAHHBIMM 3HTEPOOAKTEPUSIMU — TIPO-
NylleHTaMu ~ B-JaKkTaMas3bl  PacllIMPEHHOro  CIEeKTpa.
IpamoTHOE WuCIOIB30BaHUE 3TUX MperapaToB MO3BO-
JISIET CYIIECTBEHHO YMEHBIIUTh YacTOTy Ha3HAuYeHUs
KapOameHeMOB U cOepedb 3TOT KJacC aHTUOMOTHKOB
TS JIedeHUs CMHerHoiHo#W mHdeknuu. MAarnburopsa-
IIUIIEHHBIE 1edanocnopuHbl, GOpTUGUIIMPOBAHHbBIC
OCHOBHBIM KOMITOHEHTOM, UMEIOT 00Jiee BBICOKUI Tepa-
MEeBTUYECKUI MOTEHIMAJ TI0 CPaBHEHUIO C MUCXOIHBIMU
npemnapaTaMy; 3Ta METOAUKA XOPOIIO 3apeKOMEHI0-
Baja cebsl MPUMEHUTENbHO K IiedenuM/cynbOakTamy,
TSI KOTOpPOTo mobaBiieHMe liepernmmMa K MHTHOUTOp3a-
IIUIIEHHOMY 11e(hajIOCTIOPHMHY CYIIECTBEHHO CHUXAJo
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Fig. 3. The rate of therapeutic failure when prescribing various
inhibitor-protected cephalosporins.

yacToTy TeparneBThueckux Heyaad. lledorakcum/cynb-
OakTaM He HyXmaeTcs B (opTUdUKALMU, MMOCKOJIbKY
COOTHOIIIEHWE KOMIIOHEHTOB 2:1 TI03BOJISIET JOCTUYb
ONTUMAJIbHBIX KOHIIEHTpaluii 1iepoTakcuMa B odvare
uHbpekMu " 3POEKTUBHO TOAABUTh YYBCTBUTEIb-
Hylo K Hemy ¢uopy. LledomnepasoH/cynbbakTtaM B CBSI3U
¢ nipo6siemaMu ero hopTUPUKALIUA MOXKET TPUMEHSITHCS
TOJIBKO JUIST JICUCHUS HETSKEJTbIX MH(EKIIUIA.

6. Kopobosa A.I., Knacosa I'A. DHTepoGaKTEpUM C TTPOAYKIIU -
eii B-1akTamMa3 pacluIMpeHHOIo CIeKTpa: UCTOUHUKN UHDU-
LIMPOBAHUS ¥ 3HAYEHUE KOJOHU3ALUU CJIUZUCTOM 000JI0YKU
KUILIEYHUKA y OOJbHBIX TremobsiactozamMu. l[emaronorus
u TpaHcoysuoorus 2018; 63(1): 174—183. DOI: 10.25837/
HAT.2018.78..2..008. [ Korobova A.G., Klyasova G.A. Entero-
bacteriaceae with extended spectrum B-lactamase production:
sources of infection and the importance of colonization of the
intestinal mucosa in patients with hemoblastosis. Gema-
tologiya i transfuziologiya 2018; 63(1): 174—183. (in Russ.)|

7. AuntumukpoOHas tepanus no [Ixeio Coandopay. [Toa pen.
. Tunoepm, I. Yembepc, nc. Dauonynoc, M. Caae, /. bask,
. @puoman u dp. Bropoe pycckoe uzmanue. [lep. ¢ aHrI.
non pea. B.b. beno6oponosa, A.M. Mazyca. M.: TPAHAT,
2016; 688. [The Sanford Guide to Antimicrobial Therapy.
D. Gilbert, G. Chambers, J. Eliopoulos, M. Saag, D. Black, D.
Friedman et al. (eds). Second Russian edition. Transl. from
English V.B. Beloborodov, A.I. Mazus. Moscow: GRANAT,
2016; 688. (in Russ.)]

Received on: 2021.07.08

Conflict of interest:
The authors of this article confirmed the lack of conflict
of interest and financial support, which should be reported.

POCCUVCKWIA BECTHUK MEPUHATOJIONMW U MNEANATPUM, 2021; 66:(5)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(5)

175




OPUINHAJIbBHbBIE CTATbU

JIMHAMHKA IUTOKUHOBOTO NPOo(KIs PH JOCTHXKEHNH TepaneBTHYecKoro 3¢ dexra
ajuiepreH-cnenuguyecKoil HIMMYHOTEpAIUH Y JeTel ¢ aJlJIeprudecKuM PUHUTOM
H OpPOHXMAJILHOI acTMOM

O.B. Cxopoxookuna', C.A. Apxunoea?®, T.B. Kavikosa?, I M. 3aiinemounoea’, E.b. Kpyenosa?®,
JI.A. Boakoea®

'PreQy BO «KasaHckumii rocyaapCTBEHHbIN MeANLMHCKNIA yHuBepcuteT» MuHagpasa Poccnn, KasaHb, Poccus;

2TAY3 «[leTckas ropoackas knmHuyeckas 6onbHuua N27» MuHsgpasa Pecnybnuku TatapcTaH, KazaHb, Poccus;

STAY3 «[leTckas pecnybnnkaHckas knMHmdyeckasa bonbHuua» Munaapasa Pecnybnukmn TatapctaH, KasaHb, Poccus;
4KasaHckas rocyaapcTBeHHas meguumHekas akagemus — punman ®re0y M0 «Poccuiickas meamumHekas akagemMms
HenpepbIBHOrO npodeccrnoHanbHoro obpasosaHus» Mmnnaapasa Poccum, KazaHb, Poccus

Dynamics of the cytokine profile in achieving the therapeutic effect of allergen-specific
immunotherapy in children with allergic rhinitis and bronchial asthma

0.V. Skorokhodkina', S.A. Arkhipova®, T.V. Klykova?, G.M. Zaynetdinova’, E.B. Kruglova?,
D.A. Volkova*

'Kazan State Medical University, Kazan, Russia;

2Children’s City Clinical Hospital No. 7, Kazan, Russia;

3Children’s Republican Clinical Hospital, Kazan, Russia;

4Kazan State Medical Academy — Branch of the Russian Medical Academy of Continuous Professional Education, Kazan, Russia

Annepren-cnenmuduueckasi WMMYHOTepanusi — TNATOreHeTHYeCKWii MetTon JedeHuss IgE-omocpenoBaHHbBIX —ajuiepruyecKux
3a00.1eBaHMIA.

Heab uccnenosanusi. Ouenka 3¢dekTuBHOCTH aniepren-cnenupuyeckoii uMvmyHorepanuu y 471 pebeHka ¢ aulepruyecKum
PUHHTOM U OPOHXMAJILHOI ACTMOIi, 2 TAKIKE AHAJIM3 TUHAMUKH IMTOKHHOBOTO Mpoduisi ucxoauo u yepe3 1 rox ot Hayana JeveHus
y 86 nereii. PaboTa BbIno/IHEHAa NPU MOAAEPKKe rpaHTa MeKIyHapoJHOTO HAYYHOrO COBETA /ISl MOJIOAbIX YyeHbIx KazaHckoro
roCy1apCTBEHHOTO MeTMIMHCKOTO YHUBEPCUTETA.

Pe3ynbrarsl. AHATH3 NOTYYeHHBIX JAHHBIX MOKA32J1, YTO aJiepreH-crnenuduyeckas IMMYHOTepanus — BbICOK03 G deKTHBHBII MeTO/
JiedeHus1 ieTeii ¢ aljieprudecKuM PUHUTOM M aTONMYeCKoil OpoHxuabHoi acTMoii. [osyueHHas fMHAMUKA YPOBHS HCCJIE0OBAHHBIX
IUTOKHHOB HA (hoHe JieueHnst KOCBEHHO CBHIETEIbCTBYET O MOBbIEHHH (hYHKIMOHAIbHOI AKTHBHOCTH AJANTHBHBIX CYONOMY ISt
peryasitopubix T-1umdouuros (T-reg) u B-mumbonutos (B-reg) npu cHmkeHun akTuBHOCTH M ouuToB Th2, yTo MoKeT yKa3bi-
BaTb HA PEKOHCTPYKIMIO HMMYHHOTO OTBETA H BO3MOKHOCTDb 00ecmedeHns 001e3Hb-Moaubuumpyomero d¢dexra.

Karoueewte caosa: demu, arnepeuneckuii punum, OPOHXUANbHAS ACMMA, AANePeeH-Cheyupuueckas UMMYHOmMepanus, ouomapkepsl
aghpexmuenocmu.

Ans untuposanus: Cxopoxoakura O.B., Apxunoa C.A., Knbikosa T.B., SavinetanHosa .M., Kpyrnosa E.b., Bonkosa [.A. nHamuka umto-
KUHOBOIo rnpogusisi npu JOCTUXEHUN TeparneBTU4eckoro aggekta aaiepreH-creunduieckor nMMyHoTepanun y AeTei ¢ anneprudeckum
PUHUTOM 1 BPOHXMabHOM acTMOW. Poc BecTH nepuHaton v neamatp 2021, 66:(5): 176-182. DOI: 10.21508/1027-4065-2021-66-5-176-182

Allergen-specific immunotherapy is a pathogenetic method for the treatment of IgE-mediated allergic diseases.

Objective. To evaluate effectiveness of allergen-specific immunotherapy in 471 children with allergic rhinitis and bronchial asthma,
as well to analyze the dynamics of the cytokine profile at baseline and 1 year after the start of treatment in 86 children. The research
was supported by a grant from the International Scientific Council for Young Scientists of Kazan State Medical University.
Results. Analysis of the data obtained demonstrated that allergen-specific immunotherapy is a highly effective method of treating
children with allergic rhinitis and atopic bronchial asthma. The dynamics of the level of the studied cytokines during treatment indi-
rectly indicates an increase in the functional activity of adaptive subpopulations of regulatory T-lymphocytes (T-reg) and B-lympho-
cytes (B-reg) with a decrease in the activity of Th2 lymphocytes, which may indicate the reconstruction of the immune response and
possible disease-modifying effect.

Key words: children, allergic rhinitis, bronchial asthma, allergen-specific immunotherapy, efficacy biomarkers

For citation: Skorokhodkina O.V., Arkhipova S.A., Klykova T.V., Zaynetdinova G.M., Kruglova E.B., Volkova D.A. Dynamics of the cytokine profile
in achieving the therapeutic effect of allergen-specific immunotherapy in children with allergic rhinitis and bronchial asthma. Ros Vestn Perinatol
i Pediatr 2021, 66:(5): 176—182 (in Russ). DOI: 10.21508/1027-4065-2021-66-5-176-182

Ho onieHKaM BcemmpHOIT opraHm3anim 31paBooxpa-
HEeHUs, B HacTosllee BpeMs Oojiee 1/3 HaceneHust
Ha TIJIaHeTe UMeEeT MPOSIBIEHHST XOTsI ObI OMHOTO ajliep-
ITMYecKoro 3abosieBaHUs, a B OOIIEH CTPYKType Xpo-
HUYECKON TIaTOJIOTUM aJlJIeprUYecKUM 3a00JIeBaHUSIM
oTBOIAT 4-e¢ Mecto [1]. Ilpm aTOM K Hambosiee pacmpo-
CTpaHEHHBIM HO30JIOTUSIM OTHOCHUTCS aJUIepTHUECKUIA
PUHUT U OpOHXMaJlbHasl acTMa, 3a00JIeBaeMOCTh KOTO-

pPBIMU C KaXIbIM Trogom yBenuuuBaercs [2]. Tak, pac-
MPOCTPAHEHHOCTh AJIJIEPTUYECKOTO PUHHUTA B Pa3HBIX
cTpaHax konebiercs ot 4 1o 32%, B Poccum 3TOT moka-
3arenb cocraiser 10—24%. [1pu atom y 15—38% manm-
€HTOB aJlIeprUYeCKUii PUHUT acCOLIMUPYETCS ¢ OPOHXU-
aJlbHOM acT™MOi1 |3, 4].

CrnenyeT OTMETUTb, 4YTO, OJylaromapss MHOTOYMC-
JICHHBIM WCCJIEJOBAHUSIM, TIPOBOAMMBIM B ITOCJIEIHKE
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Cropoxodkuna O.B. u coasm. luHaMuKa IUTOKMHOBOTO MPOMWJIS PU TIOCTIKEHUHU TePaneBTIIecKoro adbdexra ...

romnl, pa3paboTaHbl BBICOKOI(P(PEKTUBHBIE METOIbI
JIeueHMs] KaK OpOHXMaJIbHOW acTMbl, TaK W aJlJiepru-
YeCKOTO PUHUTA, TMO3BOJISIIONIME B OOJIBITMHCTBE CIYy-
yaeB [JOCTUTHYTb KOHTpOJs 3abosneBaHuii. Hapsmy
C pa3IMYHBIMU BapMaHTaMM MEIMKaMEHTO3HOW Tepa-
MUKW, B CTpaTeruu JICUCHUS] yKa3aHHBIX 3a00JeBaHU
MOSIBMJIaCh BO3MOXHOCTD MPOBEACHUS TapreTHON OMo-
JIOTUYECKON Tepamnuu, B TIEPBYIO o4yepeb y MalueHTOB
C TSDXEJIBIM TeYeHUEeM OpOHXMaJbHOW acTMbI U ajuiep-
ruyeckoro puHuTa. HecoMHEHHO, COXpaHSET BbICO-
Kyl aKTyaJIbHOCTb U MPOBEJAeHUE ajljiepreH-crenuhu-
yecKolt MMMYyHoTepanuu. B HemaBHUX MeTaaHanmM3ax
n cucrematnueckux o63opax EAACI (Espormeiickast
aKaneMusi ajJIeproJioTuu M KJIMHUYECKOW MMMYHOJIO-
run) yoenuTeabHO MOKA3aHO, YTO MAlMEHTHI C ajljiep-
TMYEeCKUM PUHUTOM M OpOHXMAJIbHOW acTMOU, IMOJIy-
yawlue ajijiepreH-crnelnnu@uueckKyo UMMYHOTeparuio,
OTMEYaloT 3HAYUTEJbHOE YMEHBIIIEHWE BBIPAXKEHHOCTHU
CUMMNTOMOB 3a00JIeBaHMSI, YMEHbIIIEHUE ITOTPEeOHO-
cTi B (hapMakoTeparuu, 4TOo MPUBOAUT K 3HAYUTEJb-
HOMY yiydllleHuIo KadyecTBa ku3Hu [5]. Kpome Ttoro,
M3BECTHO, YTO aJllepreH-crneuuduueckas MMMYHO-
Tepanus, Mo CPaBHEHUIO C IPYTMMU BapuaHTaMH Jieye-
HUS YKa3aHHBIX 3a0ojieBaHUI, MMEET psJl TpeuMy-
mecTB. Tak, pe3yabTaT YCIEIIHO MPOBEAEHHBIX KypPCOB
TakKoW Teparuyd COCTOUT B COXPaHEHUM [JIUTEJIbHOM
peMuccur, TIPeAyMNpeXaAeHUN paclIMpeHust CrekTpa
aJIJIEpreHoOB, K KOTOPBIM (hOpMUPYETCSI CEHCUOMIM3a-
s, obecrieunBaeTcs MpodUIaKTUKA TSXKEIbIX (HopM
0oJIe3HN M mepexona Oosee JerKNX KJIMHUYECKNX MTPo-
SIBIGHUI anepruu (ajuiepruyecKuii puHUT) B OoJiee
TsKesble (OpoHxuanbHas actMa). HakoHel, ajiepreH-
cnenuduueckas MMMYHOTepamnusli Kak MaToreHeTh4Ye-
CKMI METON JICUCHUS aJlJIepruyeckux 3a0o0JieBaHUIA,
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onocpenoBaHHbIX IgE, mMpuBOIMT K pPEKOHCTPYKLIMU
MMMYHHOTO OTBeTa M obecrieunBaeT 00Je3Hb-MOAN(bU-
uupytomuit 3 dexr. Takum o06pa3omM, Bce U3ITOXKEHHOE,
a Takxe oOuIMpHas noKasarejlbHasi 0asza, MOJyYyeH-
Hasi B OTHOIIeHUU 3(GGEeKTUBHOCTU WMMYHOTEparuu,
MO3BOJIMJIA BKJIIOYUTh 3TOT METOJ B CTAHIAPThI Jieye-
HUS KaK ajuIeprM4Yeckoro puHWTa, TaK U OpOHXUAb-
HOI aCTMbI, YTO OTpPaxk€HO B KIJIIOYEBBIX MEXIyHApPO.I -
HBIX UM OTEYECTBEHHBIX COIJIACHUTEJbHBIX JOKYMEHTaxX
[3, 6—12]. CiaenyeT OTMETHTh, UTO B 0030pax 3apyodex-
HBIX U OTEUYECTBEHHBIX aBTOPOB OOCYXIAIOTCS pas-
JIMYHBIE MeXaHU3Mbl (POPMUPOBAHUS MUMMYHOJOTUYE-
CKOW W KJIMHWYECKOU TOJIEPAaHTHOCTU, MHIAYLUPYEMOW
ajepreH-crnenuduueckoir ummyHortepanueir [10, 13].
OnHako, HECMOTPSI Ha 3HAYUTEIbHOE KOJIMYECTBO (hyH-
MaMEHTAJIbHBIX HCCJIEIOBAaHUI B 3TOM HaTllpaBJICHUH,
MeXaHU3M TepaneBTUIecKoro 3ddeKkra ocTaeTcs HesiC-
HbeIM. [locinenHuit mosuumoHHbIl gokymeHT EAACI
o0o3HauaeT psja Mokaszareieii-KaHAUuAaTOB, KOTOpPBIE
npemjiaraeTcsl MCIOJIb30BaTh ISl OLIEHKU 2(D(PEeKTUB-
HOCTU aJliepreH-crneuuduryeckoii MMMYHOTepanuu:
ofpesiesieHne YpOBHSI OOILIEro W ajjepreH-crneundu-
yeckoro IgE (aslgE), a Takke nx oTHOIIeHUS; UCCe-
nosaHue annepreH-cneuududeckoro IgG4 (aslgG4)
u otHoiueHus aslgE/aslgG4; BbisiBIeHME MapKepoB
T- n B-perynsiTopHbIX KJIETOK, a Takxke OIpeaeeHne
MapKepoOB in vivo, BKJIIOYAsd TPOBOKALIMOHHBIE TECTHI,
u ap. Kpome Toro, cpeau npeamnosiaraeéMbix OMoMapke-
pPOB OIIEHKU MporHo3a 3¢hGEeKTUBHOCTU UMMYHOTEpa-
MUU BaXXHOE MECTO OTBOJUTCS OMPENETEHUIO OTIAEb-
HBIX IIUTOKUHOB M XEMOKMHOB. Tak, B TIPEABIAYIINX
HUCCIeIOBAHUAX TOKa3aHO, YTO TMOBbIIIEHWE KOJIuYe-
cTBa IUTOKMHOB JuMdounToB Thl B cBIBOpOTKE KPOBU
MalueHTOB ¢ OPOHXUATBHON aCTMOM M aJlJIepruyecKuM
PUHUTOM Ha (hOHE CHUKEHMS TPOIYKIIMU LIMTOKMHOB
sumconmtoB Th2 (IL-4 u IL-13), a Takxxe omnpenene-
HU€ MPOTUBOBOCITAIUTEbHBIX (MMMYHOCYTIPECCOPHBIX)
uutokuHoB IL-10, TGF-B gaBnseTcss mporHocTUYeCcKu
3HauuMMbIM [14]. Takum oOpa3om, B HacTosIee Bpems
MpeaCTaBIsIeTCs IEPCIEKTUBHBIM U3YyYeHUE pacIlIupeH-
Horo cnekTpa nurokuHoB 1L-4, 1L-10, 1L-12, 1L-13,
IFN-y u TGF-$, nuaMeHeHue KOHILIEHTpaLUUl KOTOPbIX
Ha (oHe asiepreH-crelnu@uieckoil UMMyHOTEepanuu
MPEANONI0XUTETbHO OTPa3UT (PYHKIIMOHATBHYIO aKTUB-
HOCTb afanTUBHbIX cyononynsiuuit aumbouuton (Thl,
Th2, T-reg, B-reg), npuHUMaIOIIMX y4acTUE B PEKOH-
CTpyKUMU MMMyHHOTO oTBeTa [15]. [Tpu aToM n3meHe-
HUE YPOBHSI KOHUEHTpAlMKU OOCYKAAaeMbIX IIUTOKUHOB
COIJIACHO AaHHBIM JIUTEPATYPbl MOXHO 3a(pUKCUPOBATH
Ha pa3HbIX CPOKax OT Hauyajla ajuiepreH-crenuduye-
CKOW MMMYyHOTepanuu: 4epe3 |1 u 4 Hem, yepe3 6 mec,
a taxke gepe3 1 ron, 2, 3 u 4 roga. OmgHaKO OOJBIINH-
CTBO aBTOPOB HaOitoAaIM Haubojiee 3HAYMMOE U3Me-
HEHUEe KOHUEHTpAllMM IITUTOKMHOB CHIBOPOTKM KPOBU
yepes | rox oT Hauaja tepanuu [16].

Ilea» wuccnenoBanusa: oleHkKa 3P HeKTUBHOCTH
ajuiepreH-crnenuduueckol MMMYHOTEpanuu y JAeTeit
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C aAJVICPTUYCCKUM PHUHUTOM " 6DOHXI/IaIleOI7[ acTMOM
n JTMHAMUKU HUTOKMHOBOTO l'[pO(bI/U[SI NCXOOHO, a TAKXE
qepes 1 roa OT HavaJla UMMYHOTEpAIIuu.

XapaktepucTtuka aeter u MeToAbl UCCeaoBaHNs

Jst oueHKM 3(PPEeKTUBHOCTU ajlIiepreH-crenndu-
YeCKOM WMMYHOTEpanuy TIpoaHaIM3MpoBaHAa MeIu-
LIMHCKasT JoKyMeHTanust 471 pebeHKa B Bo3pacTe oT 6
o 16 JeT, HaXOISIIerocs Moj HaOMoAeHUEM alljiepro-
snora-ummyHosiora B TAY3 Jletckasi pecrnydaukaHckast
knuHndeckas OoompHuIIa U TAY3 «JleTckas ropojackas
kamHu4eckass OonbHUIIA Ne7» (KaszaHb) ¢ auarHozamu
ayutepruyeckuit puHut (J30.1, J30.3) u OpoHxuanbHast
actMa (J45.0). /InarHo3 ycraHaBJIMBaJayd Ha OCHOBE TPU-
HSTBIX CTAaHIapTOB AMATHOCTUKM YKa3aHHBIX 3a00seBa-
HUI, KOTOpHIE TTOIpa3yMeBaloT IpUMEHeHNe KOMITIeKca
OOIIEKITMHUYECKUX U CIIEIU(PUIECKIX METOIOB 00Ce-
noBaHust. OOIIEKIMHNIECKIE METOIBI BKITIOYATN OLIEHKY
aHaMHe3a, JaHHBIX OOBEKTUBHOTO OCMOTpA, Pe3yiIbTa-
TOB JJa0OPAaTOPHBIX (OOIIMIT aHAIU3 KPOBU C TOJACYETOM
JIEWKOLIUTAPHOM (DOPMYJIBI, aHAIM3 MOKPOTBI, UCCIIEN0-
BaHUE PUHOIIUTOTPAMMBI) ¥ MHCTPYMEHTAIBHBIX (MCCTIe-
JIoBaHWe (PYHKLIMU BHEITHETO IbIXaHUsI, C TIOCTAHOBKOM
TecTa ¢ P,-aIpeHOMUMETUKOM, TIEPEMHSA PUHOCKOTINS)
METOJIOB MCcClieoBaHusA. B cBOIO odepenb, crienuduye-
cKoe o0cieloBaHNe BKITIOYAJIO aHAIN3 JaHHBIX aJlJIepro-
JIOTUYECKOTO aHaMHe3a, KOXKHOe TeCTUPOBaHKME ¢ HEMH-
(beKIIMOHHBIMM aJlJIepreHaMM, a TaKXe WCClIeqoBaHNe
ypoBHs obiiero u creuuduueckux IgE. Bece manyeHTs
10 TOBOJY OCHOBHOTO 3a00JieBaHUST TOJyJYald Kypc
ajuiepreH-crenurdeckoil nMmmyHotepanuu. [Ipu atom
MTOAKOXHBI BapMaHT WMMYHOTeparuu ObUT Ha3HauyeH
348 (74%) nmetsiM C UCITOTBb30BAaHUEM BOIHO-COJIEBBIX
9KCTPAKTOB ajuiepreHoB (TpousBoautenb ¢unuan AO
HITO «Muxkporen», CraBpononb), u3 Hux 300 (64%)
MallMEHTOB MMMYHOTEpAITMIo TOJydalin To Kiaccude-
CKOl cxXeMe ¢ dTarmaMu JOCTUKEHUS MaKCUMaJbHOM
TeparneBTUIECKOW T03bI U TOMAEePKUBAIOIIEH Teparum.
VY 48 (10,2%) neteit ObUT WMCITONB30BAH YCKOPEHHBIM
METOJ TTOAKOXHON WMMYHOTeparuu, B paMKaX KOTO-
pOTOo Ha dTarle HapalluBaHUs 103kl MHBEKIIMU TTPOBOIM -
JINCh B YCJIOBUSIX CTallMOHApa ¢ 4aCTOTOM 3 pa3a B JeHb.
B mocnemyroriem atar moaaepsKUBaroIieil Tepanuu ocy-
mecTBIIsM amOymatopHo. [1pu atom 164 (34,8%) netssm
OblJla Ha3HAYeHa MOJKOXHAs MMMYHOTepaIus ajjiepre-
HaMU TIBUTBIIBI AepeBbeB, 136 (28,9%) — amnepreHamu
COPHBIX TpaB, 19 (4%) — annepreHaMM JIyrOBBIX TpaB 1 29
(6,2%) — annepreHaMu KJjelieil momannHein mein (Der-
matophagoides pteronyssimus n Dermatophagoides farinae).

B cBoto ouepenb, CyONMHIBAIIbHBIN BapUaHT UMMYHO-
Tepanuu ocyiectsisics y 123 (26%) mereit ¢ mpume-
HEHUEM CTaHIAPTU30BAHHBIX BBICOKOAO3HBIX JieueO-
HBIX aJUIepreHOB TIPOM3BOJACTBA KommaHuu Stallergenes
(®panuus). Cranopallb <«AJlJlepreH TBUIBLBI  Oepe3bl»
noryyanu 76 (16,1%) neteit, Opaneiip «AJiepreH MbITbIIbI
JIyTOBBIX TpaB» U Cranopaib «AjuiepreH kieriei» — 40
8,5%) u 7 (1,5%) neteii coOTBEeTCTBEHHO. JlMUTEb-

OPUINHAJIbBHbBIE CTATbU

HOCTb Kypca ajllepreH-crelnuieckoil UMMYHOTEparuu
Kak MpH MOAKOXKHOM, TaK U MPU CyOJIMHTBAIBHOM METO-
JlaX BBEICHUSI aJJIEPreHOB COCTaBJIslIa S JIeT.

OueHky 3(p@eKTUBHOCTM Tepanuu  TMPOBOAWIU
C WCMOJIb30BaHNWEM BaJIMIM3UPOBAHHBIX OINPOCHUKOB
U IIKaJd, peKoMeHAoBaHHbIX K mpumeHeHuio EAACI.
Tak, y mauuMeHToOB C alJIepruyeckKuM pUHUTOM 3P dek-
TUBHOCTh MMMYHOTEpAINMM OLIEHWBAJIM C TTOMOIIbBIO
BanmausupoBaHHo# 1mikajabl CSMS (Combined symptom
medication score), comepxaleli BOMPOCHl O YacToOTe,
CTeMeHU BBIPAXKEHHOCTU OCHOBHBIX CUMITTOMOB 3a00J1¢e-
BaHMSI, a TakKKe MOTPEOHOCTU B MCIOJIb30BAHUM MEIM-
KaMeHTO3HOI Tepanuu. [1py 3ToM cCHUXXKeHUe OalTbHBIX
OLIEHOK KOMOWHMPOBAaHHOWM IIKaJIbl CBUIETEIBCTBO-
BaJI0o 00 YMEHBIIIEHUU KOJUYECTBa CUMIITOMOB PUHUTA
¥ TOTPeOHOCTH B JIEKapCTBEHHOM Tepanuu. B cBoio oye-
penb, Y TAllMEHTOB ¢ OPOHXMAJIbHOW acTMOW W COITYT-
CTBYIOIIMM  aJUTEPTUYECKUM PUHUTOM JUISI  OLEHKHU
3G (HEKTUBHOCTH MMMYHOTEPATTU HAMK OBIT IPUMEHEH
onpocHuk CARAT10 (Control of Allergic Rhinitis and
Asthma Test), KOTOpbIii TTO3BOJSIET OLIEHUTH CTETEeHb
BBIPa)KEHHOCTHU CUMIITOMOB, CBSI3aHHBIX C aTOTTMYECKOM
OpOHXMAJIbHOW aCTMON M aJUIeprUYeCKUM DPUHUTOM,
MOTPeOHOCTh B YBEJWYEHUM MEIUKAMEHTO3HOW Tepa-
nuu. [Ipy 3TOM moKazareneM TOJIOXUTEIbHON AWHA-
MUKU TeYeHUs 3a00J1€BaHUSI CIIY>KUT MOBBIIIIEHUE 0aJlTh-
HBIX OLIEHOK 10 JaHHOMY OTIPOCHMKY [17].

OTaenbHBIM 3TAallOM HAIIEro MCCIeI0BaHUS ObLIO
orpejieieHe YPOBHSI HEKOTOPBIX LIMTOKMHOB B CBHIBO-
pPOTKe KpPOBU y 86 MAllMEHTOB C alJIePTUIECKUM PUHU-
TOM M OpoHxuanabHOW actmoit. YpoBuu I1L-4, IL-13,
IFN-y, 1L-12, IL-10 n TGF-B usmepsau ¢ NOMOILbIO
ELISA B COOTBETCTBMM C MPOTOKOJIAMU TTPOU3BOIUTEIS
(«IL-13 ELISA kit», «Bender MedSystems», BeHa,
Ascrtpusi, EBpomna; «IL-12 ELISA kit ThermoFisher Sci-
entificy, «BMS238HS», Yontem, Maccauycerc, CIIA;
«TGF-B ELISA kit DRG Instruments», Map0Oypr, [epma-
nus; «IL-4, IL-10, IFN-y — ELISA kit», Bekrtop-becr,
KonboBo, Poccust) ucxomHo u 4yepe3 rom oT Hauaja
ajuiepreH-cnenuieckKoil UMMYyHOTEpaTiu.

CraTuctuueckyro o0pabOTKYy TOJYYeHHbBIX JaHHBIX
BBITIOJIHSJIM C MCITOJIb30BaHUEM TMPOTPaMMHOTO TaKeTa
Statistica 10.0. ITpoBepky Ha HOpPMaJILHOCTH pacripe-
JeJICHUST TIpU3HaKa OCYIIECTBIISIIN C TToMolibio W-TecTta
[lanmupo—Ywuika. BbIMOMHSIM omnucaTebHbI U cpaB-
HUTEIbHBIN aHanmu3. OmnucaTeNbHBI aHAJIU3 BKIIOYAI
orpefieieHe CpeaHero apudMETUYECKOro 3HayeHMUsI
(M), cranpgaptHoe oTkJIOHeHue (SD), a TakxKe pacyer
MmenuaHbl U KBaptuiei (Me [Q1; Q3]) njist HEHOpMaJbHO
¥ HECUMMETPUYHO pacripeie/IeHHbIX mapameTpoB. CpaBs-
HUTEIbHBIM aHaJIM3 OCHOBBIBAJICSI Ha OTMpeneJeHun
JIOCTOBEPHOCTU PA3HUIILI TTOKa3aTesieil 1o Z-KpUTepuio
Manna—YutHu. Kputnueckuit ypoBeHb 3HAUMMOCTH (p)
MPU MIPOBEPKE CTATUCTUYECKUX TUTIOTE3 B MCCIeOBAaHUN
npuHuManu paBHbIM 0,05. JIoCTOBEPHOCTb pa3IuIuii
MEXIy CBSI3aHHBIMU BBIOOpKAMU OIEHUBAIM C TTOMO-
b0 Kputepust Bunkokcona [18—20].
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Pesynbrathbl M 06CcyXaeHne

AHaAIN3 JaHHBIX MEIUIIMHCKOM TOKYMEHTALIMU TTOKa-
3aJ1, 9YTO Cpenr HaOTI0aeMbIX TIAITMEHTOB JIETKOE TeUeHUE
aJJIeprui4eckoro puHWTa Habmomanoch y 164 (17,3%),
Te4eHHe CpeHel CTereHn TsokecTn — y 248 (53%), Tske-
Joe Teuenne — y 59 (12,3%). Y 82 nmanmeHTOB ajieprude-
CKUII PUHHUT COYETANICS C TIPOSBICHUSIMU aTOIMMUECKOM
OpoHxMaTbHON acTMBL: ¥ 62 (13,2%) meteit mMarHOCTH-
pOBaHa TMepPCUCTUPYIOIas OPOHXUATbHAS acTMa JIETKOTO
TedeHust, a y 20 (4,2%) — cpemHeil CTETICHW TSDKECTH.
BaxHO OTMETUTh, YTO Ha MOMEHT Ha3HA4YeHWS auiep-
TeH-Cren(prUIecKoil UMMYHOTEPAITUK Y BCEX MaIlUEHTOB
OpoHXMaTbHAs acTMa MMeJla KOHTPOJMpPYyeMOoe TeueHHe,
YTO, KaK U3BECTHO, CITY>KUT OMHUM M3 KPUTEPUEB BO3ZMOXK-
HOCTM WHMIMAIMU JaHHOTO MeToja JIeYeHWs. AHau3
TMAHHBIX AJUIEPTOJIOTUIECKOTO O00CTeIOBaHUS TIOKa3al,
YTO 3HAYMTEIBHOE YHUCIIO TALMEHTOB C aJIepPrHUECKUM
PUHUTOM M OpOHXMAJIbHOW acTMON WMEJI0 codYeTaH-
HYIO CEHCUOMIM3AINIO K TPYIITE MbITbIEBBIX U OBITOBBIX
aJlJIepreHoB, a TaKKe TPOSIBJICHUS TOJIMAUIEPTUN. DTO
MMeJTo 3HAUYeHNE B BBIOOPE aJuIepreHa ISl aJulepreH-Crie-
HUGUIECKON MMMYHOTEpaTTu.

JlanHuble olleHKM 3(GEKTUBHOCTH aJlJiepreH-crie-
HIU(UIECKON HWMMYHOTEparuu, TMOJyYeHHbIe Yy aeTei
C aJUIepTUYECKUM PUHHUTOM, HAXOISIIMXCS Ha TOIKOXK-
HOI MMMYHOTEpaInu, OTpaXkald BBICOKWI WCXOTHBIN
VPOBEHb BBIPAXXEHHOCTH KJIMHWYECKUX TPOSIBIICHUIA
punuTta o mwkajge CSMS — 2,2 [1,9; 2,6] 6amta. Mcxon-
Has olieHka 1o mkaiae CSMS orpaxaeT BbIpaXKeHHOCTh
KITMHUYECKUX MPOSIBIIEHUI PUHUTA: 3aJI03KEHHOCTh HOCA,
3yII TTOJIOCTH HOCA, YMXaHUE M MHTEHCUBHOCTb PUHOPEH.
[Tpu 3TOM y3Xe Mmocie TIepBOro rofa MOIKOXKHOM ajep-
reH-crneu@uieckKoii MMMYHOTEpaul CPEIHSST OLIeHKa
yMeHbIIMJIach B 2 pa3a m cocraBuiaa 1,75 [1,15; 2,3]
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Oayuta, a mocyie BToporo roja jedeHust — 1,45 [1,0; 2,2]
6aya. YMeHbIlIeHNEe BRIPAXKEHHOCTH KITMHUYECKUX MPO-
SIBJICHWI aJJIEPTUYeCKOro PUHUTA Ha (POHE TTOIKOXHOM
WMMYHOTEpAUU y JAeTel MPOJOJIKAIOCh M MO OKOH-
YyaHUM 3-TO Troja JieyeHus, olleHka mno mkaime CSMS
coctasmiaa 1,0 [0,0; 2,2] 6anna. Ilocite 4-To u 5-ro rog0B
JIedeHUs y JeTeil Takke OTMeYaluCh MWHUMATbHBIE
MPOSIBJIEHUSI OCHOBHBIX CUMITOMOB puHMTa. CpemaHss
orieHka mo mkajne CSMS mocse 4-ro 1 5-ro To/10B IO~
KOXHOW  ajulepreH-crennduIeckoil  MMMyHOTepanuu
cocrasuna 1,7 [1,0; 2,2] u 1,0 [0,0; 2,0] 6amra cooTBeT-
crBeHHO (p=0,001 mist pa3nuuuii pe3ysbTaTOB OMPOC-
Huka CSMS no rogam; puc. 1, a).

TMonoxuTtenpbHass AWHAMHUKA CUMIITOMOB aJUlepTH-
YecKoro pvuHWTa HabIromanach Takke Ha (poHe CyOJIUHT-
BaJIbHOI  aJlJiepreH-crien@uIeckoil MMMYHOTeparuu,
OJTHAKO MCXOAHO B 3TOM IMOATPYIIITE MALIMEHTOB TTPOSIBIIE-
HUS aJJIEPTUYeCcKOro pUHKUTA ObITN 60J1ee BhIpaske HHBIMU,
yeM y JIeTeld, TMOoTyYaBIInX MOAKOXHYI0 MMMYHOTEPAITHIO.
Tak, cpennss ouenka mo mkajie CSMS ncxonHo y naiu-
eHToB coctaBuia 4,33 [3,8; 4,7] 6amia. Yke yepe3 roxm
Ha ¢(oHe CyOIMHTBATBHOM WMMYHOTEpAITUA CPEIHSS
OlleHKa 3HAaYMUTeJIbHO cHU3mIach a0 2,0 [1,0; 3,17] 6amra
¥ TIPOJOJDKAjla CHIDKAThCesl Ha 2-1 rox jedeHus o 2,0
[0,8; 2,95] 6amna. [TomoxuTtenpHast IMHAMMKA OTMeJaiach
U K KOHILy 3-TO rojia CyOJMHIBAJIbHON UMMYHOTEpamnuu,
Korma oreHka 1o mxajie CSMS cocrasuna 1,0 [0,17; 2,5]
bayuta, a o okoHuyaHuu 4-ro roma — 0,0 [0,0; 1,0]. ITocie
5-ro roma CyOJVMHTBaJbHOW ajljiepreH-crieluduiecKoi
WMMYHOTEPAIH y AeTel MOJTHOCTBIO OTCYTCTBOBAIM CUM-
MTOMBI aJUTEPTUIECKOTO PUHKTA, B pe3yJIbTaTe Yero cpe-
Hsis1 otieHKa 1o mkajne CSMS nocturna 0. Kak u B rpyrire
MOAKOXHOW WMMYHOTEepariu, HaMmu 3ahUKCUpOBaHa
JIOCTOBEPHOCTb pasinuunii pe3yasratoB 1o 1kaie CSMS
no ronam (puc. 1, 6).
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T T
3 Median
] 25%75%
T mon-Outlier Range
o OQutliers
% Extremes

] 1 2 3 4 5

HaEmopenwe

Puc. 1. Cpennee apudmernueckoe 0auibHOIl oneHkn nmo mkajne CSMS y aereii ¢ aseprudeckum puauroMm (AP), Haxoxsmmxcs
HA NMOIKOKHOIA (2) M Cy0JMHrBaIBHOM (0) IMMYHOTEpPANNH B TedeHHe 5 JieT.

IIKUT — nonkoxuas ummynorepanus; CJINT — cyommHrBaibHasi MIMMYHOTEPANHS.

Fig. 1. Estimation of the arithmetic mean CSMS score in children with allergic rhinitis, who have been on subcutaneous immunother-

apy (a) and on sublingual immunotherapy (6) for 5 years.

ITKUT — subcutaneous immunotherapy; CJINT — sublingual immunotherapy.
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C uenpio oueHKU 3(GGEKTUBHOCTU aJUIepreH-CIie-
M(pUIEeCKOl MMMYHOTEpanuy y TalWeHTOB C OpoH-
XMAJIBHOM aCTMOW M COIYTCTBYIOIIMM aJlJIeprUYeCKUM
puHutoMm npuMeHsuin onpocHUK CARATI10, ysennue-
HUe OaJUTBHBIX OIIEHOK TI0 KOTOPOMY CIYKWJIO TTOKa-
3aTesieM  TIOJIOKUTEJbHOW JITMHAMUKK  3a00JIeBaHMUSI.
AHanu3 pe3yJabTaToB TOKasaj, 4To y TMalMeHTOB, MOJy-
YaBIINUX MOAKOXHYI0O UMMYHOTEPAITMIO, MCXOIHO Cpeli-
HSIST OIIEHKA TT0 OMPOCHUKY COOTBETCTBOBajia 24 [21; 26]
Oasmam. OnHako yxe nocje 1-ro roga UMMYHOTEpanuu
OTMEUaJoCh 3HAYUTEIbHOE YMEHBIIEHUE KIMHUYECKUIA
MPOSIBJICHWI KaK OpOHXUAJbHOW aCTMBI, TaK U aJlJlepri-
YeCKOro PUHUTA, YTO OTPaXKaloCh B OILIEHKAX MO OMpOC-
Huky CARAT10 — 27 [26; 28] 6anioB, a mmociie 2-To roaa
neyeHust — 28 [27; 28] 6amioB. JJOCTUTHYTBII pe3yJib-
TaT COXpaHSJICS M B Tocienytomue roasl. ITocae 3-ro
" 4-Tro TOIA TIPUMEHEHUSI TTOIKOXKHOM aJljiepreH-Creru-
(pmaeckoit UMMYHOTepanuy CpeHsIsT OlleHKa IO OTpPOC-
HuKy CARAT10 cocraBuna 29 [28; 29] n 29 [29; 29] 6aioB
COOTBETCTBEHHO, a rociie 5-ro roga — 30 [29; 30] 6auroB.
Kpome Toro, 3adumkcupoBaHa ITOCTOBEpPHOCTDb pa3IMUMiA
pesynbraroB onpocHuka CARAT 10 o romam (puc. 2, a).

B 1ie10M comoctaBuMbIe pe3yabTaThl MBI HAOIIOIATN
U y JAeTell ¢ COYETAHHOW TMaTOJIOTHEHN, HaXOMSIIUXCS
Ha CyOJMHTBAJIbHOM BapuaHTe ajllepreH-crienuduye-
CKOM MMMYyHOTepanuu. B aToii TpyIimne MCXOMHO cpei-
Hsst ouleHka o ompocHuky CARATI10 cocraBuia 20
[17; 24] 6annoB. Yepe3 roa jeyeHUss oHa yBeJIUUUIACh
no 28 [24; 30] 6annos. [To okoHYaHUM 2-T0 TOMAA Jieue-
HUS y AeTel HaGmonanach enle 6ojaee 3HaYNMAasT JUHA-
MMKa KJIMHUYECKUX CHUMITTOMOB: OIIeHKA IO OTTPOCHUKY
CARATI10 nocruria 28 [26; 30] Ga/uioB, a M0 OKOHYA-
HuM 3, 4 1 5-T0 TOAOB NMPUMEHEHUsI CYyOIMHIBaIbHOM
MMMYHOTEpAmuy CUMITOMBI TTPAKTUYECKU TTOJTHOCTHIO
perpeccupoBaiii U olieHKU 1o onpocHuky CARATI10
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cocrtaBmim 29 [29; 30], 29 [29; 30] u 29 [29; 30] 6amioB
COOTBETCTBEHHO (puc. 2, 0).

Takum oOpa3oM, M TOAKOXHBIA M CyOJIMHTBAIbHBIN
BapMaHThl MMMYHOTEpPANUM HMMEIOT BBICOKYIO KIWHU-
yecKkylo 3(G(GEeKTUBHOCTh KaK y AeTei C M30JMPOBaH-
HBIM aJUTEPTUYECKUM PUHUTOM, TaK M B CIyJae coueTa-
HUST OPOHXUATBHON acTMbl U aJUIEPTMYECKOTO PUHUTA.
ITpu 5TOM OoTMevaeTcsl Xopolasi MepeHOCUMOCTh Tepa-
muu. B HamreM ucciaenqoBaHMM MPU TTPOBEIECHUU TIOM-
KOXXHOI MMMYHOTEpanuu JIOKaJbHbIe peakiliu B (hopMe
TUTIEPEMUN, OTeKa WM 3yla B MeCTe WHBEKLIMU OTMe-
yajauch ToJbko ¥ 6 (1,3%) neteit. JlokanbHbIe peaKInU
B Clydyae TMPUMEHEHMsS CYOJWHTBAJIbHOTO BapHUaHTa
aJuTepreH-creluuIeckoil  MUMMYHOTeparu, TpOsB-
JISTIONIMECS 3yI0M, XOKEeHUEM B TTOJIOCTU pTa, YYBCTBOM
MepUIeHNS, a TAKXKE OTeKa CITU3UCTON 000JIOUKH POTOBOI
MTOJIOCTH WJTH SI3bIKa, BBISIBIEHBI Y 5 (1%) neteit. Cuctem-
HBIX PeaklMil y TMalMeHTOB 00enX rpymm He 3aduKcu-
pPOBaHoO.

OmDHOBpEMEHHO C OIEHKOW AWHAMUKM KIWHUYE-
CKOW CUMIITOMATUKU Ha (OHE ajuiepreH-crenuduye-
CKOW MMMYHOTEpANuU B CBIBOPOTKE KPOBU TMAIIMEHTOB
HWCXOIHO M Yyepe3 | ron oT Havaja JeueHUs OTpeaessia
uutokuHbl JuMdouutoB Thl (IFN-vy, IL-12), numdo-
uutoB Th2 (IL-4 u IL-13), a Takxxe mpoTUBOBOCHA-
JUTeNbHbIe cynpeccopHble nutokuHbl 1L-10, TGF-f
B KayecTBe JabOpaTOpHBIX OMOMapKepOB TepareBTH-
yeckoit 3¢ deKTuBHOCTM MUMMYHoTepanuu. CoriacHo
JAHHBIM JIUTEpaTypbl UMEHHO B OTOT TEPUOMA TPOUC-
XOIUT JTOCTOBEpPHOE W3MEHEHUWE YPOBHSI LIMTOKWHOB,
KOTOpble KOCBEHHO MOTYT OTpaXaTh (hyHKIIMOHATb-
HYI0 aKTUBHOCTb MMMYHOKOMIIETEHTHBIX KJIETOK [16].
WUccnenoBanus mokasanu, uyto ypoBeHb IL-4 u IL-13
ucxonaHo cocraBui 3,44+2,78 u 10,97+19,2 nir/mi cooT-
BeTcTBeHHO. [locne 1-ro roma amnepreH-crienubuie-

ABAek AR [CARAT 10} CWT

3 Median

T Non-Outlier Range
o Outliers

% Extremes

HaGnwpexne

Puc. 2. Cpennee apumernueckoe dawbHOi onenkn mo onpocHuky CARAT-10 y nereii ¢ coueTanuem 0OpoHxuaibHOi acTMbl (ABA)
u ajuteprudeckoro puauta (AP), Haxoasamuxcst Ha NOAKOKHO# (2) M Cy0JMHTBAIBHO (0) HIMMYHOTEPANINH B TeYeHHe S JieT.

IIKUT — nonkoxuas nmvynorepanusi; CJIUT — cyomHrBasibHAsi HMMYHOTEpANHS.

Fig. 2. Estimation of the mean arithmetic CARAT-10 score in children with a combination of atopic asthma and allergic rhinitis, who
have been on subcutaneous immunotherapy (a) and on sublingual immunotherapy (6) for 5 years.

IIKUT — subcutaneous immunotherapy; CJIUT — sublingual immunotherapy.
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CKOIl MMMYHOTEpanuu HaMyd OTMEUYEHO CTaTUCTUYECKU
3HauMMoe cHuXeHue ypoBHs 1L-4 no 0,53+0,88 nr/mu
(p=0,07) ipu 3TOM OTMeYasach TEHAEHIIMS K IMOBbIIIE-
Huto ypoBHs IFN-vy. Tak, eciu ucxonHo yposeHb [IFN-y
cocraBun 0,35+0,1 nr/mu, TO 4epe3 roa OT Hayaja
Tepanuu ero oH moBbicuics a0 2,3+0,9 nr/mi, Xors
JIOCTOBEPHOCTH TOJIyUeHHBIX U3MEHEHU I HE BBISIBJICHO.
B To ke Bpemst yposeHb IL-13 u IL-12 Ha ¢oHe neueHust
MPaKTUYeCKU He M3MEHSICS: UCXoaHble ypoBHM [L-13
coctaBisuim 13,75%119,2 nr/mi, a yepe3 roa oT Havyajia
uMmyHotepanuu — 13,75£20 nr/mi. AHajloTU4YHbIE
NIaHHbIE TIoJydeHbl W B oTHouueHuu IL-12, ypoBHUM
KOTOPOTO MCXOIHO W 4epe3 roj Mocje Hayaja Jeye-
HUS OB MpPaKTUYeCKW OAMHAKOBBIMU: 11,94+24.3
nu 11,47+17,39 nr/mn  coorBercTBeHHO. WMcxon-
Hble YPOBHM TIPOTMBOBOCHAIUTEIBHBIX IIMTOKWHOB
IL-10 cootBercTBOBanu 7,42+3,2 nr/mia, a TGF-B —
89,2+7,3 nr/mi, Tipu 3TOM Tocie 1-To roaa ajajaepreH-
crnenMpuuecKoit UMMYHOTEpAruu OTMeYaioCch JOCTO-
BEpHOE YBEJIMYEHUE YPOBHS YKa3aHHBIX ILIMTOKWHOB
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Bapuxosﬂoe paclipeHye B€H Yy MOAPOCTKOB: MPOCNEKTUBHOEC KOIOPTHOE UCCJICI0BAHHE

J.M. Muponiobos’?, U.H. Hypmees'?, B.U. Moposzoe'?, M.A. 3vikosa?, A.JI. Muponio6os’

'PreQy BO «KasaHckuii rocyaapCTBEHHbIN MeAULMHCKNA yHuBepcuTeT» Munagpasa Poccun, KasaHb, Poccus;
2TAY3 «[leTckas pecnybnunkaHckas knmHudeckas 6onbHmua» Munagpaea PT, KazaHb, Poccus;
SPrAOY BO «KazsaHckuii (MpuBonxckuii) depepanbHbii yHnBepcuteT» MnHobpHaykmn Poccun, KasaHb, Poccust

Varicose veins in adolescents: a prospective cohort study

L.M. Mirolyubov'?, I.N. Nurmeev'?, V.I. Morozov'?, M.A. Zykova®, A.L. Mirolyubov’

'Kazan State Medical University, Kazan, Russia;
2Children’s Republican Clinical Hospital, Kazan, Russia;
3Kazan (Volga Region) Federal University, Kazan, Russia

B crarbe H3I103KeH ONbIT TMATHOCTHKH 1 JIeYeHHS] XPOHITIECKUX 3200/1eBaHMUIi BeH HIZKHIX KOHEYHOCTeil y 164 malieHToB JKeHCKOro moJa.
Leab uccnenosanusd. VizyyeHue pe3y/asTaToB JUATHOCTUKY M JieYeHHS BAPHKO3HOTO PACIIMPEHHUs BeH B rPyIIe JHI XKeHCKOro 1moJja
MO/IPOCTKOBOTO M B3POCJIOr0 BO3pacra.

XapakTepucTHKA MALUEHTOB M MeTObI HccienoBanus. [IpoBereHo NPOCIEKTUBHOE MCC/IEIOBAHIE C AHAJIM30M COCTOSIHUS TPYMITbI
JieTeii MOJPOCTKOBOTO BO3PACTa U Pe3y/ibTaTaMu 00c/1e10BaHMS JIUIL TOl 2Ke IPYNmbI CHycTs 5 JieT (B3pocJias YacTb UCCJIeJOBAHUS).
B nuarHocTHKe mpUMeHeHbl KIMHUYeCKuii ocMoTp (oueHka 3adoneBanus no kiaaccuukamuu CEAP), yisTpa3BykoBble HCCien0-
BaHudA, TejedoHHbie onpockl. IIpu NOBTOPHOM 006c/Ie10BAHNM NALMEHTOK OTMeYeHbl XOpPOLIMe OTAAJIeHHbIe Pe3yIbTAThI JeYeHHs .
IToBTOpHBIX ONepanuii He ObLIO.

Pesyabrarsl. ConIacHO JAHHBIM NMATHJIETHETr0 HAOMIOJeHHs] BMEMIATEbCTBA B M3y4aeMoii rpynne ObLiv BbINoHeHbI B 4 (4%) ciy-
yasx. /1014 BbUI€YEHHBIX MALMEHTOB 0CTAIACH 0€3 10CTOBEPHBIX M3MEHEHMI.

BoiBoapi. 1. /1151 haiedos10rum A€ TCKOro BO3pacTa XapaKTepHo npeod.1ajanie HeocJ0KHeHHbIX (opM BADUKO3HOTO PAacIMpPeHus] BeH
NPH OTHOBPEMEHHOI BBICOKO# 032004eHHOCTH 3a00/IeBaHMEM NMalUeHTa U poauTeseii. 2. CBoeBpeMEHHO BbINOJIHEHHbIE XUPYPIu-
YyecKue U Jia3epHble BMENIATEILCTBA M HA3HAYEHHAS IPOrPAMMa HEXHPYPrHYeCKOro JieUeHHs! NO3BOJISIOT T00UThCS CTOMKOro yayd-
eHus1 y OOJBIIMHCTBA MALMEHTOB ¢ XOPOLIMMH OTAAJeHHbIMU pe3yasratamu. 3. HaOmonenue 3a manpeHTaMu ¢ XpOHHYECKUMH
3200J1eBAHUSIMU BeH MPH Tepexojie HX BO B3POC/IYI0 BO3PACTHYIO IPYNIY MOKA3bIBAET COXPAHEHHE XOPOUINX Pe3yJIbTATOB Y 0OIbIIMH-
CTBa 00CJ/Ie/I0BAHHBIX.

Karouesvie caosa: 6emu, nodpocmlcu, 8ApUKO3, paculupenue 6eH, N1d3epHasd KoazyiAayusd, cKkaepomepanus, cKaeposuposanue, Kave-
CMeo JHCUSHU.

Ans yntuposaums: Muponobos J1.M., Hypmees U.H., Moposos B.U., 3bikoBa M.A., Mupono6os A.J1. Bapnko3Hoe pacLumpeHme BeH y noa-
POCTKOB: MPOCMNEKTUBHOE KOropTHOE nccaenoBaHve. Poc BecTH nepuHaron n neaguatp 2021; 66:(5): 183-187. DOI: 10.21508/1027-4065—
2021-66-5-183-187

The article describes the experience of diagnostics and treatment of chronic diseases of the veins of the lower extremities in 164 female
patients.

Objective. To study the results of diagnosis and treatment of varicose veins in adolescent and adult females.

Patient characteristics and research methods. The authors carried out a prospective study, they analyzed health condition of a group
of adolescents and examined this group in 5 years later (the adult part of the study). The authors used clinical examination for diag-
nostics (disease assessment according to CEAP classification), ultrasound examinations, telephone interviews. Re-examination
of the patients showed good long-term results of treatment. There were no re-operations.

Results. According to the data of a five-year follow-up, interventions were performed in 4 (4%) cases in the study group. The propor-
tion of cured patients remained without significant changes.

Conclusion. 1. Phlebology of childhood is characterized by the predominance of uncomplicated forms of varicose veins, with a simul-
taneous high concern about the disease of the patient and parents. 2. Timely surgical and laser interventions and the prescribed non-
surgical treatment program allow achieving a lasting improvement in the majority of patients with good long-term results. 3. Obser-
vation of patients with chronic venous diseases during their transition to the adult age group shows the preservation of good results
in the majority of cases.

Key words: children, adolescents, varicose veins, laser coagulation, sclerotherapy, quality of life.

For citation: Mirolyubov L.M., Nurmeev I.N., Morozov V.I., Zykova M.A., Mirolyubov A.L. Varicose veins in adolescents: a prospective cohort
study. Ros Vestn Perinatol i Pediatr 2021; 66:(5): 183-187 (in Russ). DOI: 10.21508/1027-4065-2021-66-5-183-187
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poHMUYeCcKMe 3a00JieBaHUSI BEH B COBPEMEHHOM

MHUpE — Cepbe3Has collMalibHasi, MYJBTUANCIIUTLIN -
HapHasi MEAUWIIMHCKAasl M SKOHOMMYECKasi Mpobiema.
OnyOiuKOBaHHBIE B TIOCJAEAHUX TONIBl JaHHBIE CBU-
NIETEJIbCTBYIOT O pOCTe 4YMCJa CiaydyaeB 3abosieBaHUSI,
B TOM YHCJe cpean neTckoro HaceieHus [1—4]. Heo6-
XOJIMMOCTh XUPYPIMYECKOro JIeYeHUs OOIlIenpu3HaHa
[5, 6]. OTMeuaeTcst TEHASHLIMS K IITUPOKOMY BHEIPEHUTO
MaJIOWHBAa3UBHBIX CITOCOOOB BMeEIIATEJIbCTB (J1a3epHbIC
U XUMHMUYECKUE CIocoObl ycTpaHeHust BeH) [7, §]. B Tom
YUClie B IETCKYIO MPAKTUKY BHEAPSIETCS CKIEPO3UPYIO-
1ee JeyeHue BeH M 9HI0BACKYJIsIpHasl Jla3epHasi Koary-
qsiumst [9—11]. Kak 1 cpenu B3pociabiX MalueHTOB, Cpeaun
neTell mpeo0JIafaroT JIniia XXeHcKoro noa [2]. [eneTnue-
cKasi MpeapacriojloXXeHHOCTh K BO3HUKHOBEHMIO MAaTO-
JIOTUY BeH O0YCJIOBIMBAET MPEEeMCTBEHHOCTb B Pa3BUTUM
00JIe3HU B pa3IMYHbBIX BO3pacTHBIX rpyrnmnax [12]. Uccne-
IOBaHMWI KaTamHe3a TeanaTpuyecKuX MalMeHTOB XKeH-
CKOTO T0JIa C BapMKO3HBIM paclIMpeHrneM BeH He Tpo-
BOIMJIOCh. BHMMaHue W3ydyeHUIO AETCKOro aHaMHesa
Yy B3pOCJBbIX TALMEHTOB TPAAUIIMOHHO HE YAENSIeTCs.
CnenoBaresibHO, B MPOOJeMe TUarHOCTUKU U XUPYpPTU-
YeCKOro JIEYEHUS XPOHUYECKUX 3a00J1eBaH1i1 BEH B JIET-
CKOM U MOJPOCTKOBOM BO3PACTe €CTh Psii HepeIIeHHBIX
BOTIPOCOB, YKa3bIBaIOIINX Ha HEOOXOAMMOCTH TMPOBEIe-
HUs CTielIMaTbHbBIX UCCIIETIOBaHUIA.

Ilear wccnemaoBaHusi: TIPOCIIEKTUBHOE M3yueHHE
pe3yabTaToB IMAaTHOCTUKU U JIeUeHUs] BAPMKO3HOTO pac-
LIUPEHUSI BEH B TPYMIIE JIUIL )KEHCKOTO T10J1a TTOIPOCTKO-
BOTO U B3pOCJIOTO BO3pacTa.

XapakTepucTuka naumeHToB U MeToabl
uccnepoBaHus

B uccnenoBanue Bkiourin 164 nmeBovek, HAXOIUB-
IXCsl Ha 00CIeIOBAHUU U JICUEHUU B OTIEICHUU Cep-
JIEYHO-COCYANCTON Xupyprum JleTckoii pecnyOJMKaH-
cKoit kimnmHn4eckoit 6onpHuLIEI M3 PT 3a mepuon ¢ 2005
mo 2015 . Bo3pacTt mauuMeHTOB Ha 3Tamne mneauaTpuyde-
ckoro obcnenoBaHus coctaisia 14,3+3 roma (ot 13 et
no 17 ner 11 mec). B mocnenyroiiemM manueHTbl 3TOM
TPYIIITBI OBUTH IO/ HAOII0IEHNEM aBTOPOB CTaThU BITJIOTh
110 B3pocJjioro aTara oociaegoBanus B 2018—2020 rr

JIu3aiin uccaenoanud. B HacrosiemM nccienoBaHUM
OLIEHEHBI PEe3YJNBTaThl AUATHOCTUKU B JABYX YCIOBHBIX
BpEMEHHBIX TOYKAX B OIHOM M TOM e Tpyrie MmalnueH-
toB. [lepBoe (mennaTpuveckoe) ObLIO BHITIOJTHEHO B paM-
KaxX MporpaMMBbl JICUeHUsT TeTell W MOAPOCTKOB ¢ 3a060-
neBanusamu BeH (Ipant npesunenta P® 2013—-2014 ).
Bropoe (B3pocioe) ObUIO MPOBENEHO B TOW K€ TpyIINe
cnycts S set (2018—2020 rr).

KputepusiMmu BKITIOYEHHMSI B MCCIIeAOBaHUE ObLIH
SKEHCKWI TOJI, HaJu4We BUIMMOTO pPACIIMPEeHUsT BEH
HVDKHUX KOHEYHOCTEM.

Kputepuu MCKITIOUEHUS: TTOPOKW Pa3BUTHUST BEHO3-
HOI CUCTEMBI C OOCTPYKTUBHBIM TTOPaKEHUEM TITYOOKHX
BEH; TTOCTTPOMOOTUYECKUI CUHAPOM C BTOPUYHO M3ME-
HEHHBIMU TTOBEPXHOCTHBIMU BEHAMM.

OPUINHAJIbBHbBIE CTATbU

OCHOBHBIC XaJOOBI TAIIMEHTOB TIPU TIEPBUYHOM
(menuatpuyeckoM) OOC/IEeIOBAaHUM  OOJBHBIX Mpea-
craBjiieHbl B Tabn. 1. B meTckom Bo3pacTe maimeHTbI
garie OTMeUaJId XaJlo0bl Ha paclIMpeHne BeH Ha HOTaXx,
HECKOJIbKO peXe — Ha OHeMEHMe M OTeUYHOCTh. Bo Bcex
ciTy4asix BBIPAXKEHHOCTh U PACTIPOCTPAHEHHOCTh XPOHU-
YeCKMX 3a00JIeBaHUI BEH OIICHWBATM COTJIACHO MEXIY-
HaponHoil knaccudukanuu CEAP (Clinical Etiological
Anatomical Pathophysiological) ot 1994 . [Ina oueHKun
KayecTBa KWU3HUW ObUT TTPUMEHEH MOAMGbUIIMPOBAHHBII
OTIPOCHUK, TIPEICTABJISTIOIINI COOOIA amanTaInio «B3pOC-
sgoro» tecta CIVIQ 20 st mojydyeHuUsi JTOCTOBEPHBIX
rnokasareJjieit mpu padboTte ¢ 1eTCKUM KOHTUHTeHTOM [ 10].

Pe3ynbratbl

PacnpeneneHue maiueHTOB COMIACHO Kjaccuduka-
uuu CEAP mpu mepBuyHOM 00CIEI0BAaHUM OTPaKEHO
B Tab6m. 2. Y 17 (10,4%) manmeHTOB OTMEJaIn BPOXKICH-
HBII XapakTep XpoHudeckoro 3abosneBaHusi BeH (Ec),
YTO MOATBEPKAATOCH CPOKAMHU TOSIBJICHUSI TIEPBBIX CUM-
TITOMOB ¥ COOTBETCTBYIOIIINM aHAMHE30M.

BceM 164 GONBHBIM TTPOBOAMIIOCH JIEUEHUE, U3 HUX
56 (34,1%) BBITTOJTHEHBI XWPYprUUECKUe BMeEIIaTeThb-
CTBAa W/WJIW MaJOWHBA3WBHBIC JIeUeOHBIC TIPOIICIYPHI.
Heo6xomnuMo OTMETUTh, YTO Y BCeX MAIlMEHTOK B Kaye-
CTBEe HayaJbHOW TaKTMKU JieueHUs] Oblia amMOyIaTOpHO
TMpUMEHeHa KOHCEepBaTHUBHAs Tporpamma: iaeboToHU-

Tabauya 1. Pacnipeneienne 00OJIbHBIX 10 JKaJ00aM IPH IePBAY-
HoM oOpamennn (n=164)

Table 1. Distribution of patients by complaints at the initial
visit (n=164)

Yucao 00cae10BAaHHbIX

Haoba afc.* %
Bunumoe paciimpeHue BeH Ha Horax 164 100,0
Bboxab B Horax 23 14,0
OTEeYHOCTh HUKHUX KOHEYHOCTEI 30 18,3
Cynoporu B Horax 22 13,4
OHemeHue 59 36,0

Ipumeuarue. ¥ — B psiie CllydaeB OTMEYaln 2 pa3IUYHbIC KaJloObI
u 6osee.

Tabauya 2. Pacnpenenenne 00JbHBIX CONIACHO KJIaccH(pUKA-
mu CEAP, 1994 (n=164)

Table 2. Distribution of patients according to the CEAP
classification, 1994 (n=164)

Yucio 00c1e10BAaHHBIX

CreneHnb = %
C,EpAsPr 123 75,0
C,EpAsPr 25 15,2
C,EcAsPr 5 3,1
C,EcAsPr 11 6,7
Bcero 164 100
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Mupontodos JI. M. u coasm. BapukosHoe paciivipeHie BeH Y TIOIPOCTKOB: MPOCTIEKTUBHOE KOTOPTHOE UCCIIeN0OBAHUE

YeCKUiA TIperiapaT BHYTPh (IMOCMUH), MECTHOE JICUeHE
(TpPOKCEepyTUH) U KOMIIPECCUOHHAsT Tepanusi (KOJroThl/
YyJKWA U/WIK 3J1aCTUIHBIN OMHT). PactipeneneHue naim-
€HTOB TT0 BUIaM JICUCHUS TaHO B TaOII. 3.

Cpeny BBITIOJTHEHHBIX BMEIIATEIbCTB BIIEPBEIE B OTeYUe-
CTBEHHOW JETCKOI XMPYPIMUYeCKOM MpaKTUKe MpUMeHeHa
9X0-CKJIepOTeparusl. Y HEKOTOPBIX MAIIMEHTOK TIPUMEHSITA
KOMOWHAITMIO IBYX M Oojiee Pa3IMIHBIX BapUaHTOB BMe-
marebeTB. [loka3aHWeM K BBITTOTHEHUIO (BIIeOIKTOMUN
1 9HI0BA3IbHOM JlazepHoil koarysiuuu (OBJIK) cunranu
XpoHuUeckue 3abonesaHus BeH tuna C,EpAsPr nipu BbisB-
JICHHOM TTO TAHHBIM YJIETPa3BYKOBOTO MCCIICIOBAHMS T1aTO-
JIOTUYECKOM PeUIIOKCE; UPECKOXKHYIO JIa3epHYIO KOaryJsi-
o Nd:YAG-nazepoM ¥ MUKPOTIEHHYIO CKJIepOTeparuio
sbinonHs ipu C EpA(Pr B ciydae, ecin 3aboneBaHue
BEH MpecTaBisieT co0oi KocMeTnueckuii aecekr (puc. 1).
K 3aBepimenuto uccnenoanust B 2013—2014 1.y 78 (47,6%)
MalEeHTOB OTMEYEHO OTCYTCTBHME BUIMMBIX TATOJIOTHYE-
CKUX BEH Ha HIDKHMX KOHEUHOCTSIX B COYETAHUU C KYITUPO-
BaHUEM CUMITTOMOB BEHO3HOU HEJIOCTATOUHOCTH.

CornacHo TaHHBIM KaTaMHe3a KOHCePBaTUBHOMW TIPO-
rpaMMbl MPOMPUIAKTUKA M JICUYECHUS] TPUICPKUBATNACH
Bce marMeHTHl. OMepupoBaHbl B TOCIEHYIONIUE 5 JIeT
4 (4%) maumenTa (tabn. 4). Kak ciemyer m3 TaOJIUIIBI,

B TIOCJIEAYIOIIME TOABl BCEM TAlMEHTKaM OBUIO TpO-
BeJeHO TPoUIaKTHUECKOoe JieueHne (KOMITPeCCHOHHAs
Teparnusi, GIe0OTOHUKM M MECTHOE Mas3eBOe JICUCHUE).
OrnepupoBaHHbIE TALWEHTKHU TOJy4YaJIn KOHCEPBATHB-
HoOe JIedeHre B paMKaxX KOMILUIEKCHOM TTPOTPaMMBI.

B 2 (2%) ciydasix mMalMeHTKU TepeHecTn OepeMeH-
HOCTb. Y OOHOW W3 HUX OTMEUEHO TPOrpeccUpoBa-
HUE CUMITOMATUKN XPOHWYECKOTO 3abojeBaHUsSI BeH
(TsXecTh B HOTaX, pacIIUpEeHMEe TTOIKOXHBIX BEH).

B Tabn. 5 orpaxkeHBI pe3yabTaThl O0CJIETOBAHMSI
MalKUeHTOK MPY MOBTOPHOM (B3pOCIOM) 00CIEIOBAHUH.
CorjlacHO TOJIyYeHHBIM HTaHHBIM YIOBJIETBOPEHHOCTD
CBOWM BHEITHUM BUJOM M CaMOYYBCTBHEM BBICKa3aya
41 (40,6%) obcnemoBanHas (puc. 2). Bce manmeHTKH
MPOAOJIKAIOT HAXOIUThCS IO HaOIIOAEHUEM COCYIU-
CTOTO XUpypra.

Tlepoe (memmaTpuyeckoe) oOcaeqOBaHUE TIMOKa-
3aJI0, YTO Yallle BCETO MAlMEeHThl 00paIlalich ¢ MPOCh-
0oit ycTpaHuTh KocMeTnueckuit aedekr tuna C EpAsPr
(CEAP) — perukynsipHble paclIMpeHHble BEHBI TMOI-
KOXHOW CHUCTEMBI, TIEPBUYHOTO XapakTepa. Pomutenn
MalKMeHTOB ObLIM 03a004YeHbI HATMUKUEM «JII000TO» BUIA
pacIIMpeHusT BeH, oOpallleHUsT COIPOBOXKIAINCEH TPeOO-
BaHUEM «ITOJIHOTO» U3JIEYeHUSI.

Tabauya 3. Pacnpenenenne 60JbHbBIX IO BUIAM H TEXHOJIOTHSM NPOBeeHHOTO Jedenns (n=164)
Table 3. Distribution of patients by type and technology of treatment (n=164)

Yuco o0cie10BaHHbIX

Bun nevenus s -
KoHcepBaTuBHas nporpamma JieyeHust 164 100
TpanuimonHas yedsKToMus (MepeBs3Ka, MepeceYeHUe YCThsl + CTPUTIITMHT BEHbI) 22 13,4
MuHudnedsKTOMUS 8 49
Nd:YAG nazep 1064 HM, YpeCKOXKHBII JOCTYIT 18 11
Nd:YAG nazep 1064 HM, 9HIOBaCKYISIPHBINA TOCTYIT 1 0,6
Nd:YAG na3ep, 3HIOBACKYJISIPHBIN TOCTYM + MepeBsi3Ka YCThsl 00JbIION MOIKOXKHOMN BEHbI 3 1,8
KomnpeccronHast ckiaepoTepanust 2 1,2
KomrnpeccuoHHast 3Xo-cKJiepoTeparnusi 1 0,6
KomnpeccroHHast ckiaepoTeparnysi, CTBOJI0OBast 1 0,6
Wcrounuk mmpoxkomnojgocHoro ceeta IPL, 560 Hm 3 1,8

prwe!tauue. *—B pane ciiydyaeB COUECTAIM ABA 1 Oonee Pa3INYHBIX BUOA JICUHCHMSA.

Tabauya 4. Pacnpeneienne 00JbHBIX IO BUIAM H TEXHOJIOTHSM NMPOBeIeHHOro Jedenns (n=101)
Table 4. Distribution of patients by types and technologies of treatment (n=101)

Yucno nposieyeHHbIX

Bun 1evenns
aoc. %
KoHcepBaTuBHas nmporpamma JiedeHusi, 6e3 KOMOMHAIIMK C XUPYPTUYeCKMMI BMeIlaTeIb- 97 96
CTBaMM
TpanuionHas yedsKToMus (MepeBsi3Ka, NepeceyeHue YCThsl + CTPUTIITMHT BEHbI) 1 1
TpanuuumonHas diedskTOMUS + MUHU(IEOIKTOMUS 1 1
OH0Ba3albHas Ja3epHas OOJIMTepalls BEH, 9HI0BACKYISPHbIN JOCTYII 1 1

KommpeccuoHHast ckiieporepanusi
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Puc. 1. Bapuko3no Tpanc()opMHPOBAHHAS MOAKOKHAS BEeHA
HIKHEll KoHeyHocTn y moapoctka, C EpAsPr mo CEAP.
IToka3ano ynanenue/na3epHasi KOaryJisimus.

Fig. 1. Varicose transformed saphenous vein of the lower limb
in a teenager, C,EpAsPr according to CEAP. Removal / laser
coagulation is indicated.

IMocnenytomme 5 J5eT XapaKTepu3oBaJlUCh TeEM,
YTO Yy TMAalMeHTOK 3aBepIuajcss Tepuol aKTUBHOTO
pocta opraHu3ma. M3MeHeHWE OTHOCWTEIBHO WCXOMI-
Horo yncia 78(47,6%) 3010pOBbIX TTALIMEHTOB HA MOMEHT
3aBepIICHUST TeIUATPUISCKOTO dTara HOCUT HEIOCTO-
BepHbIt xapaktep (p=0,309). B uenom mnpu mepexone
BO B3POCJIBIN BO3pACTHOM KOHTHUHTEHT Y 00CIeI0BAaHHBIX
MMallMeHTOB OTMEYaJIaCh CTAOMITBHOCTb COCTOSTHHUSI.

B ¢BsI3M ¢ 3TMM KauecTBO XXU3HU MALIMEHTOB He TIpe-
TepIesio yXyameHus. TakTuka n301paTebHbIX XUPYPTil-
YECKUX BMEIIATeIbCTB M BCEOOIIEro KOHCEPBATUBHOTO
JIeYeHUsI TT03BOJIMJIA YIYUIIUTh Ka4eCTBO KU3HU BO BCEX
rpynnax naiueHToB. OueHka Kauectsa xu3Hu CIVIQ20
B BUJE TecTa CaMOOIICHKM IIPU NETCKOM W B3POCIOM
00CJIeIOBAHUSIX BBISIBUJIA OTCYTCTBHE TOCTOBEPHBIX pa3-
JMuuii 1o pesyasraram (p>0,05).

IMoka3zatenbHa JAWMHAMKMKA Kalo0 MPOJIEYEHHBIX
MalreHToB. Bo Bcex cilydyasx BBITIOJIHEHUS XUPYprade-
CKUX BMEIIATEIbCTB M MHBA3UBHBIX MPOLIEAYP MALIMEHTBI
ObLTM MepeBeneHbl B Kitace C; 1 MoJTy4eHHbIE PE3YJIBTaThI
MOXHO OILIEHUTBb KaK XOpolue. DTU pe3ybTaThl coxpa-
HWINCH Y BcexX. ITOBTOpHBIE BMeIIaTebCTBA B CBSA3U
C PElUAVBHBIM TeUeHWEM 3a00JIeBaHUS HE BBITTOJTHSI-
Jich. OCIOKHEHUH JIeYeHsI He OTMEUEHO.

Y 7 (6,9%) manmeHTOB COXpaHSIOTCS OOJIM B HOTax
U OTEUYHOCTh HVKHUX KOHEUHOCTe. Bce manumeHTsl mpo-
JOJDKAIOT TTOJTy9aTh KOHCEPBATUBHYIO TIPOTPAMMY Jieue-
HUSI U HAaXoasITCsl o HabmoneHueM. Heooxonrumo otme-
TUTB, UTO TP «B3POCIIOM» 00CIeIOBAaHUY KOHCTATUPOBaH
GoJtee IparMaTUIHBIHN ITOIXOM TTAITMEHTOK K 3a00JIeBAHITIO
C OCO3HAHWEM TIEPMaHEHTHOCTH OOJIE3HEHHOTO COCTOSI-

Puc. 2. EnvHNYHAs MOAKOXKHAS BEeHA 3aJHeill MOBEPXHOCTH Oempa
y pebenka (a) 4 B OAPOCTKOBOM Bo3pacte (0). Bexercs Hadmonenune
B IUHAMUKE.

Fig. 2. A single subcutaneous vein of the posterior surface of the thigh
in a child (a) and in adolescence (). The observation is carried out.

Tabauya 5. Pacnpenenenne 00JIbHBIX CONIACHO Kiaaccupuka-
i CEAP, 1994 (n=101)

Table 5. Distribution of patients according to the CEAP
classification, 1994 (n=101)

Yucio 00c1e10BAaHHBIX

Crenenb
aoc. %
Kamo6/cuMnToMoB HET 41 40,6
C,EpAsPr 45 44.6
C,EpAsPr 9 8,9
C,EcAsPr 2 2,0
C EcAsPr 4 4.0
Beero 164 100

HUA 1 OTCYTCTBUEM HCO6XOI[I/IMOCTI/I TTOJTHOT'O YCTpaHCHUSA
HE3HAYNTECJIbHO paCIINPEHHBIX BEH.

00cyxaeHue

PesyibraThl TPOBENEHHOTO JICYEHUST TTOKA3aau TeH-
NEHIIMA B Pa3BUTHU BapUKO3HOW OOJIE3HU B TpyIIie
MalMeHTOB XEHCKOTO Iojla Ha TMPOTSKeHUe Tepexoaa
BO B3pOCHyI0 XM3Hb. CXOACTBOM TIpW TIPOBEIECHHBIX
00CJIeIOBaHUSAX OKa3aloch TMpeobamaHne HavalbHBIX
cTaguii 3adoyieBaHus. He BBISIBJIEHO OCJIOXKHEHUI B BUIE
BapMKO3HOTO JAePMaTUTA WJIU 3B HUKHUX KOHEYHOCTEI.
IMonaraem, yTo cTabwiIbHOE TeUeHUE 3a00JeBaHUS CBSI-
3aHO C TIPOBOAMMBIM HaOJOAEHWEM 3a TalMeHTaMU,
cobmogeHneM TpeOOBaHUI KOHCEPBATMBHOW TaKTUKU
BeJCHUS.
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Muponiobos J1.M. u coasm. Baprko3Hoe paciiMpeHne BeH y MOAPOCTKOB: TPOCTIEKTUBHOE KOTOPTHOE UCCIETOBAHNE

BbimosiHeHHBIE B JIETCKOM BO3pacCTe  oIlepaununu

IO TTOBOY BApUKO3HOTO PACIIMPEHMsI BeH HIDKHUX KOHEU -
HOCTEl MMe BBICOKYIO 3(P(hEKTUBHOCTb, pPEOTIepalinii
He ObUT0. Bo BpeMst «B3pociioro» o0cIenoBaHNsT He3HAYM -
TeJIbHO BO3pOCa A0S MAlMEHTOB ¢ KIMHUYECKUMU TIPO-
SIBJICHUSIMA JTaHHOW TiaTojioruu (06e3 JOCTOBEPHOTo pas-
Jaust). [ CrelraiicToB BaXkKHO, YTO KOHCEpBAaTUBHAS
MporpamMma JieueHUsT TMO3BOJIMIA JOOWTHCS CTaOMIM3aLN
npottecca, n'y 40,6% coxpaHsieTcst «<BEeHO3HOE» 3I0POBbE.

Takum 00pa3oM, CBOeBpeMEeHHasi WHIWBUIYaTbHO

HO,Z[O6paHHaH TaKTUKa BCACHUA IMallMCHTa-IIOAPOCTKA

C

MaToJIOTUE BEH HMXHUX KOHEYHOCTEN MO3BO-

JACT TIOJYYUTb XOpOoIIMe OTAAJICHHBIC PE3YJIbTaThl
Kak B TpyHnIie XUpyprudyeCkKoro JC4€HUs, TaK 1 Cpean
TOJIyJaBIINX HEXUPYPIUUCCKOC JICUCHUE.
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KJINMHUYECKUE CJT1YHAU

ITocTKOBUIHBII CMHHIPOM Y AeTei

C.B. Xanuynnuna', B.A. Anoxun’, JI.U. Caowikosa’, T.I1. Makaposa’, H.B. Camoiinosa’,
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Post-covid syndrome in children

S.V. Khaliullina', V.A. Anokhin', D.1. Sadykova’, T.P. Makarova', N.V. Samoylova’,
Yu.S. Melnikova', O.A. Nazarova', T.V. Gumarova®, E.Yu. Alatyrev?, A.M. Vinnikov?,
L.M. Ziyatdinova®

'Kazan State Medical University, Kazan, Russia;

2Agafonova Republican Clinical Infectious Diseases Hospital, Kazan, Russia;
8Children’s Republican Clinical Hospital, Kazan, Russia

MyAbTHCHCTEMHBI BOCHANMTENbHbIA CHHAPOM Yy jeTeii, accouuupoBanublii ¢ COVID-19, noBoe 3aboneBanue, uxgopmanus
0 KoTopoM BrepBbie nosisuiach B anpene 2020 r. [Teauarpsl BeaukoOpuTaHum v APYyruX CTPAH BO BPpeMsl MAHIEMHUN KOPOHABUPYCHOIM
unpexuun (COVID-19) coobumm o cydasix roCIUTAIM3AINN JeTeil ¢ HeOObIYHO CHMIITOMATHKO, MPOSIBJISIOIIENCS NPeX/ie BCero
JIMXOPAJKOil H MYJIBTHCHCTEMHBIM BocniaieHueM. HekoTopbie u3 3THX 1eTeii ObLTH B KDUTHYECKOM COCTOSIHUH C SIBJICHMSIMH IIOKA U TI0JTH -
OPraHHO¥i HEJJOCTATOYHOCTH, 2 HEKOTOPbIE MMEJIH POSIBJIEHHS, TOX0KKe Ha 0osie3nb KaBacaku. Hecmorps Ha To uro COVID-19 y nereit
MPOTEKAET CPABHUTEJILHO JIETKO, Y OT/EJbHbIX «PEKOHBAJIECIIEHTOB> Yepe3 2—6 Hell MOSIBISAIOTCSA CHMITOMbI, BO MHOTOM WIEHTHYHbIE
TPOSIBJIEHHSIM TSEKeJIbIX (hopM HOBOI KOPOHABHPYCHOIT HHGEKINH Y B3pOCIbIX. B coo0mennn u3 co0CTBEHHOI MPAKTHKY MPEICTABIEHBI
KJIMHAYECKHE CITy4an MyJIBTHCHCTEMHOTO BOCTIATMTEILHOTO CHHIAPOMA, PA3BHBLIETOCs y ieTeid, epeHecmx ocTpyo ¢ropMy HOBOI KOPO-
HABHPYCHO# HH(EKIN. ABTOPBI 00CYKIAI0T BO3MOKHbIE KJIMHAYECKIE BAPHAHTHI CHHIPOMA, €10 IPOUCXOKICHHE 1 UCXOIbI.

Karoueevte caosa: demu, myrvomucucmemuutii gocnasumensvhoiii cundpom, COVID-19.

Ansa yntupoBanus: XannynnvHa C.B., AHoxuH B.A., Caaeikosa .U., Makaposa T.[1., Camorinosa H.B., MensHukosa O.C., Hasaposa O.A., [yma-
posa T.B., Anateipes E.fO., BuHHukoB A.M., SustauHosa J1.M. [NoCcTKoBUAHBIN CUHAPOM y AeTei. Poc BecTH nepuHaton u neavatp 2021; 66:(5):
188-193. DOI: 10.21508/1027-4065-2021-66—-5-188-193

Multisystem inflammatory syndrome in children associated with COVID-19 is a new disease, information first appeared in April
2020. There were reported cases of hospitalized children with unusual symptoms, manifested primarily by fever and multisystem
inflammation from the pediatricians in the UK and other countries during the coronavirus infection pandemic (COVID-19). Some
of these children were in critical condition with symptoms of shock and multiple organ failure, and some children had manifesta-
tions similar to Kawasaki disease. Despite the fact that COVID-19 in children is relatively easy, some of the «convalescents» after
2—6 weeks develop symptoms largely identical to the manifestations of severe forms of new coronavirus infection in adults. The report
presents own clinical cases of multisystem inflammatory syndrome that developed in children after acute form of a new coronavirus
infection. The authors discuss the possible clinical variants of the syndrome, its origin and outcomes.

Key words: children, multisystem inflammatory syndrome, COVID-19.
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koH1e amnpens 2020 T crenuaaucTbl psiia CTpaH

EBporibl 1 CeBepHoit AMEPUKH COOOIIUIN O TSIXKe-
JIBIX 3a00JIEBAHUSAX Y AETE, TIPOSIBISIOMINXCS JTMXOPaI-
KOM Y MOJMOPTAaHHBIMU M3MEHEHUSIMU C XapaKTePHBIMU
JTaboOpaTOPHBIMU TPU3HAKAMU BBIPAXKEHHOTO BOCTIAJe-
Hus [1-3]. Bputa oOHapyxXeHa M CBsI3b HaOIOgaeMOM
00JIe3HU C MEepPeHeCeHHOW paHee HOBOW KOPOHABUPYC-
HO# MHGEKIIMEH, YTO BO BCEX ClydasX MOATBEPKIAIOCh
HamuueM crieuvduueckux antuten (IgG) B Kposu
nauueHToB. Octpasg daza COVID-19, kak moka3bsIBaeT
MpaKTUKa, Y OOJBIIMHCTBA IE€Tel MPOTEKAET JOCTATOYHO
JIETKO, B CTEPTON WM Jaxke B CyOKIMHUYECKON (hopme.
OnHako 4yepe3 2—6 Hell Y OTHETbHBIX «PeKOHBAIECIICH-
TOB» TIOSIBJISIIOTCS CUMMTOMBI, HaOJllolaeMbie B pa3Bep-
HyTO# (haze Tsekeabix ¢hopM () HOBOW KOPOHABUPYCHOM
nHdexkuun y B3pocabix [1, 3]. Peub B maHHOM ciyuyae
UIET O JWHAMMYHO pPa3BUBAIOLIEHCS BOCTATUTETbHOM
peakIu ¢ aKTUBHBIM BOBJIEYEHUEM BHYTPEHHUX Opra-
HOB, B MNepBylo oudepeab cepaua. CIOXHOCTb IHMarHo-
CTUKM TaKOTO poja TIpOLIeCCOB CBsI3aHAa, BO-TEPBBIX,
C OTCYTCTBMEM OTBITA PabOTHI ¢ TMOAOOHBIMU TIALIMEH-
TaMM W, BO-BTOPBIX, C OOJIBIINM pa3sHOOOpa3veM K-
HUYECKUX TIPOSIBIICHUI, B psIIe CIIydaeB COBMAJaBIINX
Kak ¢ mpu3Hakamu 6ose3Hn KaBacaku, Tak U ¢ CUHIPO-
MOM TOKCHYECKOTO IIT0Ka [2].

MynbTUCUCTEMHBI  BOCTAJIMTEIbHBI  CUHIPOM
(B aHruiickoit abbpesuarype — MIS-C) — maHudect-
HBII, JOCTATOYHO SIPKUM B KIMHUYECKOM OTHOIIEHUU
BOCTIAJIUTEIBHBIN TIpollece y AeTeit n moapoctkoB. BO3
15 masg 2020 . copMynmpoBaia mpeaBapuTeIbHOE OIIpe-
neJieHne Takoil (popMbI 00Jie3HM [4]: TMxopanKa Ha TIpo-
TsSDKEHUU 3 JHel uiam Oosee y pedeHKa WM MOAPOCTKA
B Bo3pacte oT 0 10 19 sieT; a TakKe 1Ba CUMMTOMA U3 Clle-
NYIOIINX:

— CBIITb WX JIBYCTOPOHHUN HETHOWHBIA KOHBIOHK-
TUBUT JMOO TPU3HAKKU BOCIAJTUTEIBHOTO TOpaXKeHUsI
KOXMW U CIIM3UCTHIX 0001049eK (ITOJIOCTh pTa, KUCTH PYK,
CTOTIbI);

— TUTIOTOHUSI WJTU TIIOK;

— IIpU3HaKKW JUCHYHKLIMU MUOKapaa, TepuKapauTa,
BaJIbBYJIUTA WJIM JPYTOI TTATOJIOTUM CEepJlia, B TOM YHUCIIe
sXoKapauorpaduieckre TPU3HAKU JIMOO TTOBBIIIIEHNE
ypoBHsI TporoHuHa uian NT-proBNP (N-koHueBoro
MpeAIIeCTBEHHUKAa MO3TOBOTO  HATPUIYPEeTUYECKOTO
MenTuaa);

— MIPU3HAKKW KOarylomaTuv (yMeHbIIeHUEe TTPOTPOM-
OGUHOBOTO BpEeMEHM, YaCTUYHOTO TPOMOOTIACTUHOBOTO
BpeMeHMU, TIOBBIIIEHNE YPOBHS D-nrmMepa);

— OCTpbIe HApyIIeHUs (PYHKIIUU KETYTOIHO-KUIIeY-
HOTO TpakKTa (auapesi, pBoTa Win abJoMUHaIbHasI 00b);
a TaKkxe:

— TMOBBILIEHNE YPOBHST MAapKEPOB BOCTIAJICHUSI, TAKUX
kak COB, C-peakTUBHBIN 0€JI0K WU MPOKAIbLIIMTOHNH;
a TaKkxe:

— OTCYTCTBUE WHBIX SIBHBIX TMPUYMH JUISI BO3HUKHO-
BEHUsT BOCTIAJIEHUsST MUKPOOHOM 3TUOJIOTMH, BKIIOYAsT
GakTepUaIbHBIN CETICUC, CUHAPOM TOKCHYECKOTO I10Ka,
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CUHIPOM
a TaKxe:

— naHHble, ykasbiBatoiue Ha COVID-19 (nonoxu-
tenbHBIN pesyasrat OT-TTLP", TecTta Ha omnpeneneHue
AHTUTEHOB JIN0OO CEPOIOTMYECKOTO UCCIeTOBAHMST) TNOO
BEPOSITHOCTb KOHTaKTa ¢ 3a0oeBimMu COVID-19.

K nmaGopaTopHBIM MapKepam MyJIETUCUCTEMHOTO BOC-
MaJIUTETLHOTO CUHAPOMA, TO3BOJISIIOIINM TTOATBEPAUTH
JIMATHO3, KCTEPThI OTHOCAT Takxke ciaeaytoiue 2, 3]:

— TIOBBIIIIEHUE YPOBHS BOCTAJMTEIBHBIX MapKepoB
B KpoBH, BKtouass COD, C-peaktuBHbiit 6enok (CPB),
(GeppUTHH, TaKTaTAETUAPOTeHA3Y,

— muMm@porennio <1000 B 1 MKJI, TPOMOOLIMTOIIEHUIO
<150 Teic. B 1 MKJ, HeWTpoduIMio B OOIIEM aHaIu3e
KpOBH;

— TIOBBIIIEHHBI YPOBEHb MO3TOBOTO HATPHIYpEeTH-
yeckoro nientuaa (BNP) unu NT-proBNP (pro-BNP),
TUTTIOHATPUEMUIO, MTOBBILIIEHHBIE YPOBHU D-n1rmepa.

DKCHepTh PEKOMEHIYIOT TOCTTUTAIU3UPOBATh
u oOcienoBaTh JiIOOOro pebeHKa ¢ TOJ03peHUueM
Ha MYJBTUCHUCTEMHBIM  BOCHAJIUTETbHBIA  CUHIPOM
IUIS1 BBISIBJIEHUST WH(PEKIMOHHOMN [2] miu HeuHpeKIu-
oHHOI1 [1] mpuunHEI 3a0oneBanus. [IpeacrasiasseM orm-
CcaHue OBYX KIMHWYIECKUX CJy9aeB y MallMeHTOB CO CXO/I-
HOW KJIMHUYECKOW CUMIITOMATUKOM, MEPEHECIIINX pAHEe
COVID-19.

Knunnyeckmii cayyait 1. Manbuuk 1 rom 8 wmec.
PeGenok 3abosen ocTpo ¢ TmomabemMa TemIiepaTyphl Teja
10 39,6 °C, «IoKalUTMBaHWSS», TIOSIBIIEHUST Ha TYJIOBMIIIE,
KOHEYHOCTSIX 1 JINIIE TIATHUCTO-TIAITYJIE3HON 1 YpTUKap-
HOM chIMu, compoBoXaatlieiics 3ynom (puc. 1). Ha 3-it
IeHb O0oJjie3HM Ha (OHE COXPAHSIONICHCS BBICOKOM
JIUXOpaIKY TOSBUJINCH U CTAJIM HapacTaTh OTEKM JIWIIA,
KUCTEl U CTOTI, OTMeUaiach sipKasi TUTIepeMUsl BeK, NHb-
eKums cocynoB ckiep. ChIlb cTajla OOWIBHOM O TUITY
sipKoil kpanuBHULIBI (puc. 2). Ha 4-ii neHb OGone3Hu
MPUCOEANHUINCH BBIpAXKeHHBIE OTEK, CYXOCTb U Tpe-
IIWHBI KPACHOM KaiiMBbI T'y0, MOSBUIACH KPOBOTOYMBOCTh
CITU3UCTON O00OJOYKM TIONIOCTU pTa, PBOTA, XHUIKUIA
cTyn 10 7 pa3 3a cyTku. PeGeHOK cTan BSIbIM, Kampus-
HBIM, TIepecTall BCTaBaTh Ha HOTH, XKajoBaJicsa Ha OO
B XMBOTE, B CBSI3W C YeM Ha 9-ii neHb 00JIe3HU TOCITUTA-
Ju3upoBaH B PecnyOirMKaHCKYIO KIMHUYECKYI0 UHDEK-
LMOHHYI0 OonbHUIYY KazaHu.

CocTostHUE TTPU TIOCTYTUIEHUH TSTKENIOe 3a CYET Mpo-
SIBJICHWIT MHTOKCUKALIMU. PeGeHOK B CO3HAHWU, BSUTBIN,
Ha OCMOTp pearupyer IutadeM. MeHWHTeabHble 3HaKK
oTpunaTebHble. OUaroBoii HEBPOJIOTUIECKOM CUMIITO-
Matuku HeT. [To BceMy Testy oOmIbHasI ChITib. JIUI0, KUCTH
M CTOTIBI OT€YHBI, KOXKa JUCTAbHBIX OTAEIOB PYK M HOT
ruriepeMupoBaHa. BelpaxkeHHasi TUTIEpeMUs U OTEYHOCTh
obonx Bek. Temmepatypa tena 36,8 °C (Ha ¢doHe Xapo-
MMOHMXAOIINX), YacToTa AbIxaHus 30 B MUHYTY, 9acTOTa
CepIeyHbIX coKpamieHnit 136 ym/MWUH, HaCBIICHUE
(catypaumst) KpoBu KuciaopomoM 97%, apTepualibHOE

CTPEIITOKOKKOBOTO TOKCHYCCKOTO  IIOKa;

[MonuMepasHast LierHasi peakius ¢ 00paTHOW TPAHCKPUITIIMEH.
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nasienue 97/58 mm pr.ct. [lprsHakoB 06e3BOKMBAHUS,
NBIXaTeJIbHOM HETOCTaTOYHOCTH HeT. Karmrenp Heda-
CThIi, MasonpoaykTuBHbIA. HocoBoe nbixaHue cBOOOI-
Hoe. [Ipu 3abope mMatepuana sl UccaenoBaHUST (CMbIB
st onpenenerHuss PHK SARS-CoV-2) nosiBunach yme-
peHHass KPOBOTOUMBOCTH CIM3WCTON OOOJOYKM HOCA.
DKXUMO3BI B MeCTaX MHBEKINI. B 3eBe sipkast pazmuTast
TUTIEPEMUST, €CTh YIaCTOK KPOBOUBIUSHUS B CITM3UCTYIO
000J104KY TBEpAOTO Heba clieBa pa3MepoM 5x5 MM. SA3bIK
BJIAXHBIN, Y KOPHST OOJIOKEeH OeIbIM HajieToM. MUKpo-
TTOTMAZicHUsT TIeWHOUW TPYMIBI JTUM(MATUIECKUX Y3JIOB.
AYCKyJTBTAaTUBHO JbIXaHWE B JIETKMX JXECTKOE, TIpO-
BONIUTCST TI0 BCEM TIOJISIM, XPUITBI HE BBICTYITUBAIOTCS.
ToHBI cepalla MPUTITYIIICHBI, HETPYObIN CUCTOTUIECKUI

KJINMHUYECKUE CJT1YHAU

IyM Ha Bepxyulike. KWBOT MSTKuUii, 0e300Je3HEHHBIN
npu nanenauuvu. [leyenbp +0,5 uz-noa Kpasi pedepHoi
NIyTu, ceje3eHKa najubnupyercst kpaeM. CTyn Kalluiie-
00pasHbIil. [lnypes coxpaHeH.

ITpoBeaeHo oOcienoBaHKe: B aHAIM3aX KPOBU: JIei-
Kouuto3 10 29,5:-10°/1, noBeitieHue ypoBHst C-peakThB-
Horo 6enka 10 218,3 mr/in, NT pro-BNP no 513,9 nir/mn
u ¢epputuHa 10183,21 Hr/mia. B To ke BpeMsi KOHIIEH-
Tparmus poKanrbiuToHnHA 0,5 HT/MJI, YPOBEHb JlaKTaTa
He mnpeBbitaeT 1,45 MMOJIb/J1, TPOTTOHUHBI, MUOTJIOOWH,
[JII0OKO3a, MOYEBMHA, KPEaTMHUH, (YHKIIMOHAIbHBIE
MpoObl MeYeHU B Mpeesax Bo3pacTHoi HopMbl. Cpenu
9JIEKTPOJIMTHBIX HAPYILIEHU I — CTOMKAsi TMITOHATPUEMUSI.
B xoarynorpamme Ha 10-ii neHb 607€3HU OOHAPYKEHbI

Puc. 1. Comb y nanmenta 1 rona 8 Mec B nepBbie 2 aHsi 3200J1eBaHus.

Fig. 1. Patient rash in the first two days of illness.

Puc. 2. I3MeHeHHd HA KOXKe HA 3—5-ii AHN 00JI€3HH.
Fig. 2. Changes in the skin on the third to fifth days of illness.
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MPU3HAKN HapYIIEHUs CBEPTHIBAIOIIEH CUCTEMBbI KPOBH,
B TOM 4MCJIe He XapakTepHble 1151 ocTpbix a3z COVID-
19: mporpomobuHoBoe Bpemsi (ITTB) 31,3 ¢ (Hopma
9,7—11,8 ¢), mporpomouHoBbiii nHaeke (ITTHU) 35,1%
(78,1-123,3%), mporpom6bun mno Ksuky 19,3% (70—
120%), MexxmyHapoaHOe HOPMAJIU30BaHHOE OTHOIIEHUE
(MHO) 3,14 (0,9—1,27), ¢ubpunoren 2,4 r/n (2,2—
5,0 r/n), aKTUBMPOBAaHHOE YaCTUYHOE TPOMOOILIACTH-
HoBoe Bpems (AYTB) 28,9 ¢ (21,6—28,7 ¢), AYTB otHO-
menne 1,2 (0,8—1,3), Tpom6buHoBoit Bpemst (TB) 16,3
¢ (15,5-19.4 c), D-npumep 3202 mkr/n (mo 440 Mxr/m).
B nuHammKe mokaszaTenu KoaryJaorpaMMbl JIeMOHCTPU-
pPOBaJI «pa3HOHAMpPaBJIeHHbIE» HapYIIEHNS, HO YPOBEHD
D-aumepa Haval MOCTENMEHHO CHIKAThCST M K 20-My
IHIO Oosie3Hu goctur 544 mMkr/n. MccnenoBaHust KpoBu
1 MOYM POCTa MUKPOMIOPHI He BHISIBUIIHN.

C y4eToM 3IMHUIeMHUOJIOTUIECKO 0OCTAHOBKY U KITU-
HUYECKHUX OCOOEHHOCTeil 3aboyieBaHMST  (JIMXOpajaka
Boiiie 38 °C Gosiee CyTOK) Mbl MPOTECTUPOBAJINA MallM-
€HTa Ha BO3MOXHOCTb Pa3BUTHS Y HETO MYJBTUCUCTEM-
Horo BocnanuTenbHoro cuHapoma. PHK koponaBupyca
B CMBIBE M3 HOCOTJIOTKM He OOHapyKeHa; UcCCleloBaHNe
KpoBu Ha ompeneineHue aHtutena K SARS-CoV-2 nano
MTOJIOKUTETBHBIN pe3yabTaT — BhIsABIeHBI IgG K HyKIIeo-
KaTlCHy BUPYCa, YTO MTO3BOJIMJIO PACIIEHUTD MPOSBICHUST
3a0oJieBaHMSI KaK pasBuBaromuiics KaBacaku-momo6-
HBII cuHIIpoM, accoltmupoBaHHbiii ¢ COVID-19 [5].

Jltst manbpHelIero HaOMOAeHUsI U JICUeHUST TTalueHT
Obl1 mepeBeneH B JleTcKylo pecnyOJMKaHCKYI0 KJIMHU-
YyecKyr OOJIbHUILY, TJe IO pe3yJbTaTaM 3XOKapauorpa-
(pryeckoro MccienoBaHUs y TTallMeHTa ObUTIO BBISBIECHO
pacuipeHue JeBoii KOpOHApHOI apTepyu (Ha paccTosi-
HUU 4,6 MM OT yCThsT) 10 3,2 MM (IuaMeTp JIEBOI KOpo-
HapHoOl aprepum y ycTbsl 1,8 mMm). IlpaBasi kopoHapHasi
aprepus 2,1 MM, He paciirpeHa. OOHapyXeHa XUIKOCTh
B TOJIOCTH TiepuKapaa. [Tpy TOBTOPHOM MCClieIOBaHUU
yepe3 7 IHEW: pacIIMpeH OCHOBHOI CTBOJI JIEBO KOPO-
HapHOW apTepuu, B o0jacTh OudypKaluuu BbISBICHA
aHeBpM3Ma, pa3MepoM 6X6 MM C TIepeXOdOM Ha YCThS
o0enx BeTOK. JIOTIONHWTENbHBIX BKIIOUEHWI B aHe-
BpU3Me HeT. YCTaHOBJIEH JIMarHo3: KaBacaKM-Moja00-
Huiit cuHapom, COVID-accouuupoBaHHbIl. AHEBpHU3Ma
JIEBOI KOPOHAPHOI apTepui. PeaKTUBHBII TTepUKaPINT.

IIpoBeneHo JfedyeHue: aHTUKOATYJISIHTHI (TernapuH),
JIeKCaMeTa30H, UMMYHOIJIOOYJIMH, aHTUOMOTUKU, TIpe-
MmapaThl MMAaTOreHETUYECKOM M CUMIITOMATHYECKOM Tepa-
mun. Ha ¢onHe meuyeHust cocrosiHe pedbeHKa ¢ TOJIOXKM -
TeJbHOW NUHAMUKON. JIuxopanka U Chbillb KyMUPOBAHBI.
ITposiBneHunit reMmopparn4eckoro cuHapoma HeT. Pebe-
HOK B YIOBIETBOPUTEILHOM COCTOSSTHUM BBITTMCAH
Ha 35-1i IeHb TOCITUTAIN3AlUN.

Knunnyecknii cayvaii 2. Manbuuk, 4 mec 13 nHeil.
3abosiel OCTPO C TIOBBILIEHUS TeMIeEpaTypbl Teja
1o 39,9 °C, mosiBieHus 3aJI0OKEHHOCTA HOCA, BBICHITIA-
HUIi Ha TeJie, XKUIKOTO CTyJa 10 4 pa3 3a cyTku. PebeHok
TrOCTIUTATN3UpOBaH B Pecry0InMKaHCKy0 KIMHUYECKYIO
nHdexk1oHHy0 6onbHUlly Kazanu. [1pu noctyrieHuu
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COCTOSTHME CPEIHEeN TSKEeCTH 3a CYeT MHTOKCHKAIIMOH-
HOTO, KUIIEYHOTO U KOKHOTO CHHAPOMOB. B co3HaHuH,
BSUTBIN, TIIaveT. [emMommHamMuKa ycToiumBasi. MeHMH-
reajbHble 3HAKU OTpuliaTesibHbie. OuaroBoil HEBpO-
JIOTUYECKON CHMIITOMATMKU HeT. Temmeparypa Teja
36,8 °C (Ha (hoHe >KapOMOHMKAIOIINX), JacTOTa JbIXa-
Hus 34 B MHUHYTY, 4acToTa CepJeYHbIX COKpalleHU
120 yn/mMuH, catypauus kuciopona 98%, aprepuanbHoe
napieHue 95/52 mm pT. cT. Bpems kanusuisipHO#i periep-
¢y3um < 4 c. [IpuzHakoB 00e3BOXMBaHUS HeT. KoxkHbie
MTOKPOBBI OJieIHbIE, Ha HOTaX, JIMIE MATHUCTO-MAIyIe3-
Hasl ChITIb, MECTaMU CIIMBHasl. B 3eBe pasnurtas rurepe-
MWST, MUHIQJIWHBI YBEJIMUEHBI 10 | cTeneHn, HaTOXKeHUI
HeT. SI3bIK CyXxoii, 00JI0KeH OesibiM HasieToM. [yObI cyxue,
notpeckapinvecss. HocoBoe npixaHue 3aTpymIHEHO, UMe-
eTCsT OTHENSIeMOe CEepPO3HOTO XapakTtepa. [lambrupyercs
IIeiHas Tpyma JuMOaTHIeCKUX Y3JI0B: MEJTKUEe, MHO-
JKECTBEHHBIE, «IIETTOYKOW», 3JaCTUUHbBIE, TOIBUXHBIE,
0e300/1e3HeHHbIE. AYCKYJIBTaTUBHO B JIETKUX JIbIXaHUE
JKECTKOE, TIPOBOIUTCS IO BCEM TIOJISIM, XPUTTbI HE BHICITY-
muBaroTcs. TOHBI cep/lia MPUTITyIIeHbl. 2ZKUBOT MSTKUIA,
YMEPEHHO B3MyT, OOJIE3HEHHBIN B MapayMOUIMKATbHOMI
obnactu. IleyeHn BbicTymaer Ha 1,5—2 c¢M U3-TOJ Kpasi
pebepHoit 1yru, Kpail poBHBIN, anacTuuHbIi. Cee3eHka
He yBeamdeHa. JInypes CHIKEH, CTYJ 0(hOpMIIEH.

Ha 7-it neHp Oojne3HM y peOeHKa COXpaHseTcs
BbIcOKast TeMriepatypa (38—39,6 °C), HapacTaeT ChIIb.
HaGntomaercss nmsiTHUCTO-TAIyJie3Hasl ChIMb T10 BCEMY
TNy, MECTaMU CJIMBHasl, TIOSIBUJIACh OTEYHOCTb KHMCTE
u cton (puc. 3). MajqbuuK OTKa3bIBAETCS OT €Ibl, KU/~
KOCTb He beT. B aHanmm3e KpoBM HapacTaeT JIeHKOIIUTO3,
noseiieHne COD no 48 Mm/4. YcTaHOBJIEH MpeaBapu-
TeMbHBI TUATHO3: OCTpasl peclMpaTopHasi BUPYCHas
uHbek1ms, Tsokenast opma. BupycHast nuapesi. boie3Hn
KaBacaku?

Ha 10-i1 neHb 6ose3HM y pebeHKa MOSIBUJIOCh HOCO-
BOe KpoBoTeueHne, oobemMoM 140 M1, KoTopoe ToTpedo-
BaJIO TIPOBEICHMS MTepeIHEl TaMITOHaIbl Hoca. OTMeueHa
reMopparnyeckasi Chbilib Ha Tejie B BHIE HEOOWIBHBIX
nerexuii. B KoaryjgorpamMme perucTpUpOBaIN CIIEAYIO-
mue mokaszareau: IMTHU 62,7% (78,1-123,3%), MHO
1,25 (0,9—1,27), ¢pubpunoren C 1,1 r/n (2,2—5,0 r/n),
AUYTB 27,5 ¢ (21,6-28,7 ¢), TB 18 ¢ (15,5-19,4 ¢),
D-mumep 656 mxr/n (mo 440 mMxr/m). B obmeM aHammze
KpOBHU THUIEpIeAKOLUTO3 10 38,4:10°/1 6e3 3HAYMMOro
HeHWTpoUILHOTO caBura, Tpomoouuto3 ao 850 ThIC.,
B OMOXMMUYECKOM aHaJIN3e — CHIDKEHUE YPOBHSI 00IIIEero
Oenka mo 49,9 r/n, oMHOKpATHbBIN MOABEM YPOBHS JIaK-
TataeruaporeHassl 10 793 en/n, pocr ypoBHsi C-pe-
aKTUBHOro 6Genka g0 66,6 Mr/a, TIpu BTOM YpOBEHb
deppuTHHA He TIPEBBIIIAT BO3PACTHBIX 3HAYEHUN —
64,8 ar/ma (7—140 ur/mi). YpoBeHb JIaKTaTa COCTABWII
3,97 MMOJIb/J1, TPOKAJIBIIUTOHUH OTPULIATETbHBIMN.

Onpenenenue JHK/PHK Bo3Oyauteneit ocTpbix
pecrMpaTOPHBIX BUPYCHBIX WHMEKIUN U IHTEPOBUPY-
coB MetoaoMm ITL[P B cMbIBe 13 HOCOTJIOTKM JaJi0 OTPU-
natenbHbIin pesynsraT; PHK sHTepoBupycoB B Kaie
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Puc. 3 Coinb y nanmenTa 4,5 Mec B MOMEHT IOCTYIUIEHHS B CTAIIMOHAP.
Fig. 3. Rash in patient 2 at the time of admission to the hospital.

TaKke He OOHapyXeHa;, aHTWTeH pOTaBUpyca METOIOM
nMMyHoxpomatorpaduueckoro aHanuza (MXA) B xkaie
He HaiineH. OTpULaTeTbHBIMU OBUTN Pe3yJIbTaThl UCCIe-
JIOBAaHMS KaJla Ha MAaTOTeHHYI0 KUIIEYHYI0 MUKPOMIOPY
U KPOBU Ha CTepuiibHOCTDb. Pesynbrat onpenenenust PHK
SARS-CoV-2 B cMbIBax U3 HOCOTJIOTKW OTPULIATEIbHBIMN.
B xpoBu pedeHka ooHapyxeHbl IgG Kk SARS-CoV-2.

IMonyyeHHBIe  KIMHUKO-71a00paTOpHbIE  JaHHBIE
MaleHTa COOTBETCTBYIOT MYJBTUCUCTEMHOMY BOCTA-
JUTeNIbHOMY cuHApoMy. KaBacaku-monoOHbIN (heHOTUIT
ITOCTKOBUTHOTO CHHApPOMa B JaHHOM CJydae WCKITIO-
YUTh HEBO3MOXHO, ITORTOMY PeOEHOK JUTS JaIbHEMIIeTo
oOciemoBaHMsS U JIeUeHUs TiepeBeneH B JleTcKyio pec-
MyOJIUKAHCKYIO0 KJIMHUYecKylo OosbHuUlly. [lpu Helipo-
coHorpa®Uy BBISIBIEHBI 3XO-TIPU3HAKW PACIIMPEHUST
Hapy>XHBIX JIMKBOPHBIX TPOCTPAHCTB; HEe3HAYUTETbHAST
ACUMMETPUST OOKOBBIX XETyIOUKOB. JIaHHbBIE KOMIThIO-
TEPHON TOMOTrpadUM TOJOBHOIO MO3ra: O4YarW MaTo-
JIOTUYECKO TUTOTHOCTH, TTATOJIOTMYECKOTO HAKOTIJICHUS
KOHTPACTHOTO TIperrapara B BEIeCTBE TOJIOBHOTO MO3Ta
He oOHapyXeHBbl. PeHTreHorpacdusi OopraHOB TpYIHOM
KJIETKU: JIESTOYHOI PUCYHOK BBIpaXkeH B MeIM00a3aTbHOM
30HE TIPAaBOTO JIETKOTO 3a CUET IMePUOPOHXOBACKYIISIPHBIX
U3MEHEeHUI. DJIeKTpoKapauorpadus: putM CUHYCOBBII,
yacToTa cepAeyHbIX coKpalnieHuit 131 yi1/MuH; HopMasb-
HOE TIOJIOXKEHUE DJIeKTPUIECKON OCH Cepilla; Hapylle-
HUE BHYTPUIIPEICEPIHONW TPOBOIUMOCTH; TOBBIIIEHA
SJIEKTpUYeCKass aKTUBHOCTh MMOKapaa JIEBOTO IKEIy-
JIoYKa. DXokapauorpadus: TUAPONEPUKaApI, OTKPHITOE
OBaJIbHOE OKHO, HeOOJbIass MUTpaTbHAs U TPUKYCITU-
JajbHasT peTypruTalus.

ITpoBeaeHHOE 0OCaEnOBaHUE TTO3BOJIMIIO YCTAHOBUTD
KJIMHUYECKUIA AuarHo3: cocrosinue mnocie COVID-19.
IMoctkoBuaHbI cuHApoM. [To3mHSsT remopparmdeckast
00J1e3Hb HOBOPOXIEHHBIX.

PeGeHok monyumnst 1e3MHTOKCUKAIIMOHHYIO Teparuio
TJTIOKO30-COJIEBBIMU  PacTBOpaMU, NeKCaMEeTa30H, BHY-
TPUBEHHBIH MMMYHOTJIOOYJIMH, TpaHCOY3UIO CBeXe3a-
MOPOKEHHOM TIa3Mbl, aHTUOAKTEepUaATbHBIE MperTapaThl

(MeporieHeM), Tiperaparbl CUMIITOMAaTUYEeCKOM Teparuu.
PeGeHok ObLT BbIMMCAH B OTHOCUTEIBHO YIOBJIETBOPHU-
TEJIbHOM COCTOSIHUM Ha 26-11 JeHb rOCIIUTAIN3aL1MHU.

00cyxaeHue

CoBpeMeHHbI OMBIT pabOTHI C J€TbMU, OOJbHBIMU
COVID-19, nmoka3ain, uto octpas ¢a3a 60ye3HH1, B HEMa-
JIOW Mepe COOTBETCTBYIOIIAs BUPYCHOMY KaTapajibHOMY
BOCITAJICHWIO JBIXaTeIbHBIX ITyTei, TPOTEKaeT CpaB-
HUTEIbHO HeTsiKesno. B psie ciayyaeB 0eCCUMITOMHO.
Tak ObTO M B HamMX HaOJMOIeHUsX. Mbl HE CMOTIIU
YCTAaHOBUTD JAThI MOSIBJIEHUSI IIEPBBIX CUMIITOMOB 1 0CO-
OEHHOCTH PaHHMX KIIMHUYECKUX TTPU3HAKOB KOPOHABU-
pPYCHOI MH(EKIINH.

Bonee npamatmyHas KapTMHA HAOJIOMaeTCS B TTOCIIE-
JIyIOIeM. BONBIIMHCTBO TaKMX <«BHOBb 3a00JIEBIINX»,
KaK TIOKa3bIBaeT TMPaKTUKA, TIPUXOMUTCS TOCTTUTATIU-
3UpoBaTh. Y OTHOENBbHBIX TAlIMEHTOB HaOIOMAIOTCS
MOJIMOPTaHHble M3MeHeHUs. MIMEHHO 3TO 00CTOSITENb-
CTBO M Jajl0 OCHOBAaHWE OIMCATh YKa3aHHOE COCTOSI-
HHUE KaK MYJIBTUCUCTEMHBIN BOCTAJIMTEIbHBIA CHHIPOM
y nereii. B mocrienyroiieM ObLIO TIPEIIOXEHO Bblle-
JINTh WU, TOYHEe, Pa3leINTh ero Ha aBa (eHoTura:
KaBacCaKM-TIOMOOHBI M  HeCTelU(MUUIECKUIA CUHAPOM.
TMocnenHuii, B 4aCTHOCTU, XapaKTepHU3YeTCsI pa3BepHY-
TOI CUMIITOMATUKOM TIOPaKeHMSI Psiia OPTAaHOB U CHCTEM
(BOBJICUEHME XKETYIOYHO-KUIIIEUHOTO TpaKTa, pecrupa-
TOpHBIE W/WJIW HEBPOJOTMUECKUE M3MEHEHUsI, He YKIa-
JIBIBAIOIINECS B CUMITTOMOKOMILIEKC TTEPBOTO BapMaHTa —
oosie3nu Kasacaku). McxomnHo o6a heHOTHA 0003HAYATN
KaK eIWHBI, MOHOSTUOJOTUYHBIN TTPOLIECC, CBSI3aHHBIN
Toibko ¢ SARS-CoV-2. Btopoii 00s3aTesIbHOI COCTaB-
JITIONIe CUHOpOMa CTaja BbIPAXXEHHOCTb CHCTEMHOM
BOCTIAJIMTETBHOM PEAKIINU 1 MOJTMOPTaHHOCTh, BOBJIEYEH-
HOCTb B TIPOILIECC HECKOJIbKUX OPTaHOB, a TO M CHCTEM.
Hackonbko Bce mepeuncieHHOe obs3aTebHbIE COCTaB-
JISTIOIINE TTOCTKOBUIHOTO cuHApoMa? B maHHOM KOHTEK-
CTe €CTb CMBICIT OOPATUTHCS K PSIIY MOCIEIHUX MTyOIMKa-
LMW1 Ha DTy TEMY B YaCTHOCTHU O (hDOPMHUPOBAHUN CXOTHOTO
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C  MYJBTUCUCTEMHBIM  BOCTIAJIMTEIbHBIM ~ CUHAPOMOM
KJIMHUYECKOTO BapyaHTa KOXKHO-CIM3UCTBIX MTOPasKeHUIA
MpU TaK Ha3bIBA€MON pPEaKTUBHOM KOXKHO-CIM3UCTOM
9K3aHTEMe, WJIM, B aHIIuiickoit abOpeBuatrype, RIME.
Z.E. Holcomb u coaBt. [5] coolmmim o cMellaHHOM
BapuaHTe TTOPAXKEHUST BCEX OTKPBITBIX CIMU3UCTBIX 000-
JIOYEK BCJIEACTBUE COYETAHUSA HOBOM KOPOHABUPYCHOW
WH@EKIMY U pecrpaTOpHOro MuKoruiazMosa. Komou-
HaIUsl aHOCMUU W TUCTE€B3UN Y TIOAPOCTKA ¢ MHOTOYMC-
JIECHHBIMU TTOJIOXKUTETbHBIMKM pe3yinbratamMu [T P-Tecta
Ha SARS-CoV-2 u ceporo3auTUBHOCTBIO HAa MUKOTILIa3-
Mo3 (noBbilieHHbIH TUTP 1gG M. pneumoniae) miokasana,
YTO KOPOHABUPYC SIBISIETCS OMHOM W3 COCTaBJISIIOIINX
CMelIaHHOM MH(DEKIINHU.

B oteuecTBeHHOIT M 3apyOekHOI JaUTEpaType rnopa-
SKEHMST KOXU M CIU3UCTBIX 000JI0UYeK MUKOIIa3MaMM
omnucaHbl paHee [6, 7]. CpaBHUTEIBHO Majioe IO TXKe-
CTU W PacIpoCTPaHEHHOCTH TOpaXKeHWe KOXU OTIH-
yaloT ynoMsiHyTbii RIME ot cuHapomoB CruBeHca—
JI>xxoHcona u Jlaitena (KoTopble TakxKe ObUIM OTHCAHbI
B cBs13u ¢ nHpekuueit SARS-CoV-2) [8, 9]. Kpome Toro,
nipu RIME otcytcTByeT (1) BbIpa>keHHAasi CACTEMHAst CUMII-
TOMAaTUKa W BOCITAJIUTEIbHAST aKTUBHOCTD.

3akntovyeHue

Taxum o6pa30M, MyJTbTI/[CI/ICTCMHI)IVI BOCIIaJIN-
TEAbHBIN CUHIPOM B CBOEM KJIIACCUMYECKOM OIMMCAaHUU
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Xanuyanuna C.B. u coaem. TIOCTKOBUIHBIN CUHIPOM Y JIETeii

MpeACTaBlseT OO0 BCETO JIMIIL OOWH M3 YaCTHBIX
BapuaHTOoB pa3Butusi  post-COVID-19. CocrossHmit
B Pa3IMYHON Mepe CXOXMUX ¢ MYJIBTUCUCTEMHBIM BOCTIA-
JIUTETbHBIM CUHIPOMOM MBI B OJIMKalilliee BpeMst OyaemM
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WHGEKIMIMA, MUKOIUIa3MOo30M  (opMbl  MHGMEKIIUU
Kak B HallleM HaOJOIeHUM, TaK W TI0 TaHHBIM JINTepa-
TYpbl, CIyXat, MO-BUAMMOMY, CBOEOOpPa3HbIM 0a3MCOM,
OCHOBOW (hOPMUPOBAHUS BCEro Pa3HOOOpa3usT TTOCTKO-
BUIHOTO CUHIpOMA.
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KJINMHUYECKUE CJT1YHAU

Yenennoe jiedeHue HeifposaacToMbl Y HOBOPOKIEHHOTO pebeHKa
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Successful treatment of neuroblastoma in a newborn baby

N.Kh. Gabitova', I.N. Cherezova’, 1.V. Osipova’

'Kazan State Medical University, Kazan, Russia
2Children’s Republican Clinical Hospital, Kazan, Russia

HeiipodaacToma — 3;10KayecTBEHHASI SMOPHOHAJIBHAS OMYXO0JIb IETCKOTO BO3PACTa, MPOMCXOIAIIAS M3 KJIETOK — MPEIeCTBEHHUKOB
cUMNaTHYecKoii HepBHOii cuctembl. Heiipo6aacToma coctasisier 50% oT Beex omyxoJieii epBoro rojia Ku3Hu, OTIMYAETCsT BBICOKOIi
CMEPTHOCTBIO. B 0CHOBE pa3BUTHS OIyX0JIEBOTO MPOIIECCA P JAHHOI HO30JIOTHH JIeXKAT TeHeTHIeCKHe HAPYMIeHHs, KOTOPbIE MOTYT
ObITh CBSI3aHBI C CErMEHTAPHBIMH MOJIOMKAMH B XpOMOCOMAX JIM00 u3MeHennem ux yuciaa. Hammuue adeppaumii tokycos 1p u 11q
CJIYXKHUT KPHTEPHEM OIpe/ieIeHus] TPYNnbl pucka, a ammmdukanus NM YC oHKoreHa — nokasareJsieM arpecCHBHOCTH 3200J1eBaHUs.
OCHOBHO¥ NPUYMHOI CMEPTH NPHU HelpodIacTOMe ABJISETCS renaToMeraius B pe3y/ibraTe MeTacTa3upoOBAHNS B MeYeHb U PA3BUTHS
TSIKEJIBIX YIPOKAIOMIMX KH3HM OcJoKHeHuil. IlpeacTaBieHHblii ciydyaii AeMOHCTPUDPYET MOJIOKUTEbHDbI MCXOHA 3200/1eBaHUs
Y HOBOPOZK/IEHHOTO Pe0eHKa, MMEIOIIEro MPOTHOCTHYECKU HEOIATONPUATHBIE (haKTOPBI, IPH PAHO HAYATOM KOMILIEKCHOM JI€YeHUH,
BKJII0YAIONIEM TTOJMXUMHOTEPANMIO, XMPYPruyecKoe yAajleHHe OMyXo/M U TPAHCIUIAHTAIMIO KOCTHOTO MO3ra.

Karouesvte caosa: HosopodcdenHbie, Helipobaacmoma, aevenue, ucxoo.

Ansa untnposaums: [abutosa H.X., Yepesosa W.H., Ocunosa U.B. YcrnewHoe nedeHvie HerpobiacToMbl y HOBOPOXAEHHOro pebeHka.
Poc BecTH nepuHaton v neavarp 2021, 66:(5): 194-197. DOI: 10.21508/1027-4065-2021-66-5-194-197

Neuroblastoma is a malignant embryonic tumor of childhood originating from progenitor cells of the sympathetic nervous system. It
accounts for 50% of all tumors in the first year of life with a high mortality rate. The development of the tumor process in this nosology
is based on genetic disorders that may be associated with segmental breakdowns in chromosomes or a change in their number.
The presence of aberrations of 1p and 11q loci serves as a criterion for determining the risk group, and amplification of the NMYC
oncogene is an indicator of the aggressiveness of the disease. The main cause of death in neuroblastoma is hepatomegaly as a result
of liver metastasis and the development of severe life-threatening complications. The presented case demonstrates a positive outcome
of the disease in a newborn child with prognostically unfavorable factors, with early complex treatment, including polychemotherapy,
surgical removal of the tumor and bone marrow transplantation.

Key words: newborns, neuroblastoma, treatment, outcome

For citation: Gabitova N.Kh., Cherezova I.N., Osipova I.V. Successful treatment of neuroblastoma in a newborn baby. Ros Vestn Perinatol
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I l eiipobjacToMa —  3JI0Ka4eCTBEHHast  OMyXoJib  KU3HU. [1e6r0T 3ab0JieBaHUS Yallle OTMeJYaeTcsl B BO3pa-
SMOPUOHAJIBHOTO THIIA, Pa3BUBAIOLIASICS M3 KJle- cre 18 mec.
TOK — TMPEIIIECTBEHHUKOB CHUMITATUYECKON HEPBHOM ITpuunHBl 00pa30oBaHUg HEMPOOIACTOMBI HE BBISIC-

cucteMbl. HeiipoGmactoma cocraBnsger 7—10% ot Bcex
OITyXOJIei IETCKOTO BO3pacTa, BKITIOYAsT JIEWKO3bI, 3aHU-
MaeT TpeThe MECTO B CTPYKTYpe CMEPTHOCTH JIETCKOTO
HaceJleHWsI OT 3JIOKAYeCTBEHHBIX HOBOOOPAa30BaHUM
[1—3]. Bcrpeuaetcst TonbKO y neTeid, Tak Kak (popMupo-
BaHUE CHUMIATUYECKUX TaHTJIMEB TPOIOJIKAETCS TTOCIe
poxneHus pebeHka 1 3akaHuMBaeTcs K 5 rogam. Hetipo-
GyracTomMa — camast 9actast OImyxoJib y IeTel TIepBOro roia
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HeHbl. OTCYTCTBYIOT /10Ka3aTelIbCTBA BJIMSIHUSI Ha pas-
BUTHE 0OJIE3HN HEOJIAroNpUATHBIX (PAaKTOPOB BHEITHEN
cpefbl, Hamuuusl TpodecCuoHaNbHBIX BPeIHBIX (haKTO-
pPOB Yy poauTesieii, mpueMa JIeKapCTBEHHBIX Tpernaparos,
KypeHUusl W YIOTpeOJieHUsT aJIkorojisi BO BpeMms Oepe-
MeHHocTH [1, 4, 5]. Bone3np HauMHaeTCsS MPU BO3HUK-
HOBEHUM MyTalliM B 3MOPUOHAJIBHBIX HelpoobiacTax,
KOTOpbIe HE MOTYT TIEpENTH B 3peJible HEPBHbBIE KJIETKU
CUMITATUYECKUX TaHTJIMEB WIM KJIETKA HANIMOYEYHUKOB,
W TIPONOJDKAIOT IeJIeHWEe B OTCYTCTBHE IMddepeHIIn-
poBku. [To Mepe pocra pebGeHKa BepOSITHOCTb CO3peBa-
HUSI MYTUPOBABIINX HEWPOOIACTOB YMEHBIIIACTCSI, PUCK
¢dopMUpOBaHUSI OMyXOaM yBenuuuBaercs. Kmeetcs
MPEITooXEeHNE, YTO SMOPHOHAIbHbIE HEPBHbBIEC KJIETKU
HAYMHAIOT MYTHMPOBaTh €Ile JO0 POXIEHUSI peOeHKa.
XapakTepHbIMM Te€HETUYECKUMU jaedeKTaMu TIpyu Heii-
pobjiacToMe CIIy’KaT IMoTepsi yyacTKa KOPOTKOro ruieya
xpomocoMbl 1 (1p36), MIMHHOrO TIIeYa XPOMOCOMBI
11 (11q) wim yBenuyeHue AJIUHHOTO Tieya XPOMOCOMBbI
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Tabumosa H.X. u coagm. YcneniHoe edeHre HEpoOIacTOMbl y HOBOPOXKIEHHOTO pedeHKa

17 (+17q). Y 30% GonbHBIX B KJIETKaX OIMyXOJU OOHAPY-
JKMBAIOTCS aMITIMGUKALMST WIM 9KCIIPECCUsT OHKOTeHa
NMYC. Hanuuue 310l aHOMaaIuM UMeeT HeOIarornpusiT-
HO€ MPOrHOCTUYECKOE 3HaUYeHue [6—9].

OCHOBHBIMU MUCTOYHUKAMM OIYXOJIEBOTO POCTa CIy-
JKaT CUMIATUYECKUI HEPBHBINM CTBOJ M HEpBHas TKaHb
HaamoyeuyHnKoB. B 40% ciydaeB OImyXoJib JJOKATU3YeTCsT
B HaAImo4yeuyHukKax, B 30% — B 3a0pIOIIMHHOM MPOCTPaH-
ctBe, B 20% — B obysactv Tpyau W men. KinmnmHudeckue
MPOSIBJIEHUST HEepoOIacToOMbl Hecreln(pUUHbI, 3aBUCST
OT JIOKaJM3allMu OTYXOJI1, CTEeIeHU MOopakeHUsl Mpuie-
JKalllMX OPTaHOB M TKaHel, HaJW4yusl MeTacTa3oB, 3a00-
JIeBaHUE CMOCOOHO TMPOTEKaTh MO «MacKaMW» IPYTUX
¢opm maronoruu. PacrnosiokeHue omyxonau B IIEHHO-
TPYIHOM OTJeJie XapakTepusyeTcsi cuHapomoMm [opHepa
U YIUIOTHEHMSIMU Ha 1ee W rpyad. Hanuuume HoBO-
00pa3oBaHUsl B 3aHEM CPEIOCTEHUM COTPOBOXIACTCS
KalluieM, ONBIIIKONH, CUHAPOMOM BEpPXHEU IOJION BEHBI,
nucoarueit, cpeiruBanueM. [1noTHasi, mMajonoaBuKHast
OIyXOJIb C XapaKTepHbIMU KIWHUYECKHMMU TIPOSIBIIC-
HUSIMU — OOJIb B XKMBOTE, HapyllleHWE aKTa nedeKaluu
U MOYEHWCIYCKaHMSI — XapaKTepHa [Jis1 3a0pIOIIMHHON
siokanu3auuu. [1popactaHue ormyxojiu B MEXITO3BOHOU-
HbIe OTBEpPCTUST (hOPMUPYET BSJIbIe Tapaddd HUKHUX
KOHEYHOCTEM.

B 80% wnabmoneHuii OmyxoJib HAXOmSAT CIIy4aifHO,
pu TPpOPUIAKTUIECKOM OCMOTPE y Bpaya U BO BpeMs
PEHTIEeHOJIOTUYECKOTO, COHOTpa(uyeckoro Mccieno-
BaHMS MO Ipyroil npuunHe. XKanoObl y OOJTbHBIX MOSIB-
JISIIOTCSL TIpU  3HAUMTEJIbHBIX pa3Mepax OIyXOJIu, ee
MEeTacTa3upoOBaHMM, KOTJa Hapyllaercss pabora OKpy-
JKaIIMX opraHoB M TkaHei. bomee 50% mnalumeHTOB
K MOMEHTY JMarHOCTUKU HEHpoOIacCTOMbI UMEIOT MeTa-
crazel [10, 11]. Hamnume mociegHUX xapakTepu3yeTcsl
OBICTPBIM YBEJIMYEHUEM TIEUeHU, OOpa3oBaHUEM Y3JIOB
Ha KOXe TolyooBaToro I1Beta, OOJISIMU B KOCTSIX, yBeE-
JIMYeHUEeM JTUMMATUIECKUX Y3JIOB, KPOBOUIIUSHUSIMU
Ha CJM3UCTBIX O0O0JIOYKAX M KOXe, TaHIMTOTICHUEH.
HanGonee BaxKHBII KITMHUYECKUIT CUMIITOM TIPU HEWPO-
Giactome — 60JIb, KOTOpast BcTpedaeTcs y 35% maim-
eHTtoB [12]. BeccummTomMHOe TeYeHME, CITOHTaHHAs
perpeccusi Omyxoju, CIIOCOOHOCTh K CO3PEeBAaHMIO B TaH-
IJIMOHEBPOMY WJIM  CTPEMUTENIbHOMY, arpecCUBHOMY
TEYEHUI0 C MEeTacTa3MpOBaHMWEM COCTaBJISIIOT OCOOEH-
HOCTb Helipobsactomsl [1, 11].

JIst  IMarHOCTUKM  HEWpOOJaCTOMBI  MCTIOIb3YIOT
peHTreHorpacuyeckoe HuccileqoBaHue, PEHTITEHOBCKYIO
koMmmnblotepHyto ToMorpaduto (PKT), marHutHo-pe3o-
HaHcHylo Tomorpaduio (MPT), MynbTUCTIUpPATBHYIO
koMmnblotepHyto ToMorpaduto (MCKT), ynsrpazByko-
Boe uccnenoBanue (Y3U) [12]. s yrouHeHUsT pacTipo-
CTpaHEHWUS OTYXOJIM 1 TIOMCKA 0YaroB B APYTUX 00JIACTSIX
TeJia TPOBOMSIT CLIMHTUTpa(UIO, UCCIeTOBAHUE KOCTHOTO
mo3ra. OfHUM M3 MapKepoB HEHpOOJACTOMbBI CITYy>KUT
ornpeneneHue Heipocrnenuduueckoir sHomasbl (NSE).
®epmeHT NSE yka3bIBaeT He TOJBKO Ha pa3BUTHUE OITYXO-
JIEBOTO TIpoliecca, a UMEET MPOTHOCTUYECKOe 3HAYEHME:

yeM HIDKEe YPOBEHb 5TOTO MapKepa, TeM OJIaronpusiTHee
nporHo3. OKOHYATeTbHBIN IWAarHO3 YCTaHABIMBAETCS
TOJIbKO TUCTOJIOTUYECKU MPHU OMOTICUM WU yIAJeHUU
ornyxoim. MIMMyHOTUCTOXMMUYECKOE W MOJIEKYISIPHO-
TeHETUYECKOE UCCIIeIOBAaHMS PU3HAHBI 0053aTeTbHBIMU
JIWarHOCTMUeCKMMM TectamMu. Ha coBpeMeHHOM 3Tare
JiedeHe HeWpoOJacTOM TIPOBOAUTCS B COOTBETCTBUU
¢ TPYMIMoOi pucKa, KOTopasl OmpenessieTcsl coueTaHueM
MpOorHOCTHYECKUX (hakTopoB. K TporHocTnYecKnM hak-
TOpaM OTHOCST BO3pacT pebeHKa Ha MOMEHT MOCTAHOBKH
JIMarHo3a, CTaanio 3a00JIeBaHMSI, MOJIEKYJISIPHO-TeHETH -
YECKYIO XapaKTEePUCTUKY OITyXOJI1, BKITIOUAOIIYIO CTaTyC
reda NMYC n nanuuue neneuuu 1p36 [13].

Knunnyeckuii cayyaii. Manbuvk I, ponwicst ot nep-
BOIT OepeMeHHOCTH, OCJIOXKHEHHOM YIrpo30i1 TIpexXIeBpe-
MEHHBIX POJOB, XeJie301e(UIIUTHON aHeMUei, aHTUO-
natueil ceryatku. Pomel mepBbeie Ha cpoke 41—42 Hen,
Macca Tesa npu poxaeHuu 3700 1, mmrHa 54 cM, olieHKa
no mkajne Anrap 8—9 6amnos. Ilepron panHeir aganTa-
LMY TIpOTeKal 0e3 OCIOXHEHUWI, HAaXOMWJICS Ha TpYy.I-
HOM BcKapMiuBaHuu. M3 pommoma peGEHOK BBIMHU-
CaH Ha 5-e CyTKU B YIOBJIETBOPUTEIHHOM COCTOSTHUM.
Ilpn akTMBHOM ITaTpoHaXKe B Bo3pacTe 15 mHell XU3HU
y pebeHKa ObUTO OTMEUYEeHBI OeCITOKONCTBO, pe3Koe yBe-
JIMYeHWe pPa3MepoB KWUBOTA, TMEUEHW, HWKHUM Kpait
KOTOPOI1 MayibIpoBajicst HuXe ypoBHs mynka. [Ipu Y3U
o0OHapyXeHO o00beMHOe oOpa3oBaHME B OpIONIHON
MOJIOCTA, YBEIMYEHHWE TIeYeHU U Celle3eHKU. Majb-
YUK TIO0 HEOTJOXHBIM TTOKAa3aHUSIM TOCITUTATU3UPOBaH
B JIPKbB Kazanu.

IIpu ocMoTpe cocTostHUE pebeHKa OLIEHUBAIOCh
KaKk TsOKeJloe 3a CYeT OITyXOJIEBOM WHTOKCHKAIIWU,
BBIpaXXeHHOTO 0OoJieBoro cuHapoma. KoXKHBIE TTOKPOBBI
OJleiHbIe, CyXWe, JABUTATeTbHAs aKTMBHOCTbH JOCTATOY-
Hasl, MBIIIEUYHBIM TOHYC YMEPEHHO CHWXEH, BUAMMBIC
CITU3UCTBIE O0OJIOYKKM YHUCThIe. B JIETKMX BBICTyIIMBA-
JIOCh TTy3pUJIbHOE JbIxaHue. TOHBI cepliia MPUIITyIIeHBI,
puTMUYHBIe. JKMBOT yBeIMUeH, HApsKeH, OKPYKHOCTh
ero cocTapjsiia 45 ¢cM BCIEACTBUE TeraTocruieHoMera-
qun. [lo mepemHedl TOBEPXHOCTH XKMBOTA OTMEYaJICs
BBIPAXKEHHBIA COCYIMCTBIA PUCYHOK, KOXa Hal KMUBO-
ToM Onectsauasi. CTyl U MOUYEUCHYCKaHUE HapyllIeHbI
He ObutM. B 00111eM aHanu3e KpOBU BBHISBICHBI aHEMMUSI
CpeoHEl CTEMeHM TSDKeCTH (IpUTpouluThl 2,62:1012/71,
reMoryioouH 86 t/11, reMatokput 26,2%), TPOMOOILIUTO-
rienus (34-10°/1). Buoxummueckoe mcciiefoBaHie KpOBU
XapaKTepu30BaJIOCh TIOBBIIIEHUEM YPOBHS IIEJTOYHOM
docdarazsl 10 359 en/m u TpaHcaMWHa3 (aJTaHUHAMMU-
HoBasg — 11,8 en/n; acmapratamuHoBast — 124,2 en/n).
Ornpenensiich BBICOKME YPOBHM MapKepoOB OIyXoJie-
BOTO TIpoliecca: anbda-detonporenH 6267 ME/mn, NSE
>200 wmxkr/a. B Mwuenorpamme oOmnyxosieBble KJIETKHU
He 0OHApPYXEHBbI.

V3 opraHoB OpIOLIHON ITOJIOCTU BBISBIISIIO 3HAYM-
TeJbHOE YBEJIMYEHUE TeYeHU KPYITHO3epHUCTOM, mud-
(y3HO-HETOMOTEHHOM CTPYKTYPBI, C BKIIOYCHUSIMHU
MHOXECTBEHHBIX y3J10BbIX 00pa3oBaHuii ot 10 1o 50 mm,
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SXOT€HHOCTh TTeYeHUW ObLTa HEOTHOPOIHO TIOBBIIIEHA.
CeneseHka yBeJqnueHa M cocTaBisiia 75%x33 mM. JleBast
MoYKa BU3YaJIM3MPOBANTACh YACTUYHO HIDKHUM ITOJIO-
COM U CpefHel TpeThlo, Ha 00JIaCTh BEPXHETO TOJIIoca
HacJIauBaJIOCh 3XOTeHHOe oOpa3oBaHue 54X51 MM ¢ Me-
KAMU TUIIEp3XOreHHbIMU BKJItoueHussMu. [lpu PKT
OPIOIIHOM MTOJIOCTU BU3YaTU3UPOBAIOCh 00BeMHOE 00pa-
30BaHUE JIEBOI MOYKU OOJIBIINX pa3MepoB 55%X57x55 MM.
YeTKol BU3yaIu3aliy JIEBOTO HAAMMOYeYHNKA He OBLIO.
Onpenensinich nuddy3HO-04aroBoe rnopaxkeHue odeux
JIOJIel TIeYeHU, yBeJWYeHHbIe TapacTepHalbHbIe, ITHa-
(¢parmanbHble TUMbaTUUYECKUE Y3JIbl clipaBa. B Hux-
HUX OT/IeJ1aX OPIOLIHON MOJOCTU U TIOJIOCTU Majoro Tasza
OTMeUeH BHITIOT. Tomorpadust rpyaHON TIOJOCTH BBISB-
JIsIa TIPU3HAKU JIETOYHOM TUIEPTEH3UU, CYKeHHUe TPo-
cBeTa MPaBoro TJIaBHOTO OpOHXa, MHOXKXECTBEHHBIE METa-
cTaspl Ha auacdparmMe ¢ 00EMX CTOPOH M yBEJMYEHHBIE
numdarryeckne y3iabl. MeTtactasbl B TOJOBHOM MO3Te
He 0OHapYyXMBAJUCh.

CoryacHo MexXayHapoaHOM CUCTeMe OTIpeaeICHUST
craguii  HelipoOmactom (International neuroblastoma
staging system, INSS, 1986), pazauyaroT yeTbIpe K-
Hudeckue ctamu. C y4eToM BBISIBICHHBIX M3MEHEHUIA
npu PKT Obu1a mpoBeneHa MmyHKIIMOHHAsE OMOTICUST OITy-
X0JIEBOTO 00pa3oBaHMs B 00JIACTH JIeBOM IMOYKHU. [icTo-
JIOTMYECKOe WCCeIOBaHUe OuomnTaTa OIyXOJW Jajio
3aKiIoueHne: HuskoauddepeHIInpoBaHHasI Heipooia-
cTOMa ¢ HU3KUM MHIEKCOM MUTOTUYECKON aKTUBHOCTH.
Ha ocHoBaHUM pe3y/bTaToOB UCCIeI0BAHNIT peOeHKY ObLT
BBICTABJICH KJIMHUYECKUIA TUArHO3: HU3K0ougpepeHyupo-
6aHHas Helipobaacmoma aeeoeo Haonoteunuka, 1V cmadus,
Memacmamuieckoe nopacerue nevenu, Hadouagpazmans-
HbIX aum@oyznos. Ipynna evicokoeo pucka.

Ha 5-it nmeHp mpeObIBaHUSI B CTallMOHApPE COCTOSI-
HUe pebeHKa YXYAIIMJIOCh 3a CYeT HapacTaHUs TMpo-
JdhepaTUBHOTO CHHApPOMA, TIOSBICHUS PECIMpaTop-
HBIX W TeMOAWHAMUYECKMX HapYIIeHUW, YCUIIUJICS
00JIeBOI1 CHMHIpPOM, peOEHOK HadaJl CTOHATb, ITPUCO-
eIMHUJINCh CUMIITOMBI HVIKHEW TIOJIOM BeHBI, Hapa-
CTaIM aHEMHWYECKU W TPOMOOLIMTONMEHWYECKUN CHUH-
apoMbl (aputpoumthl 1,9-10'2/1, remormobun 60 /1,
tpomGoumTel 18-10°/1). KoXXHBIE TOKPOBBI ITPUOOPETH
OJIeTHO-IIMAHOTUYHBIM  OTTEHOK, MPaMOPHBIA pPHUCY-
HOK, TIOSBWJINCh OTEYHOCTh M OAYTIOBATOCThH JIWIIA.
IMpn aycKynbTaluy JETKUX BBICIYIIMBAINCH BIIasKHBIE
XpUIIBI TI0 BCEM IOJISIM, JbIXaHWe ObLIO OCIabJIeHHO,
HAaCBIIIIEHNEe KPOBU KUCIOPOIOM KOJIe0aIoch B TIpeaeIax
93—-98%. TlporpeccupoBaHMe IbIXaTeIbHBIX Hapylle-
HUI OOYCJIOBUIM HEOOXOMMMOCTH TiepeBoJa pebeHKa
Ha UCKYCCTBEHHYIO BEHTUJISILIMIO JeTkuX. Han obnactbio
cepllia BBICIYIIMBAICS CUCTOJIWYECKHWI IIIyM, apTepu-
aJbHOE JaBJIEHUE TIOMIEPKUBAIOCh KapIMOTOHUYE-
CKMMU TIperapatamMu Ha ypoBHe 80/55 MM pT. CT., yacToTa
cepaeuHbiXx cokpamieHuit 128—150 ya/mMuH. OKpyX-
HOCTb JXMBOTa K 3TOMY BpeMEHM YBEJMYMIACh 10 54 cM,
MOSIBUJIMCh OTEKW Ha HWXKHUX KOHEYHOCTSX IO Oexep,
OTEeK M HaTpsDKeHHWe YBEIMYEHHOM MOIIIOHKH, Hapylle-
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HUE MOYEBBIACIECHNS. YUYUTHIBAs TSKECTh COCTOSTHUS
pebeHKa, XUpypruueckoe yaajJeHue Omyxoau OblIo OTJIO-
JKEHO JI0 CTAa0MIM3alMU COCTOSIHUS TTallMeHTa.

Ilpy HaxoOXIeHUM B OTACICHUW peaHUMaluu
W MHTEHCUBHOM Teparnuy IMoJydal KapAuOTOHUYECKYIO,
reMOCTaTUYECKYI0, TOPMOHAbHYIO Teparuio, 3aMeCTU-
TEJIbHYIO TEpaNuio SPUTPOLIMTAPHONM MacCou W TIIas-
MO, aHTUOAaKTeprabHBIE TIpenapaThl. B Bo3pacTe 1 Mec
1O XXM3HEHHBIM MOKa3aHWsIM OblIa HayaTa TOJMXUMUO-
Tepanus 1o mpotokoiay NB2004. Tlocie nByx KypcoB
MOJTUXUMUOTEPATTUN KyITUPOBAJIMCH 00JIEBOI U OTEUHBII
CUHIPOMBI, pecriupaTtopHbie HapyiieHus. Yepes 20 nHei
JIeYeHUs 3HAUUTETIbHO COKPATUJIMCh pa3Mephl OIyXxoJje-
Boro obOpa3oBaHUsI M TieyeHU, ypoBeHb NSE cHuzmics
no 18,9 mkr/n. TlosropHoe PKT rpymnHoii kieTku mpu-
3HAKOB OITyXOJIEBbIX 04aroB B JIETKMX, MEeTACTa3 U YBeI-
YEeHHBIX JIMM(bATUIECKUX Y3II0B He BBIABIsLIO. IIpocBeT
Tpaxeu ¥ TJIaBHBIX OPOHXOB ObLTM cBOOOIXHBIMU. Coxpa-
HSUTUCh TTaTOJIOTMYECKOe OOpa3oBaHUE B TIPOCKIINHU
JIEBOTO HaAIIOUYeuHnKa pa3zmepoM 43x50x50 MM ¢ medop-
Mallueil BEpXHEero MoJjoca JIeBoii MoYKM, renaTociieHo-
MeTaJiusl ¢ MHOXECTBEHHBIMU IMaTOJIOTMYECKUMM OYa-
ramMu B MMapeHXUMe TMeUYeHH U CEIe3EHKU.

ITpy MOBTOPHOM LIMTOT€HETUYECKOM MCCIIeIOBAaHUU
onyxonu meronoM FISH (fluorescence in situ hybridiza-
tion) obHapyxeHbl amrudukanus rena NMYC, nene-
s lp, 4TO CIYyXUT OMHUM M3 TJIABHBIX TOKa3aTesei
arpecCUBHOCTU 3a00JIEBaHUSI U PAHHEW yCTOMYMBOCTU
K XumuoTepanuu. HW3KWIT MUTOTMUYECKWIT WHAEKC,
BBISIBJIEHHBII Y peOeHKa, u orcyTrcTBue aeneruu 11(q23)
JaBaJIv HAJIeXK Iy Ha OJIaronpusITHBIN UCXO Tepanuu [9].

IMpoBeaeHe  TMOJMMXUMUOTEPANTMU  COMPOBOXKIA-
JIOCh TEMATOJIOTUIECKON TOKCMYHOCTBIO CO CHUXKEHHMEM
ypoBHs JsieiikouutoB g0 100 B 1 MK, TpOMOOLIMTOB —
no 7000 B 1 MKJI, TSIKEIbIM CTOMATUTOM, TaCTPOMHTE-
CTUHAJIBHOM TOKCHYHOCThIO [V cTermeHu, CUHIPOMOM
CcpbITMBaHU 1 pBOTHI. [Tocse 5 KypcoB jieueHuUs pedeHKY
B BO3pacTe 5 Mec ObLIO MPOBEACHO OMepaTUBHOE yaale-
HUE HeMPOoOIacTOMBI JIEBOTO HaamIoYeuyHnKa. [cronoru-
YECKOe MCCIIeOBAHME YNAJIEHHON OIMYyXOJM BBISIBJISLIO
BBIpaXXEHHBIN TeparneBTUIECKUT TaTOMOp(O3 ¢ MacCHB-
HBIM HEKPO30M OITyXOJIW, HAJIMYMEM B Heli KaJIbLIMHATOB.

PebeHOK OTHOCWIJICS K TpyIIie BBICOKOTO pHCKa
no cieaylomuMm mnpusHakaM: IV crammsa 3aboiieBaHUS,
amrmdukanus reHa NMYC v panHuii Bo3pact. Jleye-
HUEe OONBHBIX JAHHOW TPYMIBI BKIIIOYAET WHTEHCHB-
HYIO TIOJIMXUMUOTEPAINIO, XUPYPTUUYECKOe YaajieHHhe
OIyXOJIM W TPAHCIUTAHTAIIUI0 TEMOTIOITHYECKUX CTBO-
JIOBBIX KJIETOK. B Bo3pacte 7 Mec MajabuuKy MpoOBeIeHa
TpaHCIJIaHTalMs KocTHoro Mo3ra B HMUL ATOU
um. JI. PoraueBa (Mocksa). [locTTpaHcmiaraiimoOHHbIN
MepUoj MpoTeKal ¢ OCloXHeHUsIMU. PebeHOoK mepeHec
Cercuc, SHTepONaThIo, MUOKapauT. B HacTosIee Bpemst
Manbuuky 11 mec. Ponutenu xano® He MPEmbsBISIOT.
®dusnyeckoe pa3BUTHE COOTBETCTBYET BO3pacTy (Macca
tena pedeHka 10 300 r). Y3U opraHoB GproliHOi moJio-
CTU M 3a0pIONIMHHOTO TMPOCTPAHCTBA MATOJIOTUYECKUX
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00pa3oBaHUII IOCTOBEPHO HE OMpeIeNsieT, TMoKa3aTelb
NSE 0021,1 mxkr/n. Ilokasarenu remorpaMMmbl U OUO-
XUMWYECKUE KOHCTAHTBI B MpeiesiaX BO3PacTHO HOPMBI.

3akntovyeHune

Teparnust HelipoOIacTOMBI y AeTe M3 TPYIIIHI BHICO-
KOTO pHCKa COIpsDKeHAa CO 3HAYUTEJIbHBIMU TPYI-
HocTsiMu. HeiipoGracTombl ¢ amrudukanuein reHa
NMYC, neneuyveit B KOPOTKOM TIJIede XPOMOCOMBI 1p
KaccuULIMPYIOTCS KaK HeOJarornpusiTHasi TUCTOJOTH-
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Tpeneranue npeacepamii y HOBOPOKIEHHBIX
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dre0y BO «KasaHckuii rocynapCTBEHHbI MeaNUUHCKNI yHuBepcuTeT» MuHagpasa Poccuu, KasaHb, Poccus

Atrial flutter in newborns

E.A. Kurmaeva, S.Ya. Volgina, N.A. Solovyeva, G.A. Kulakova, B.1. Salahov, R.R. Kalimullin,
K.R. Salakhova

Kazan State Medical University, Kazan, Russia

Lenb uccnenosanus. Onucanue ciayyasi TpeneTaHus Npeacepauii y HOBOPOKIEHHOTO.

Pe3ynbrarel. Y pedeHKa B POIMILHOM J0Me ObLIO BBISIBJIEHO HADYIIEHHE PUTMA Cepla MO TUIY: TPemneTaHue Nmpeicepauii, oCTo-
suHas ¢opma. I1pu obcenoBannu odHapYKeHbI AeeKT MeXKIpeacepAHOil IePeropoKH U MOBbILIEHNEe YPOBHS HATPHIlyPETHIECKOTO
nentuaa. BriocseacTBun ObLT BLICTABJIEH TMATHO3: TPeneTaHue npeacepauii, nocrosinaas ¢popma. HK 0—1. OTkpbiToe 0BajbHOE
okHO. HazHauenue nanpeHTy Tepaniu NpenapaTamMu U3 rpymibl AHTHAPUTMHKOB, AHTHOKCHIAHTOB U CeP/IeYHBIX INIMKO3HI0B O3B0~
JII0 U30€KATh BbIPAXKEHHBIX TeMOANHAMUYECKUX HAPYIIEHHIA.

3akmouenne. IIpencrapiennblil ciyyail 1eMOHCTPHPYET, YTO CBOEBPEeMEHHAS] TMATHOCTHKA U MeTMKAMEHTO3HAsI KOPPEKLMs mpeJ-
OTBPALIAIOT BO3MOKHBIE OCIOKHEHHUS.

Karouegvte caosa: Hosopodicoertble, HapyuleHue pumma cepouya, mpenemanue npedcepouil, neveHue.
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HWe npeacepanii y HOBOPOXAEHHbIX. Poc BecTH nepuHaton v neanarp 2021, 66:(5): 198-201. DOI: 10.21508/1027-4065-2021-66-5-198-201

Objective. To describe a case of atrial flutter in a newborn.

Results. The child in the maternity hospital was found to have a heart rhythm disorder of the type: atrial flutter, constant form. Exam-
ination revealed an atrial septal defect and an increase in the level of natriuretic peptide. Subsequently, the child was diagnosed with
atrial flutter, constant form. NK 0-1. Open oval window. Treatment with drugs from the group of antiarrhythmics, antioxidants and
cardiac glycosides made it possible to avoid pronounced hemodynamic disorders.

Conclusion. The presented case demonstrates that timely diagnosis and medical correction prevent possible complications.

Key words: newborns, heart rhythm disturbances, atrial flutter, treatment.
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TeTaHW TpeICcepanii, KOTOPbIe BOZHUKAIOT Y MaIlUeHTOB
0e3 opraHn4YecKuX HapyleHuit Muokapaa [4]. Bcaencreue
OTCYTCTBUSI ~ afeKBaTHOTO JiIe4eOHO-IMarHOCTUIECKOTO
aJITOpUTMa M BBICOKOI YaCTOTHI OCIOKHEHUI B BUIE Cep-
JIEYHON HEIOCTaTOYHOCTH, TPOMOOIMOOINN, OCTAaHOBKU
cep/ua JaHHasi MpodsieMa OCTaeTcsl aKTyaabHOM.

KnauHuyeckast KapTMHa TpemneTaHUsl TIpencepauii
3aBUCUT OT peakluu >XeJyJTOYKOB Ha TIpeaCepaHYIO
TaxuapuTMuio. OCHOBHBIE KaJIOObl — 3TO OECITOKONCTBO
M1 OTKa3 OT mpuema NMUIIM. ¥ HOBOPOXIEHHBIX YacTOTa
cepleuHbIX cokpanleHuit paBHa 400 B MUHYTY, a KO-
(GUIUEeHT  aTPUOBEHTPUKYISIPHON  TPOBOAUMOCTHU
coctaBiseT 2:1, B pe3yjabraTe 4ero 4acrora Keayaod-
KOBBIX COKpallleHuil — npudausuteabHo 200 B MUHYTY.
CrnenyeT o6paTUTh BHUMaHWe Ha HaJW4dWe HapyIICHWI
MpeaCcepIHON TeMOIWHAMUKM, TaK KaK Tpeacepaust
HaXOISITCST B TIOCTOSTHHOM BO30YKIIEHUU, B CBSI3U C YeEM
HapyliaeTcsl TIpeacepAHbiii  BbIOpoc. Bo30yxneHue
KEJTYIOYKOB TPOUCXOIUT OOBIYHBIM ITyTeM, MO3TOMY
komriekebl QRS Ha anexkrpokapauorpamme (BKI)
MpH TpeTIeTAaHUU TIPeICEePANl UMEIOT OOBIYHYIO (hOpMY.
Takum oOpa3zom, y O0JILHOTO MOXET HabJIIo1aThCs Tpa-
BWJIbHBINA, HO YYallleHHBI PUTM COKpAIICHUS SKeTy-
JIOYKOB BIUIOTh JO BBIPaXEHHOW Taxukapauu. Pexe,
MpY  HAJUYUM HapylIeHUs aTPUOBEHTPUKYISIPHOTO
(AB) mpoBeneHusi, MoxeT BO3HUKHYTb AB-0Osokana,
KOTr/ia COKpalleHus Tpeacepanii U XeJay104KOB COCTaB-
0T 4:1, 5:1 1 T.A., YTO TIPUBOJAUT K YPEXKEHUIO KeTy-
JIOYKOBOTO pUTMa BIUIOTH 0 Opamukapauu. TUMUIHBIX
ayCKYJIbTaTUBHBIX ITMATHOCTUYECKUX TIPU3HAKOB HET.
TperetaHue mpeacepaAnii BBISIBISICTCS Ha OCHOBAHUU
n3meHeHus DKI' B Buae nosiBaeHus Oonblinx BoJH F
(Tak HasbIBaeMasl MUJI000Opa3Has BOJHA), HaOJOmaI0-
wmxest B orBeaeHusx 11, I, aVF, V.

IMpn neyeHMM TpemeTaHU TIpeACepanii TpebyeTcs
STAITHBIN MoAaXod. B cocTaB 3TamoB BXOAAT KOHBEPCUS
puTMa, TIOAAepKaHWe CUHYCOBOTO PHUTMa, KOHTPOJb
AB-1ipoBeieHUST U pUTMA KeTYT04KOB. DPHEKTUBHOCTD
Tepanyy 3aBUCHUT OT JUTUTEIbHOCTH 3MU304a apuTMUM.
dapmakosiornueckasi KapauoBepCus SIBISIETCSI METOIOM
BBIOOpA TSI KYITUPOBAHMST apUTMUM Y AT, a IIPU OCTPO
BO3HUKIINX apUTMMSAX Ha TIEPBbIA IIJIaH BBICTYIMAIOT
MEepOTPUSITUS IO KOHBEPCUY PUTMA.

IIpencraBisieM cOOCTBEHHOE KJIMHUYECKOE HAOJIIO/Ie-
HUe MJIaJIeHlIa ¢ HapyllleHWeM puTMa cepala.

Knunnyecknii cayyaii. PeGenok K. Obul poxneH
17.09.2020 ¢ mnoxkazatensmu: Macca 4200 1, gauHA
58 cM, OKpyXHOCTh TojioBbl 36 cM. OleHKa 1o Armrap
Ha |-t MuHyTe 76, Ha 5-11 MuHyTe — 86. Poauiics ot nep-
BOIl O€peMEeHHOCTH, TIePBBIX CPOYHBIX POJIOB Ha CPOKeE
39 Hen ornepaTUBHBIM pomopasperieHrneM. OcoO0eHHOCTH
TeYeHUsI JaHHOW OepeMEeHHOCTU: reCTallMOHHBIN caxap-
HBI TUabeT, aHeMUsl JIETKOW CTENeHW, OCTpasl pecIiu-
patopHast uHpekuusi Bo Il Tpumecrpe. Cpasy mocie
POXIEHUST B POIMJIBHOM JOME BBISIBJIEHO HapylleHue
pUTMa cepila Imo TUITY TperneTaHusT MpeAcepanii, TOCTO-
stHHas ¢hopma.

Kypmaesa E.A. u coasm. TpenieTanuie ipeicepanii y HOBOPOKIEHHBIX

CocrossHre pebeHKa B POAWIBLHOM JIOMe OBLIO Cpel-
Hell CTermeHW TSKECTH 3a CUYeT TeMOIMHAMUYECKHUX
W HEBPOJIOTMUECKUX HapylleHuii. [TpoBoauiack oKcu-
reHoTeparus Yepe3 Macky, KOpMWICS U3 COCKM 1o 10 miI.
Ceppiie: TOHbBI pUTMUYHBIE, Taxukapaus. Hauaro nede-
HUE B YCJOBUSIX POAWJIBHOTO IOMA: BUKACOJ BHYTPUMbI-
IIeYHO, BHYTPUBEHHO — TJIIOKO3a, TIIOKOHAT KaJIbLIMS,
MarHe3us, IUTOo(IaBuH, aHTUOAKTepraibHas Teparysl.

Ha 2-e cytku mepeBelieH B OTIeIeHUE TATOJOTUU
HOBOPOXIEHHBIX HETCKOM KIMHWYECKON OOJBbHUIIBI
C IMarHO30M: acMUpallMOHHas MHEBMOHMS. [lbIxaTesb-
Hasg HemoctatoyHocTh | cremenu. TpemeraHue Tipen-
cepamii, moctossHHas ¢opma. HdedekT MexXIpeacepa-
Hoit meperoponku (JAMIIIT). [MocTHaTanbHast JierouHast
TUTIEPTEH3MST HOBOPOXKIEHHBIX. LlepedpanbHast uieMust
II cremenu B opMe TMIIEPTEH3UOHHOTO CHUHAPOMA,
MBILIEYHON AUCTOHUU. KaHIMIO3HBIE OIPETOCTH SITO-
Il BpoxkIeHHBII JaKpUOLMCTUT CIipaBa. BpoxkIeHHBII
JakprocTeHo3 crpaBa. CoOCTosTHME TIpU TOCTYIICHUH
TSDKEJIoe 3a CYeT KapAuOpecUpaTOpHBIX HapylIeHWI,
WHTOKCUKALIMU,  HEBPOJOTUYECKOM  CUMITTOMATUKU,
MUKPOLUUPKYISITOPHBIX HapylIeHWIl y pebeHKa, pas-
BUBABILIUXCS B YCIIOBUSIX XPOHUYECKOM BHYTPUYTPOOHOI
runtokcuu. TIpoBeaeHo JiedeHre: YBIaXKHEHHBIN KUCITO-
PO, aMOKCUIIMJIJIMHA KJIaByJlaHAaT, aMUHOBEH, aMUOIa-
POH, 3JbKap, AUTOKCUH. OnepaTHBHOE BMEIIATEIbCTBO:
YPECTUIIEBOIHOE 3JIEKTPOGUINOIOTUIECKOE HCCIIEN0-
BaHWe IBaXIbl. 3O0HIMPOBAHWE HOCOCIE3HOTO KaHaJja.
PeGeHOK BBITIMCAaH B YIOBJIETBOPUTELHOM COCTOSI-
HUW C IMAaTHO30M: TpereTaHue Tpeacepanii, TTOCTOSTH-
Has ¢opma. HemoctaTouHocTh KpoBooOpatieHusi 0—I1.
JAMIIIT BTOpUYHBIIA.

B nanmpHeieM MaabuvK HaOMIOHANCS  yIacTKO-
BBIM TTeAMATPOM B aMOYJATOPHBIX YCJIOBUSX, OCYILECT-
Bistiicst KoHTpoJib DKI' 1 pa3 B Hememo. B Bo3pacte 1 mec
MpU TIaHOBOM ocMoTpe Ha DKI BBISIBIIEHO TpereTaHue
npeacepaunii ¢ yactToroi cepaeuHbix cokpaiieHuit (HCC)
171—182 B MuHyTy. Pe6eHOK rocriuTaiu3upoBaH B OT/e-
JIEHWe KapAMOJOTUU TSI KOHTPOJIS COCTOSTHMSI U KOp-
pexuuu Tepanuu. [IpoBemeHO Je4eHUE: aMUOAAapOH,
nurokcuH. [1pu BBIMUCKE JaHa peKOMEHIAINI: CPOYHast
KOHCYJIbTAlIMSl KapJAuoJiora TPy BO3HUKHOBEHUU TaXW-
Kapauu 6osiee 180 B MUHYTY B TIOKOE.

B BospacTe 2 Mec MOSIBUIMCH KajloObl Ha I1IMaHO3
HOCOTYOHOTO TpEYroJbHMKa, MPaMOPHOCTb KOXHBIX
TMTOKPOBOB MPH KOPMJIEHUU U b6ecrnokoiicTBe. HampapieH
Ha CTallMOHAapHOE JieYeHre B OTAeJeHWe KapauOJOTUM.
IMonyynn JedeHWe: aMMONAPOH, OWUTOKCHUH. BwImucan
¢ ynyuteHueM. B mocneayromiem tepamnust 6bl1a TpomaosI-
JKeHa aMmOysaTopHo, Tepuoanyecku rposoauiack JKI,
YXYILIEHHUST COCTOSTHUST He HAaOJII0aaIoCh.

ITnaHoBast TocTIUTAIM3AIUS B OTIEIeHUE KapauoJio-
YU OCYIIeCTBIIeHa B Bo3pacTte 4 Mec. CocTosiHUe pebeHKa
MpU TIOCTYTUIEHUW CpeIHEN CTEMeHU TSKECTU 3a CYET
HapyllleHU! puTMa cepaua, reMoJMHaMuKa CTaOuJib-
Has. [lpoBeneHo oOcnemoBaHue. AHanu3 KpoBU OUO-
XUMUYEeCKHIt: o01mit 6eok 58,6 v/ (Hopma 44—73) t/11,
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aJlaHMHAMUHOTpaHcdepasza M acrapraTaMuHOTpaHcde-
paza (AnAT/AcAT) — 18/33 en/n (Hopma 5—40 exn/n),
MoueBuHa — 2,1 MMoib/n (Hopma 1,8—6,4 mMMmounb/i),
KpeaTMHUH KpoBu — 42 MKmoub/n  (HOpMa
15— wmxMmomb/m), kpeatmHbochokmHaza (KDK) —
103,0 en/n (Hopma <295 en/n), nakraTaeruaporeHasa
(JIAN) — 245,0 en/n (Hopma <451 en/m), N-KoHIIEBOI
MPEIIIECTBEHHMK MO3TOBOTO HATPUAYPETUIECKOTO TOp-
MoHa (NT-proBNP) — 358,9 nr/mu (Hopma 0—125 rir/mi),
Hatpuit — 138,1 mMmonb/n (HopMma 136—145 mMmonb/n),
kanuit — 4,20 mmosb/n (Hopma 4,1—5,3 MMOJIb/7T), Kajib-
mmit — 1,160 mmomnb/n (Hopma 2,25—2.75 MMoJb/T).
CytouHoe moHuTopupoBanue DKI: Bech mepuonm MOHU-
TOPUPOBAHUST PETUCTPUPYETCST TpeTeTaHue Tpenacepanii
C pa3IMYHON KPaTHOCTBIO TIPOBENECHMS Ha KEYIOYKU
(BpemeHaMu ¢ abeppanueit), mpeumyiiectBeHHo 2:1, 3:1,
BO BpeMsI CHa amnu3obl 5:1. Dxokapanorpadus: Gpaxims
BeIOpoca (DPB) — 70%, AMIIIT BropuyHBIi — 6,1 MM.
Pasmeps! momnocteil cepana B HopMe. MarHWTHO-pe3o-
HaHcHas Tomorpadusi (MPT) cepmua: mieBpanbHOTrO/
TepUKapaIraIbHOTO BHITIOTa He BhIsIBIIeHO. Cepre paBo-
copmupoBaHHOE JieBOpaconoxeHHoe. JIeBblii xenyno-
yek (JIZK) — B kuHo-MPT Jjl0KanbHBIX 30H TUIIO/aKMHE-
3un He BoIsiBIIeHO (DB JIK 52%). TpaBbIii Xexymouek
(IT2K) He yBenmuueH, cOKpaTUMOCTh He cHikeHa (DB TTK
65%). Tlo maHHBIM OTCPOYEHHOTO MCCIEIOBaHUS — CyO-
SMMKapIuaIbHbIe/MTHTpaMypaiibHbIe (hMOPO3HBIE N3MEHE-
HUSI TiepeIHe00KoBoM cTeHKH JIZK rmocTBOCTIaMTeTbHOTO
reHesa. [IpoBeieHO JleUeHre: aMUOIaPOH, TUTOKCHH.

IIpr BBITIHCKE COCTOSTHUE YIOBJIETBOPUTENBHOE,
crabwibHoe. [emMoaumHamuka He HapyuieHa. BeimucaH
Ha aMOyJTaTOPHBIN 3TaTl JIeUeHUs ¥ HAOJTIOICHMS.

00cyxaeHue 1 3ako4YeHne

B cTpykType mneTckoit KapauoJoruueckoit 3adosie-
BAaEMOCTHM M TIpUYMH JIETAIBHOCTA HapyLIeHUsI pUTMa
cepala 3aHuMaloT Beaymiee Mecto (60—70%). [TpuunHbBI
BO3HUKHOBEHMSI 3TUX HAPYIIEHUIN pa3IMYHbI: HECOBEP-
IIEeHHasl MMAarHOCTMKA CUHIpOMa Je3ajanTalluy cep-
JIEYHO-COCYJMCTON CUCTEMbl Y HOBOPOXIACHHBIX, Oec-
CUMNTOMHAsT KIIMHWYeCKash KapTUHA apUTMUI y JIeTeid,
HecBOeBpeMeHHOe obpailieHue K cretanuctam. OTcyT-
CTBYIOT JIOCTOBEpPHbBIE CBEIEHUS O pacnpoCTpaHEHHO-
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CTU HapyUIeHWI pUTMa U TIPOBOAMMOCTHU Yy JETel, Tak
KaK 4acTO 3MU30Ibl TAXUKAPIUU 1 OpaguKapanuu, MUTpa-
LI BOAUTENS PUTMAa M EAMHUYHBIE BKCTPACUCTOJIBI
OBIBAIOT Y a0COJIIOTHO 3M0pOBBIX AeTeid. [lepronbl Ham-
GOJIBIIIETO PUCKA Pa3BUTUS apuUTMUI y JeTeil — HOBO-
POXIEHHOCTh, Bo3pacT 4—5 net, 7—8 net, 12—13 et [4].
CoracHO 3TOMYy B paMKax peryjspHOM IuCIaHCepu-
3alMM  HEOOXOOMMO TIPEIYCMOTPETh DJIEKTPOKAPINO-
rpa@uYecKil CKPUHUHT y JeTeil JaHHBIX BO3PACTHBIX
rpynm. [Ipu BBISIBIEHUN JaXke MMUHUMAJbHBIX Kapauo-
TeHHBIX XaJlo®d MOMMMO CTaHIAPTHBIX METOIOB 00Ce-
JMOBaHMS CJIeayeT MPOBOIWTh reHeaJOrMIeCKUii aHaIu3,
aHam3 (haKTOPOB PUCKA, BBITIOJHSITH CyTOUYHOE MOHUTO-
pupoBanue DKI, nekapcTBeHHbIE U HATPy30YHbBIE TECTHI,
KapauonHTepBanorpaduio.

V neteit HapyIIeHWST pUTMa U MTPOBOIUMOCTH HEPEIKO
MPOTEKA0T OECCUMITTOMHO, YTO B 3HAUWUTEIHHON Mepe
3aTpyAHSIET PaHHIOK JMATHOCTUKY HaHHOM TaToJIo-
TMU U He TTO3BOJISIET TOYHO YCTAHOBUTH JUTUTETHHOCTH
CYIIIECTBOBAHUSI apUTMHUM M BO3pacT pebeHKa K Havyary
3a0oJyieBaHMsI. B oTCcyTCTBUE CBOEBPEMEHHOM U ajeKBaT-
HOI Teparunu OOJBIIMHCTBO apUTMUM TPOTPECCUPYIOT,
MpU 3TOM (POPMUPYIOTCS CTOMKIE M HEOOpaTUMbIe HApy-
meHusT (YHKIUA MUOKapaa, TpeOyrolue XUpyprude-
ckoro JeueHust. B 1o ke BpeMs 6osee 85% nmeteit MOTyT
OBITH M3JIEYeHBI METOIAMU MEIUKAMEHTO3HOMN Teparuu.
Bcerna Hy>XHO TTOMHUTB, YTO CYIIECTBYET TeCHasl CBSA3b
apUTMMI ¢ BHE3aITHOM CepIeIHO cMepThIo [5].

IpencraBieHHBI HAMW KIMHUYECKUIA CITydail mamm-
€HTa C TIOCTOSIHHOW (popMoO¥i TpereTtaHusl Tpeacepani,
BBISIBICHHOW TIPW POXKIECHUM, JEMOHCTPHUPYET BO3MOXK-
HOCTb OJIaroNnpuATHOTO TIPOrHO3a TPU paHHE JUarHo-
CTUKE W CBOEBPEMEHHOM MeIMKAMEHTO3HOW KOppeK-
. MOHUTOPUPOBAHUE COCTOSTHUS 3[0POBbSI peOeHKa
MeaaTpoM W KapauoJIOTOM Ha dTare peabWIuTalyu
W IWCITAHCEPHOTO HAOJIOAEHUS MO3BOJWIO TMPEIOTBpa-
TUTb BO3HUKHOBEHWE OCTIOKHEHWI, TAKMX KaK cepacuHast
HEJIOCTaTOYHOCTh, TPOMOO3MOOIMK (B TOM YHUCJIEC MIIe-
MHWYECKME WHCYJIBTBI), apUTMOTEHHAsT KapAMOMMOITATHUS
U Jaxe BHe3aImHas cepaeuHas cMepth [6]. TTpu cobione-
HUU JaHHBIX YCIOBUI MOXHO TOOUTHCS XOPOIIUX PE3yJTb-
TaTOB JICYEHUS Y TIOIIEPKUBATD 3I0POBbe peOeHKa B yI0-
BJICTBOPUTETLHOM U CTAOMITEHOM COCTOSTHUM.
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KJINMHUYECKUE CJT1YHAU

Cemeiinas hopma 1uaaTanoHHON KAPAUOMUONATHH

J.U. Caoduikosa’, T.II. Maxaposa’, JI.P. Cabuposa’, H.H. @upcosa’®, A.A. Kyuepseas’,
H.B. lllakyposa’, A.P. Xacanosa’
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Family form of dilated cardiomyopathy

D.1I. Sadykova', T.P. Makarova', D.R. Sabirova', N.N. Firsova®, A.A. Kucheryavaya?,
N.V. Shakurova', A.R. Khasanova'

'Kazan State Medical University, Kazan, Russia;
2Children’s Republican Clinical Hospital, Kazan, Russia

ITo knaccupuKanuu KapIMOMHONIATHS MOXKET ObITh CeMEiiHOI U HeCeMeiHOI, YTO 0TPaKAeT HE0OXOAMMOCTb H3yYeHHsI TeHeTHYe-
CKHX OCHOB 3a00/ieBaHNs. B cTaThe onncaH KIMHUYECKUIA CITy4aii ceMeiiHoi (hopMbl HEKOMIAKTHOI KAPIMOMHONIATHH B COYETAHUH
¢ IMJIATAMOHHOW Kapauomuonarueii. IlpeacTaBiensl JaHHbIe IXOKAPAMOrpaun U MATHUTHO-Pe30HAHCHOI TOMorpaduu. /Iua-
THO3 MOATBEPK/IEH Pe3y/IbTaTAMi FeHeTHYEeCKOr0 MCCe0BaHus, BbisiBjeHa MyTaius B rene MYH7 p.11e201Thr B rerepo3uroTHom
COCTOSIHUM, CBSI3AHHAS C PA3BUTHEM HEKOMIIAKTHO!N KAPIMOMHONATHH M JUIATAIMOHHOM (DOPMbI KADIMOMHOTIATHM.

Karoueswte caosa: demu, kapouomuonamuu, HekOMnaKkmuwlit muokapo, een MYH?7.

Ans umtuposanus: Caavikosa [.U., Makaposa T.I1., Cabuposa [.P., ®uvpcosa H.H., Kysepsisasi A.A., LLlakyposa H.B., XacaHoBa A.P. CemeriHasi popma
AnnaraumoHHOM kapavomuonatm. Poc BecTH nepuHaron n neavarp 2021; 66:(5): 202-206. DOI: 10.21508/1027-4065-2021-66-5-202-206

Cardiomyopathy (CMP) is classified into familial and non-familial, which reflects the need to study the genetic basis of the disease.
The article describes a clinical case of a familial form of non-compact cardiomyopathy in combination with a dilated form of car-
diomyopathy. The article provides data of echocardiographic and MRI studies. The diagnosis was confirmed by genetic research,
there was revealed a mutation in the MYH?7 gene p.I1e201Thr in a heterozygous state, which is associated with the development
of non-compact cardiomyopathy and dilated form of cardiomyopathy.

Key words: children, cardiomyopathy, non-compact myocardium, MYH?7 gene.
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Kap,Z[I/IOMI/IOHaTI/H/I — TpyIIia TeTeporeHHbIX 3abose-
BaHUW, XapaKTePU3YIOLIASICS MATOJIOTUEN MUAOKapaa
C €ro CTPYKTYPHBIMU U/WIN DYHKIUOHAJIBbHBIMU Hapy-
IIEHUSIMU, HE OOYCIOBJIEHHBIMU HILIEMUYECKOUN 0Oose3-
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®upcosa Haranbs HukonmaeBHa — 3aB. KapaIuoOJIOTMUECKUM OTaeeHnem Jder-
CKOI pecryOIMKaHCKON KIMHUYEeCKO O0JIbHULIBI

KyuepsiBasi AHHa AJIeKCaHIpOBHA — Bpay—AETCKUIA KapAMOJIOr KapIuoJoru-
4ecKoro otaeseHus JJeTcKoi peciyOIMKaHCKO KITMHNYECKO OOTbHULIBI,
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HBIO CEpAlla, apTepUaIbHOU TUIlepTeH3Wel, KJIamaH-
HBIMU MOPOKaMU W BPOXIEHHBIMU 3abosieBaHUSIMU [1].
CormacHo knaccudukamu BceMupHOI opraHuzammu
3IPaBOOXPAHEHUS BBIACIASIOT 4 OCHOBHBIX THIIA Kap-
NTUOMMOMNATHI: AWIaTallMOHHAsl, TUIepTpoduIeckas,
PECTPUKTUBHAS M apUTMOTEHHAasl TPaBOXeTyI0YKOBast
KapauoMuonatus. B ocHOBe Kaxkmoir (hOpMBI JIEXKUT
MopaXkeHue CepAeUHON MBIIIIIHI.

JlunaTalimoHHast KapaIMOMMOTIaTHsST — caMasl pacrpo-
cTpaHeHHas1 hopMa KapaIuOMHUOIATHII KaK Yy B3POCIBIX,
Tak U y JeTeil. 3abomeBaemMocTh B EBpore cocrtaBisieT
5—7 noBbix ciydyaeB Ha 100 ThIC. HacesleHUs BTO. Y AeTeit
MepBOTrO TOlIA XM3HW OTMeUeHa HauOOoJbIIas pacrpo-
CTpaHEHHOCTh 3a0o0JieBaHUsI TIO CPaBHEHMIO C JETbMU
crapuiero Bospacrta: 4,4 npotuB 0,34 nHa 100 TBIC. OET-
ckoro HacesneHus [2, 3]. [To qaHHBIM TUTEpaTYpPhI, CpeaU
KapIMOMMOIIATUI JIETCKOTO BO3pacTa AWIaTallMOHHAasT
dopma cocrasnsger 58%, runeprpodpuueckas — 25,5 %.
TpeTbeit IO YacTOTe SIBJISIETCS CUHIAPOM HEKOMIIAaKTHOTO
MMOKap/ia JIEBOTO XKeJyIouKa, cocTaBsist 9% [4].

IMTo sTroNOTMM AWIATAIIMOHHBIE KapIUOMUOIATUU
OTHOCSIT K CMEIIaHHBIM (popMaM, BO3MOKHBI TIpHOOpe-
TEHHBIE U HACJIECTBEHHbIC TPUIMHEI 3a00J1eBaHMUSI.

HacnencrBeHHble (ceMeiiHbie) (DOPMbI BBISIBISIIOTCS
B 20—34% cnyuaes [2, 5]. K npyrum mpuauHHBIM (hak-
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TOpaM OTHOCSITCS ayTOMMMYHHBIE MEXaHU3MbI, OOMEH-
HbIe HApYIIIEeHUsT B OpraHNU3Me, CUCTeMHbBIE 3a00JIeBaHUS,
BUpYCHbIE WHMEKIMU. Y OONBHBIX C AUIaTAlIMOHHBIMU
KapAuOMHOTIaTUsIMA B 42—56% ciydaeB OOHapyXu-
BalOT aHTUTENIa K KapAUOTPOITHBIM BUpPYcaM, OCOOEHHO
K sHTepoBupycam Kokcaku rpymmel B, a Takke sHTe-
poBupycHyto PHK B Muokapme, 4To CIyXXUT KOCBEH-
HBIM TIOKa3aTejieM CBSI3W KapIUMOMMOIIATUM C BHUPYC-
HoIT mHbekei [6, 7]. BonbIIMHCTBO MccaenoBaTeNei
CKJIOHSIIOTCS K MHOTO(AaKTOPHOMY TeHe3y 3a00sieBaHusI.
B coBpeMeHHOIT MeaWIIMHE IJIsST YTOYHEHMS MaToreHes3a
KapJAMOMUOTIATHI BCe Yallle MCTIOMb3YIOT METOIBI MOJIe-
KYJISIPHOI OMOJIOTUM U TEHETUKMU.

IMpuBoauM omnucaHWe OBYX KIWHUYECKHUX CIIydaeB
POIHBIX CECTEp U3 COOCTBEHHOM MPaKTUKU.

Knunnyeckwii coayyaii 1. leBouka M., 13 net. 3 anam-
He3a U3BECTHO, YTO B Bo3pacTe 3 JieT moTepsijia CO3Ha-
HUE TIpY B3SITUU KPOBU M3 TMaiblia, IMOCJE 4Yero ObLTa
npoBeneHa sxokapauockonus (Dxo-KC), BbIsiBIEHO
OTKpbITOe OBajbHOE OKHO (OOQ), 10XHBIE XOPIbl
sneBoro xenymouka (JIXJIXK), KoHeuHbIli nuacToinye-
ckuit pasmep (KJIP) 34 MM, KOHEUHBII CUCTOJIMYECKUIA
pasmep (KCP) 21 mm. B mapre 2015 . B Bo3pacte 8 Jyier
no JaHHbIM aJyekTpokapauorpadun (BKI) BboissBICH
MpeACepAHBIA PUTM, YacTOTa CEepACYHBIX COKpallleHUI
(YCC) 60—85 ym/MUH, HOpMabHasl 3JIEKTpUIECcKast OCh
cepama (DOC); Dxo-KC — KIP 41 mm, KCP 28 mwm,
dpaxuust BeiOpoca (PB) 60%, mponaric MUTPaBHOTO
knaraHa (ITMK) I cremenu. OcmoTpeHa KapanojoroM
MOJUKJIVMHUKN JIeTCKoi pecryOJIMKaHCKOM KIMHUYE-
ckoit 6osnbHUILIBL. C yuyeToM kajiod Ha ObICTPYIO yTOMIIsIE-
MOCTb, 0OOMOPOUYHOE COCTOSIHME B aHAMHE3€e HarpaBjieHa
Ha CTallMOHAPpHOE JIeYeHUE B KapIUOPEBMATOJIOTMYECKOE
otnenenue JIPKbB ¢ nuarHo3om: BTopuyHasi Kapanoauc-
Tpodus. Ilocie KOMIUIEKCHOTO KJIMHUKO-J1abopaTop-
HOTO M WHCTPYMEHTAJIBHOTO OOC/IeHOBaHUs BBICTABJICH
JIMarHO3: BTOpUYHAsE MUoKapauoauctpodus. Cutyaun-
OHHBbIE CUHKOITe. Majible aHOMaJIMu pPa3BUTHUS Cepllia
(IMMK I crenenu JIXJIZK). [Tonyuana neyeHue: Tpume-
Ta3WIWH, oI Kanuvsl, KynecaH. B TeueHume roma mocie
BBITTMCKY CHMHKOTAJIBbHBIE COCTOSTHUS HE TTOBTOPSITUCH.

OuepenHast rTocrmutanusanuss B abrycte 2016T,
Ha Ox0-KC BbISIBJIEHbBl CHUXEHHUE COKPATUTEIbHOMN
CIOCOOHOCTH MUOKapaa JeBoro xenymnouka (OB 58%),
nunaramnust JgeBoro xenymouka (KIAP 49 mwm, KCP
32,8 mmM). JIXJIZK. BriepBbie BbICTaBI€H AMArHo3: Iuia-
TallMOHHAs KapaAWOMUOIIATHsI, HETOCTATOYHOCTh KPOBO-
oopamienust I crenenn (HKO). Haznauensl aHananpun
2,5 mr/cyT u BepoimnupoH 50 MT/cCyT, TpoIoKeHa Kap-
nroMeTabomyeckas Tepanus. B manbHeiIeM aeBOYKa
HabJII0/1a1ach y KapIMoJIora Mo MECTY XUTEIbCTRA.

B 2018 . Ha Ox0-KC BbISIBIEHB HE3HAYUTEIbHOE
CHUXXEHUE COKPATUTEJIbHOW CIOCOOHOCTHM MUOKapaa
neBoro skenynouka (OB 58%), He3HauuTeNbHAs AWIa-
tamus yieBoro xenymouka (KJAP 49 mm, KCP 32,8 mm),
JIXJIK. Hampasnena Ha rocnuranuzanuio B JIPKB.
ITo pesyasrataM  XOJTEPOBCKOTO  MOHUTOPUPOBA-

Caovikosa JI. Y. u coasm. CemeitHas hopMa JUIaTalliOHHOM KapANOMUONATHH

Hust (XM-OKT') — cunycoBblit putMm co cpenHeit HCC
88 yn/mMuH, nupkanHeiii nipodpuas YCC ycuneHHBIH,
yCHJIeHa YyBCTBUTEJIBHOCTH pPUTMA CHUMITATUYECKUM
prustHUSAM. [lo pesynbrataM BeIO3PTOMETPUM — TOJe-
PaHTHOCTb K (u3MYecKkoil Harpyske cpenHsiss. Hapy-
IIEHWsT pUTMa W TIPOBOAMMOCTH HE 3apeTHCTPUPOBAHO.
Tepanust mpomosikeHa B TIpexkHeM oObeme. B Bospa-
cre 12 ner Ha XM-DKI' — HeperyasipHbIii CUHYCOBBIN
PUTM C YaCTBIMU BMU301aMU CHHYCOBOM OpaguapuTMun
u cuHoatpuaabHoit 61okansl 11 crerienu. [lns nanbHeit-
1ero oocyieIoBaHUsI BHOBb TOCITUTAIM3UPOBaHAa B Kap-
IuojioTudeckoe otneneHue. [lo maHHBIM JTabopaTop-
HBIX MCCIIeIOBaHUI: (PYHKIIMOHAIBHBIE MPOOBI MeYeHU
M TIOYeK B TIpeleiax HOPMBI, KpeaTWH(MOCHOKMHA3A
(KDK) 324 E/n (Hopma o 190 E/m), N-KoHIIeBOI1 TTpen-
IIECTBEHHUK MO3TOBOTO HATPUIYPETUYECKOTO TETTHAA
(NT-proBNP) 17,96 nr/mn. Ha XM-DKI BbIssBIeH
¢eHomMeH ykopoueHHoro mHTepBasia P—Q. Ha Dxo-KC
DB 52%, munatauus aesoro kemymouka (KAP 50 mwm,
KCP 37 mm), nteBoe tipeacepaue He yenunueHo, HMK 1—
I crenenn JIXJIK.

[MpoBemeHO MOJEKYISIPHO-TEHETUUECKOE WCCIIEI0-
BaHMe, oOHapyxkeHa MmyTauusi B reHe MYH7 p.11e201Thr
B TETEPO3UTOTHOM COCTOSTHUU. JIaHHBIN BapuaHT OTHO-
CUTCS K TATOTeHHBIM, CBsSI3aH C pa3BUTUEM JWJIaTa-
IIMOHHOM KapAWOMUOIATUA W HEKOMITAKTHBIM MUO-
KapJoM JIEBOTO KeNymodka. AMOYJIaTOPHO TpOBemcHa
MarHUTHO-pe3oHaHcHast Tomorpadus (MPT) cepaua
C KOHTpacTUpOBaHUEM (CM. PUCYHOK, a). Mexkenymod-
koBast neperoposaka (MXKIT) 5—5,2 MM, 3aaHss cTeHKa
nesoro xkenynouka (3CJIK) 4 mm. KIIP 5,1 cm. dpak-
st BeIOpoca JieBoro xenynouka 50% (Hopma 50—76%).
Koneunbrit mguacronuueckuit oobem 106 M. Ymap-
HbIE 00beM 53 M. KOHEUYHBIN CUCTONMYECKUIT 00beM
52 ma. Macca muokapaa jeoro xeayaouka (MMJIZK)
631 OTHONIEHWEe  KOHEYHOTO  JMACTOJNIESCKOTO
obbeMa Kk ruionianu nosepxHoctu Tena (KAO/IIIIT)
81 mu/m? (Hopma 57—108 mui/m?). OTHOIIEHHE KOHEY-
HOTO CHCTOJIMYECKOTO 00beMa K TUIOIIAIN TOBEPXHOCTH
tena (KCO/IIIIT) 40 mu/m? (Hopma 16—42 mi1/m?). Tlpa-
BBIN KeymoueK: ToimHa cTeHKn 2—3 mm. @B mpa-
Boro xenymouka 70% (Hopma 55-71%). KoHeuHbIit
IMACTOJINYECKUIT 00beM 78 MJI. YmapHBI 00beM 55 M.
Koneunsiit cucronuueckuit oovem 22 mua. KAO/IIIIT
59 mu/m? (Hopma 57—109 mu/m?). B pexxume T2 oTHOIIIE-
HUE CUTHAJIOB MUOKapj/ckeneTHas mbiia 1,4 (Hopma
no 1,8) — 30H oTeka MMoOKapaa JEBOTO KeJynouyka
He BbIsIBJIEHO. JIeBbIii Xesynouek: (popma mnojoctu ce-
pUYHasi, OT YPOBHSI 0a3albHBIX TepeaIHeO0KOBBIX, BCEX
CPeIHUX U 10 alMKaJIbHBIX CETMEHTOB TiepeaHei/60K0-
BOI/HIKHEN CTEHOK BU3yaU3UPYeTCS JBYXCIOHAs
CTPYKTypa MMOKapia C BHYTPEHHUM HEKOMIAKTHBIM
CJI0OEM C MaKCHMAaJbHBIM COOTHOIIIEHWEM HEKOMITaKT-
Hblil/KoMmnakTHbIA (3,5/1), OTHOllIEHUME Macca HEKOM-
MaKTHOTO/Macca KOMIIaKTHOTO Muokapna 32% (Hopma
He 6onee 20%), MHIEKC MacChl HEKOMITAKTHOTO MUWO-
Kapaa 18 r/m?> (HopMa He Oosee 15 r/M?), COOTHOLIEHUE
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Pucynox. MPT cepaua: a — nesouka M., 13 ner; 6 — neBouka E., 7 jet.
Figer. MRI of the heart: a — girl M., 13 years; b — girl M., 7 years.

KOMMAaKTHBIN/HEKOMITaKTHBIN 1:3,5 B nuactony (HopMma
no 1:3). 3axkmoueHune: MP-gaHHble KapnuoMuonaTul —
HEKOMITaKTHBIN MUOKap]I JIEBOTO XeJTya04Ka, TPOMOOTH -
YECKUE MACChl B MOJOCTSIX CepALla HE BbISIBICHDI.

C y4yeToM MaccopoCTOBBIX MMOKa3aTesel 1o3a Haja-
MpuJia yBeJaudeHa 10 5 Mr/cyT, BepommnupoH 50 mMr/cyr.
OpHako yepe3 ToJAroaa TMOSBWIKWCH KajnoObl Ha CHU-
XKeHue apTepuanbHoro gasieHust (All), BsIOCTb, cia-
00CTb; 032 3HaNanpuia Obula CHUXEHa A0 2,5 MI/CyT.
C yueroM aprepuaJbHOW TUIOTEH3WM pEIIeHO OTKa-
3aTbcsl OT OeTa-ampeHoOmokaTopoB. B konme 2020T
JIeBOYKA HaXOJWJach Ha CTAllMOHAPHOM JIEYEHUHN B JIEeT-
ckoMm KapmumonormdeckoMm otaenenne HUKWM memma-
tpuu uM. akaa. FO.E. Bensruiesa ®TAOY BO PHUMY
um. H.W. TTuporosa ¢ amarHo3om: KapaIruoOMHONaTUS TIEp-
BUYHAasl, CMEIIaHHBII (DEHOTUTI, TUIaTALIMOHHAS KapIro-
MMOTIaTUSI, HEKOMITAKTHBI MUOKap/L JIEBOTO KEIy/I0uKa
(mytauus B reHe MYH?7), cemeiiHast (popMa XpOHUUECKOM
cepaeuHoit HemoctatoyHoctu (XCH) I-II. Enunuynas
noJauMopdHasi OIMHOYHAST KeJTyI0UKOBasi 9KCTPACUCTO-
smst. MutpanbsHast HegoctatouHocTs | crerienu. Hapyiire-
aue agantanuy naTepBaga Q—T x YCC. Anmnepruueckuii
PUHOKOHBIOHKTUBHUT. [pyIima prcka 1Mo ayTOMMMYHHOMY
TUpeouauTy. TpaH3WUTOpHAs MUKpOTeMaTypusi HesSCHOM
STUOJIOTUN. AHOMAJIUS MOYEBOW CUCTEMBI: TIOBBIIICHNE
noaBrkHOCcTH Touek. Kucra (?) pacimpeHHas mnupa-
Muaka (?) B mpaBoil mouke. YBejnyeHue odbema JeBoi
moyku. XpoHuueckass Oone3Hb mouek | craguu. beuia
MpoBeieHa KOPPEKIIMs Tepaluy — yBeJndyeHa 103a 3Ha-
Janpuiia 10 3,75Mr/cyT, Ha3HaAYeHbl KapBeAWION B 03¢
3,12 mr/cyT, criupoHoakToH B 1o3e S0 mr/cyt. [1epeHocu-
MOCTb TE€parvu yIOBJIETBOPUTETbHAS.

I[lo pexoMeHmauuMu ajjieprojiora peuieHo IMpo-
BelleHUe ajuiepreH-crieliupuueckoii MMMYyHOTEeparuu,
10 COTJIACOBAHUIO C KapAMOJIOTOM KapBeaUI0J ObUT Bpe-
MeHHO oTMeHeH. Yepe3 20 MUH 1T0CiIe IPOLeIyphl OTME-
YEHO TIPECUHKOIAJIbHOE COCTOSIHME CO CHUXeHueM AJl

no 70/50 mMm pr.cT. Yepes HEKOTOpOE BpeMsi COCTOSTHUE
CTaOUJIN3UPOBAJIOCH.

B manHyo rocmuTaNIM3alMIo JeBOYKa TOCTYIHWIA
JUTSE 00CITeoBaHMsl. AKTUBHBIX XajloO He MpPeabsBIsET.
dusnyeckoe pa3BUTHE TIO BO3PACTy. AYCKYJIETATUBHO
ToHbl cepaia putmuuHbie. YCC BospactHas. [lo nabo-
patropHbiM naHHbIM: K®K 99 en/n, NT-pro BNP
128,6 nr/ma. Tlo manueM DKI, mpeacepaHbIil puTM,
HeperysipHbiiin YCC  58—75 yn/muH. lopuszoHTasib-
Hoe monoxeHne DOC. CyroyHOoe MOHUTOPHMPOBAHUE
aprepuanbHoro naBieHusi (CMAJIL): cpeaHee THEBHOE
AJ1 93/61 MM pr.cT., cpenHee HouHoe Al 82/51 MM pT.cT.
BapunabenbHOCTh CHCTOJIMUECKOTO B TEUEHHUE CYTOK
U quacronndeckoro AJl qHeM B Tipeaenax HOpMbl. [umo-
TOHMYECKasT Harpy3ka BoeisBiieHa 1o CAJl: mHeM WHIEKC
runoteHsun 1o CAJl 26%, HOUYbIO WMHIAEKC BpEeMEHU
runtoteHsnu 1o CAJl 40%. T1lo maHHBIM MOHUTOPHWHTA
omnpejesieHa TEHICHIUS K CUCTOJIMYECKOW apTepruaaibHOMN
runoreH3uu. Dxo-KC: npuzHaky HEKOMITAKTHOTO MUO-
Kapza JIeBOTO XeJylnovyka. BeIsgBiaeHa AuIaTalius JeBBIX
otnenoB cepaua (o Teixons: KAP 51 mm, KCP 32
MM, @B B GazanbHbIX oTaenax 49%, B cpeaHUX OTAEIax
50%; no Cumrmicony: K10 91 mi, KCO 45 mi, @B 49%).
JleBoe mpencepave 21 mM. He3HauurtenbHOe CHIMKEHUE
COKpaTUTEJIbHOM CITOCOOHOCTH MUOKap/a JIEBOTO Kely-
nouka. XM-OKI: UCC cpennsst iHem 73 ya/MuH, cpef-
Hsig HOublo 60 yn/muH. HupkagHerit put™ 1,22. MuHmn-
manbHast YCC 51 yn/mMuH Bo cHe. CUHYCOBBINI PUTM CO
cpenneit YCC 68 yn/MUH, 3NTM301aMU MUTPALIUM BOIM-
TeJss pUTMa TI0 TIpeACepausiM. 3aperucTpupoBaHO S5
cepuit may3, OOYCJIOBJIEHHBIX CHMHOATpUaIbHOI OJloKa-
noii 11 crenenu (Bo BpeMsl cHa) ¢ MIMTEeNbHOCTEIO R—R
g0 1,6 c¢. Cpennuii unrepsas Q—Tc 3a cytku 458 wmc,
nuHamuka Q—T B mpenesax HOPMBI.

ITpoBonuyioch JieueHWe: SHAJANPWI, KapBeaWJION,
cnupoHojakToH. CoCTOsIHME B OTACJIEHWM OCTaBaJloCh
cTabuJIbHBIM, 0e3 TporpeccupoBaHus npusHakoB HK.
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Teparmust XCH mpopoinkeHa B TIpeskHeM o0beMe. Brimm-
cajjlach Ha aMOyJIaTOPHBIN 3Tan HAOIIONCHUS U JIEYSHUSI
B CTaOMJIBHOM COCTOSIHUU.

Kmunuueckwii cayyvaii 2. [leouka E., 7 net. U3 anam-
He3a M3BECTHO, YTO JIeBOYKa 0oJjieia YaCcThIMU OOCTPYK-
TUBHBIMU OPOHXUTaMU, TTHEBMOHUSIMU. BriepBbie 3a0oJte-
BaHWeE BBISIBIEHO B Bo3pacTe | rox 7 Mec, Korna Haxoau-
JIach Ha CTAllMOHAPHOM JICYEHUU T10 TIOBOJY THEBMOHMMU.
ITpu Ox0-KC obOHapyxeHbl nuiiaTalysi JIEBBIX OTAEIOB
cepilia, HeTIOCTATOYHOCTh MUTPAJIBHOTO KiarnaHa. B Bo3-
pacte 1 roma 9 Mec BriepBble KOHCYJIBTHPOBAHA Kapavo-
siorom B noyukimHuKe JIPKB; pesynsrater Dxo-KC: @B
51%, KAP 40 MM, KCP 30 mm. Pa3mep neBoro mpen-
cepnust yBeamyeH 22 mm. HMK I-II crenenn. JIXJIK.
IMo nanubiM DKI onpenensincs cunycosbiii putm ¢ YCC
108—116 yn/muH, DOC OTKIIOHEHA BITPABO.

Jnsg  pmanbHeimero  oOciiegoBaHUWSI  HarlpaBiieHa
Ha TOCMUTAIM3AIMIO B KAPAXOPEBMATOJIOTMYECKOE OTe-
neane APKB. ITo manaemM Dx0-KC, cHmKeHa cokpa-
TUTEJIbHAsT CITIOCOOHOCTh MUOKapia JIEBOTO XeJydouKa,
nUIaTaius JIeBbIX OTHENOB cepana. B kpoBu aHTuTena
K Mmuokapay — Tutp <1:10 (oTpunarenbHbiil). BeicTaBieH
NIMArHO3: JWJiaTallMOHHAsT KapAMOMUOIIaTUSI C OTHOCH-
teabHOit HMK I—II crenenu, HK I. Ha3znauena tepa-
Musl: KaroTeH, BepOIITNUPOH, 3JIbKap, KyaecaH. Habuo-
najach KapAMOJIOTOM, OCYIIECTBIISIaCh  KOPPEKIIUS
Tepanuu (yBeJUYeHUE M03bl BepolmnupoHa). OuepenaHas
TOCIMTAIN3alNsI B Bo3pacTe 4,5 roaa jis 00cae0BaHUS
u koppekuuu jedyeHusi. [lo maGopaToOpHBIM JaHHBIM:
noBeieHne TuTpa NT-pro BNP no 515,7 nir/mn, KOK
227 en/n (Hopma o 190 en/n), nakrataeruaporeHasa
(JIAT) 447 en/n (Hopma mo 437 en/n). XM-OKI: cuny-
coBblii put™M co cpeaHeir YCC 98 yn/muH. B HOuHOe
BpeMsI MTU30/bI TIPEICEPIHOTO PUTMa, CUHOATPUATIBHOM
onokanwl I crenenu. MurepBansl Q—T/Q—Tc B HopMme.
OCHOBHO# YypoBeHb (PYHKIIMOHUPOBAHUSI CHUHYCOBOTO
y3J1a HopMaJibHBIN. DXx0-KC — He3HaunTeTbHOE CHIDKE-
HUE COKpaTUTEIbHOM criocooHocTn Muokapaa, ®B 51%,
nuaranus JeBbix otaenos cepaia (KAP 41,5 mm, KCP
30 mn), neBoe mnpencepave yeeauueHo (18 mm). HMK
I crenenn, JIXJIK.

B BO3pacTe 5,5 romga mpoBeeHO reHeTUYeCcKoe ooce-
nosanue. Boisinena myrauus B rene MYH7 p.11e201Thr
B TETEPO3UTOTHOM COCTOSTHMHU. DTOT BapWaHT SIBJISI-
eTCsT TaTOTEHHBIM M CBSI3aH C pa3BUTUEM IWIaTAllMOH-
HOM KapAMOMUONATUM M HEKOMITAKTHBIM MHUOKapIOM
sieBoro xenynouka. MPT cepaiia ¢ KoHTpacTUpoBaHUEM
(cM. pucyHok, 0): MXII 3,5—4 mwm, 3CJIXK 3,5 mwm,
KIP 4,6 cm. ®B JIXK 55%. KoHeuHbBI auacToadye-
ckuit 00beM 62 mil. YmapHbiii 00beM 34 mit. KoHeuHBbIi
cuctosnueckuit 0obem 28 ma. MMJLK 44 1. [To naHHbIM
oTcpoueHHoro KoHtpactupoBaHus LGE (late gadolin-
ium enhancement): nud@y3Hble UHTpaMypaJibHbIE, CyO-
SMUKapauaibHble (pUOPO3HbIE U3MEHEHUST BCEX CTEHOK
JIEBOTO XeJynouka. JIeBblii Xkenynodyek: hopMa MojJoCcTu
chepruyHasi, OT YPOBHSI Oa3alibHBIX IepeaHEOOKOBBIX,
BCEX CPEIHMX M JO alMKAJIbHBIX CETMEHTOB TIepeaHEN,

Caovikosa JI. Y. u coasm. CemeitHas hopMa JUIaTalliOHHOM KapANOMUONATHH

OOKOBOI, HUXXHEI CTEHOK BU3YaTU3UPYETCsl NBYXCIOM-
Hasl CTPYKTypa MUOKapaa ¢ BHyTPEHHUM HEKOMIAKTHBIM
CJI0eM C MaKCUMaJIbHBIM COOTHOIIEHWEM HEKOMITAKT-
Hblil/komMnakTHbIA (3,3/1). OTHOllIEHME Macca HEKOM-
MaKTHOTO/Macca KOMIaKTHOTO Muokapna 35% (Hopma
He Oomee 20%). Ilo kputepusim A. Jacquier (rmoaxon
B IMarHOCTUKE HEKOMITAKTHOTO MUOKap/a JIEBOTO XeJy-
JIOYKa, P KOTOPOM Macca HEKOMMAKTHOTro MUOKapia
OlLIEHMBAETCS KaK pa3HUIla MeXIy oOllei Maccoil U Mac-
COll KOMITAKTHOTO MUOKapaa), WHAEKC MacChl HEKOM-
IMaKTHOro Muokapna 22 r/m? (HopMa He Goiee 15 r/m?).
OTHOULIEHWE KOMITaKTHbIN/HeKOMNaKTHbIA 1:3,3 B aua-
crony (Hopma o 1:3), BoBiieueHUe Oa3albHBIX CEerMeH-
ToB. OO011ee BoBieueHue cermeHToB 13 (17 cermeHTapHast
MoJedb AMEpPUKaHCKON KapJAuOJOTUYeCKOW accolua-
nueii, AHA). 3akioueHne: KapaiMoMUONaTusE — HEKOM-
MaKTHBI MUOKaP/ JIEBOTO XKEeJTyT0UKa.

Yepes 2 Mec neBoYKAa HaxXoqujdach Ha CTallMOHap-
HOM JIEYEHUU B JETCKOM KapAMOJOTUYECKOM OTAEIEHUE
HWUKWU nenuatpun um. akagemuka FO.E. Benwsrumiesa
®TAOY BO PHUMY um. H.U. TTuporosa M3 P® ¢ nuar-
HO30M: KapIWOMUOIATUS TIEPBUYHASI, CMeIIaHHbBIMA
deHoTUI: AuIaTallMOHHAs KapAUOMUONATHUsI, HEKOM-
MTaKTHBI MUOKApJI JIEBOTO XeIynodKa (MyTalus B TeHE
MYH?7), cemeiinas ¢opma XCH I—II crenenu. Hesna-
YUTEeTbHAS BEHO3HAsT JIETOYHAs TUTepTeH3usI. MUTpab-
Hasl HeoCTaTOYHOCTD | cTeneHu. YijauHeHue nHTepBaia
Q—Tc¢ (BropmuHoe?). XpOHUYECKUI OOCTPYKTUBHBIN
Ooponxut (aymnepruyeckuit). Jducruapos (rmomdonukc).
OKcdonraTUBHBIN IepMaTUT KOHEYHOCTei. bblma mpo-
BeJleHa KOpPPEeKIHMs Tepanuu: KanToNmpusl MPOHOJKEH
B mo3e 18,75 Mr/cyt, Ha3HavyeH KapBeawmon (1,56 mr/cyT)
C ToC/enylolieM MOBbIIIeHUueM 103bl 10 3,12 mr/cyr,
a 3areM uepe3 2 Hell peKOMEHJ0BAHO MOBBILIEHUE 103bl
mo 6,25 wmr/cyr. HasHaueHBI CIUPOHONAKTOH B JI03€
25 wmr/cyr, Topacemun (1,25 mr/cyr). Beinucana B cra-
OWIbHOM COCTOSIHUM. AMOYJIaTOpHO Obljia MOBbILIEHA
J03a KapBeauioa 1o 6,25 mr/cyt. [Ipn aToM oTMeYeHO
YXYILIEHUE COCTOSIHUSI — CJIAa00CTh, BSJIOCTb, CHUXKEHUE
All, B cBsI3M € 4yeM [103a KapBeawsiosia ObUla CHUXEHa
1o 1,56 mMr/cyT.

B paHHyo rocnuTanuzalMio JeBoYKa TMOCTYMuWIa
IUTsT 00CITenoBaHMs. AKTUBHBIX JKal00 HE TIPEIBSIBISICT.
dusnyeckoe pa3BUTHE HIKe cpeaHero (Macca 18 KT, poct
114 cm). AycKyJnbTaTUBHO TOHBI Cepilla PUTMUYHBIE.
Cucronuyeckuil 1myMm Ha Bepxyliike. [1o sabopaTopHbIM
nanaeiM: KOK 107 en/n, JIAT 350 en/n, NT-pro BNP
314,3 nr/mn. Ilo nanusiM OKI — murpaiust Bonutesist
pUTMa IO NpPeACePAUsIM OT MPENCEPIHOTO 10 CUHYCOBOTO
putma, YCC 70—103 yin/mMuH. BeipaxkeHHOE OTKJIOHEHUE
D0C BnpaBo. biokana mepenHell BeTBU JIeBOM HOXKU
myuka [nca. CMAJI: cpenHee aHeBHOe AJl 96/61, cpen-
Hee HouHoe 90/58. Bx0-KC: npuzHaky HEKOMIAKTHOTO
MMOKap/a JIEBOTro Xejaynouka. Jlunaranusi JeBbIX OT/e-
JoB cepana. CHUXXKEHUE COKPATUTETbHON CMOCOOHOCTH
muokapna Jjieporo xenynouka. XM-OKI: cpennsis HCC
92 ya/MuH. DNKU30[bl MUTPALIMU BOJIUTEJNS] PUTMA Tpe-
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MMYIIIECTBEHHO BO BpeMs CHa. 3aperHCcTpUpoBaHa eau-
HUYHAs HaIKETyIOYKOBass SKTOMMWYECKas aKTUBHOCTh
B BHJE 2 OAMHOYHBIX 9KCTPACUCTOJ. 3aperucTpupoBaHa
| KIMHWYECKU 3HaYMMasl May3a 3a CUeT CHHOATPUATbHOM
omokanbl ¢ pmuteabHocThio RR mo 1,3 c. [IpoBonuioch
JledeHre: KanTompuia mo 6,25 mr 3 pasa, KapBeausioj
mo 1,56 Mr 2 pasa, Topacemun 1,25 mr 1 pa3, criupo-
HoMakToH 10 12,5 mr 2 pasza. CocTtossHuEe B OTIEJICHUN
OCTaBaJIOCh CTaOMJIBLHBIM, 0€3 MPOrpecCUpPOBAHUS TIPU-
3HakoB HK.

3aknovyeHue

Pa3BuTrie MEIVULIMHBI ¥ YCOBEPIIIEHCTBOBAHUE METO-
JIOB BU3yaJlU3allUM TIO3BOJIAET BBISIBUTH TPU3HAKU
HEKOMITAKTHOTO MMOKap[a, a TeHETUYEeCKOe HCCIenO0-
BaHUE ToMoraeT B auddepeHIMaTbHON TUAarHOCTHKE
TpabeKyISIpHBIX M3MEHEHUI MuoKapiaa. Y TallMeHTOB
HEOOXOAMMO TIIATEILHO MPOAHAIIM3UPOBATh CEMEUHBIN
aHaMHe3 ¢ oxBaToM 3 TokoJyieHuit u Oosee. [TopakeHue
2 4yJIeHOB 1 00Jiee B CeMbe HAaBOAUT Ha MBICJIb O CEMEMHOM
dopme 3aboseBaHus. Ilpm 1ieleHampaBIIEHHOM 3JIeK-
TpoKapauorpauyeckoM U 3XoKapauorpaduieckoMm
00cIeIOBaHUY TTPAKTUYECKU 3TOPOBBIX POACTBEHHUKOM
B 9—21% ciydaeB 0OHAPYKMBAIOT MPU3HAKN HAYATbHOM
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KJINMHUYECKUE CJT1YHAU

(IOKTMHUYECKON) CTanuu TUJIaTallMOHHON KapIHMOMUO-
natun. Tak, W HalllM JEBOYKU HE TIPEIbSIBISUIA aKTHB-
HBIX Kaj00 B CBSI3M C TEM, YTO HAa paHHUX 3Tarax 3abo-
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HOBKM JIMarHO3a AWJIaTallMOHHOM KapAMOMUOTATUH.
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KoabneBuaHas spuremMa u repneTndeckue nHgeKnuu y aerei

I'.P. ®amkyanuna, B.A. Anoxun, I'.P. Xacanosa

®re0y BO «KasaHckuii rocyaapCTBeHHbI MeAMLUMHCKNIA yHuBepcuteT» MuHagpaea Poccun, KasaHb, Poccust

Ring-shaped erythema and herpetic infections in children

G.R. Fatkullina, V.A. Anokhin, G.R. Khasanova

Kazan State Medical University, Kazan, Russia

DK3aHTeMa y JieTeil CONPOBOXKIAET pasinyHble 3a00eBanus. Hepenko nommmopdHbie 21eMeHThI HA KOXKe BOSHUKAIOT Ha (one nHpek-
LMOHHBIX 3a00.1eBaHuii. /o BTopoii mosoBuHbI XX Beka JeTcKas Kiaccuyeckas HH(peKkTonorus onucsiBaia y aereii Bcero 6 3a0oseBaHuii,
MPOTEKAIOMINX C MATHUCTOI M ISITHUCTO-NAMYIIE3HO¥ ChIbio. B HacTOsIIIEe BpeMst H3BECTHO, UTO GoJiee IBYX J€CSATKOB 9K3aHTEM y JeTeil
NMeT «MH(EKINMOHHOEe HaYan0». B crarpe paccMoTpeHbl 2 KIMHUYECKUX HAOMIONEHNSI CPABHUTE/IBHO PeIKOil KOMIbLEBHIHOH 3PUTEMBI
y naumenToB 1 roga 2 mec u 11 Mec, accOMMPOBAHHOI ¢ XPOHHYECKMMH reprieTnyeckuvu uHpekumsamu. [Ipeacrasnens poToroKyMeHTbI
IMHAMHKHM KOZKHOTO NPOIIECCa U JIA0OPATOPHBIX MOKa3aTeJieii Ha ¢oHe MPOTHBOBUPYCHOI TEPATHH.

Karoueewte caoea: demu, unghexyuu, sx3anmema, eepnecsupycol, Inumeina—bapp eupyc (2bB), yumomeeanosupyc (LIMB), eupyc
eepneca yenosexa 6-20 muna (BI'1-6), eupyc eepneca uenosexa 7-eo muna (BI'4-7), aumgadenonamus.

Ans umtupoBanns: darkynamHa I.P., AHoxuH B.A., XacaHoBa I".P. KonbLueBuaHas aputema v repnetmyeckue nHpekummn y getei. Poc BecTH
nepuvHaton n neauatp 2021; 66:(5): 207-212. DOI: 10.21508/1027-4065-2021-66-5-207-212

Exanthema in children accompanies various diseases. Often, polymorphic elements on the skin occur against the background of infec-
tious diseases. Until the second part of the XX™ century, children’s classical infectology described only 6 diseases in children char-
acterized by spotty and maculopapular rash. Now there are more than two dozen exanthemes in children with an “infectious origin”.
The article considers 2 clinical cases of a relatively rare annular erythema in patients of 1 year 2 months and 11 months associated
with chronic herpetic infections. The article presents photo documents of the dynamics of the skin process and laboratory parameters

against the background of antiviral therapy.

Key words: children, infections, exanthema, herpesviruses, Epstein—Barr virus (EBV), cytomegalovirus (CMV), human herpes virus 6

(HHYV 6), human herpes virus 7 (HHV 7), lymphadenopathy.

For citation: Fatkullina G.R., Anokhin V.A., Khasanova G.R. Ring-shaped erythema and herpetic infections in children. Ros Vestn Perinatol i
Pediatr 2021; 66:(5): 207-212 (in Russ). DOI: 10.21508/1027-4065-2021-66-5-207-212

3K3aHTCMa, WJIV CBITTb, B MIEAUATPUN HEPEIKO CITYKUT
OIHUM W3 OCHOBHBIX IWArHOCTMYECKUX TpPU3HA-
KOB MH(EKIIMOHHOTO 3aboieBaHus. OgHAaKO TpU BCEM
pPa3HOOOpa3n BJIEMEHTOB CBIMMU YUCJIO X OTpaHUYEHO
W BHEILIHSIS KapTMHA KOXKHBIX IMOKPOBOB IPU MHOTHX
0o0Je3HIX ObIBaeT cxoxelr [1]. DTo 3acrtaBisier Bpaya
MPOBOINUTh BHUMATEIbHBIH M TIOAPOOHBIM YYeT Bcex
COOBITHI KaK MPEAIIeCTBYIOIINX, TaK U COMPOBOXAAI0-
IIUX CHITTb B MOMEHT OCMOTpa, T.e. OCYLIECTBISATh TU(d-
(hepeHIMATBbHYIO TUATHOCTUKY.

Wndexumonucra n neamatpa B ero padore COIpo-
BOX/IAIOT JIBa BaXXHBIX oOcrositesnibeTBa. [lepBoe: ocma-
TpuBast pebeHKa, MPUXOIUTCS OTIPEACSATLCS C IMarHO30M
0OJIE3HN TOCTATOYHO OBICTPO, T.e. MPAKTUYECKU Ccpasy,
BO BpeMsl OCMOTpa. DTOro TpebyeT HeOOXOAMMOCTD TIPO-
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BEJIEHUST KOMIUIEKCa TTPOTUBOIMUAEMUIECKUX MEPOTIPHSI-
TUI, MpUYEM HEPEeIKO C OOJIBIIMM YUCIOM KOHTAKTHBIX
JU1L (4TO TUTMUYHO JUISI COBPEMEHHBIX JIOIITKOJbHBIX JIET-
CKHX KOJUIEKTMBOB). BTOpoe: K coxkaneHuto, pe3yabTraThbl
JIOTIOJTHUTENIBHBIX, J1A00PaTOPHBIX MCCIETOBAHUN Majlo
MOMOTaloT Bpauy B TOCTAHOBKE JvarHosa (1o KpaitHei
Mepe, Ha MOMEHT OCMOTpa), YTO 3aCTaBJsIeT €ro OIMU-
paThcsl B CJIOXMBIICHCS CUTyallMM TOJBKO Ha 3HaHUE
3aKOHOMEPHOCTEI 3K3aHTeMHBIX MPOLecCcOoB. bykBasibHO
IO BTOPOI TOJIOBMHBI XX BeKa JIeTCKas KilacCuyecKast
MH(EKTOIOTUSI ONMChIBAJIA Y IeTel OrpaHUYEHHBIH Tepe-
YyeHb 9K3aHTeM (Bcero 6) [2, 3], KoTopble TIOTYYUIN CBOE
«HOMepHoOe» o0o3HaueHMe. Bce ocrajabHblE BBICHITTA-
HUS B JIETCKOI TMpaKTUKe pacCMaTpUBAJIMUCh Yallle BCETo
KakK TIpOSIBJIEHUSI Pa3HOTO Pofa «BTOPUYHBIX», aJlIepru-
YeCKUX U TICEBIOAUIEPTUYECKUX PEaKIIMii, KaK OCOOEH-
HOCTb pearupoBaHusl Ha JIeKapCTBEHHBIE TIperapaThl 1 Tp.
TakoB ObLT ypOBEHD J1aOOPATOPHOI pacIIM(POBKU 3THUO-
Jjoruu 00JIE3HU M TIOHUMaHUSI caMoro reHesa (heHoMeHa
cbinmu. OnHAKO HaIIW MPEeACTaBIEHUST Ha 3TOT CUET U3Me-
Huuch. He MeHee NBYX NecSITKOB 3a00JieBaHMI, MTPOTeE-
KalIlMX C 3K3aHTeMOI, UMEIOT MH(EKIIMOHHOe Hayaso.
Jlaxxe He Bcerma 3Hasl O TIPSIMOI TIPUYMHHO-CJIEACTBEHHOMN
CBSI3M TAKOTO POJia CUMIITOMATUKI C OOHAPY>KEHHBIM BO3-
OynuTeseM, MUPOBasl MpPaKTWKa Ha3bIBaeT 3TU SIBJICHUS
acCOLMUPOBAaHHBIMU [1].
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na psapga 3a0ojeBaHUl  XapakKTepHO pa3BU-
TUE KOJBIEBUIHBIX BJIEMEHTOB pa3HbIX pa3MepoB
C YeTKO O00O03HAYEeHHOW TUIMEepeMUPOBAHHON TpaHU-
el M YCIOBHBIM pa3pelieHueM B LeHTpe (HopMasib-
HbIM, (U3UOJOTUYECKUM OKpacoM 3Toi 30HbI). K ux
TUMMUYHBIM, HO JMarHOCTUYECKU HecreuupuIeckKum
TACTOJIOTMYECKUM TIpU3HAKaM OTHOCST TepUBaCKY-
JIIPHBI MOHOHYKJIEAPHBIN KJIETOYHBIM WHQUIbTpAT
B MOBEPXHOCTHOM CJIO€ AEPMbI, KOTOPbIi MHOTIA pac-
MPOCTpaHsIeTCs] B CpeJHUE W TJIyOOKHE CJIOU. Dmu-
nepMHuC OOBIYHO He M3MeHeH MO0 B HEM HaXoIsT
He3HAYMTEIbHbIe MPU3HAKKU crTOHTHMo3a. CaMbIMM pac-
MPOCTpaHeHHBIMU (UTYPHBIMU 3pUTEMAMM TaKOTO
pona y neteil SIBISIFOTCS KOJbIEBUIHAS 1IEHTPOOEXK-
Hasl 3pyUTeMa U XpOHMYeCcKass MUTPUPYIOIIasi puTeMa,
KOTOpbIE Terepb OOBIYHO OOBEAMHSIOT TOM OOIIUM
TEPMUHOM «MUTpUpYIOIIAsi BpuTemMa». BpichimaHus
MOTYT MMETh TPUCTYNOOOpa3HbIl XapakTep, OBICTPO
00pa3oBbIBAsICh U TaKKe ObICTPO perpeccupys [4].

ITo muenuto I1.I. Xerepa [5], KonblieBUIHBIE 3pU-
TeMBbl Hapsily C OMHOCTOPOHHEN JaTepOTOpaKabHON
9K3aHTeMOM, JMXEHOWIHBIM TaparicopuasoM, pO30BbIM
JINIIIAeM CJIeAyeT OTHOCUTh K YHCIY TaK Ha3bIBaeMbIX
nmapanH(GEKIIMOHHBIX 2K3aHTeM. DTUOJIOTUS WX TOYHO
He omnpenejeHa, HO OOJBIIMHCTBO HCCleaoBaTesei
CXOJSITCSI HA TOM, YTO 3TO PEaKTHMBHBIN TPOLECC Y JIUIL
C TEHETMYECKOU TpeapacriooXeHHOCThIO K MOJ0OHOTO
pona ajuilepru4ecKMM peakuusiM W Yy JIUIl ¢ UHpeK-
IIMOHHBIMU 3a00JIeBAHUSIMU BUPYCHOW M OaKTepuasib-
HOIt aTHosiornu [6, 7]. B psge ciyyaeB KOJbIEBUIHYIO
SPUTEMY HaXOIWJIU y TallMeHTOB C KPaCHON BOJTYaHKOM
U OTAEJIbHBIMU BapuaHTamu Jieiiko3a. Kpowme Toro, ycra-
HOBJIEH DSl TIPOBOLUPYIOIINX (PAKTOPOB, CITOCOOHBIX
BbI3BaTh pa3BuThe 0osie3Hu [5, 8]. AKTUBHOE M3yuyeHHe
JTAaHHOM MPOOJIEMbI aCCOLIMMPOBAHO C PSIIOM TUArHOCTH -
YeCKMX U TeparneBTUUECKUX (MPEXKIE BCETO) CIOXKHOCTEN.

TecHass BpeMeHHAsSI CBSI3b TIOSIBJICHMSI TaKOTO poja
KOXHBIX W3MEHEHUW C [JIUTEJIbHOW TeMIlepaTypHOI
peakumeli, auMdaneHomaTuell, TemaToCIUIeHOMera-
JIMeil MOXET YKa3blBaTh Ha MX TepIeTUYECKyH TpHu-
poay. XOpoIlllo M3BECTHO, YTO TeprieThYecKrne MHQeK-
1IMM B CUJTy TTAaHTPOITHOCTH BO30yaUTENEN TIPOSBISIOTCS
JIOCTAaTOYHO <«ITeCTPO» KIMHUYECKOW CUMITOMATUKOMN,
CMOCOOHOCTBIO K TIEPCUCTEHUMU W JaTeHLIMU B UHGU-
LMpoBaHHOM opraHu3me. Kpome Toro, Hepeako repriec-
BUPYChl aCCOLIMMPOBAHBI C Pa3JIMUHON COMATUYECKOM
natonorueii [9, 10]. MbI IpuBOIUM ONMCAaHUsI HAXOIVB-
LIUXCS MOl HAIIIMM HaOJII0IeHeM TIallueHTOB C KOJIblie-
BUIHOUW 2PUTEMOM.

Knunnyeckoe Haomoaenne 1. lesouka 1 rox 2 mec.

Kanobv mpu obpaneHun B KIIMHMKO-AMarHoctTuye-
ckuii kabuHet PecnybiMKaHCKOW KIMHUYECKON MHGEK-
LIMOHHON OosibHUIEI Ka3aHu Ha BBICHITIaHWSI HA HOTax,
MOSIBUBIIIMECSI OKOJIO 3 MeC Hazal. DJIEMEHTBHI ChIU
CTAHOBATCSl TO sIpye, TO OJieHEee, OAHAKO TOJHOCTBIO
He ucyesatoT. [To onucanusm Marepu peGeHKa, BCEe 3TO
COTIPOBOXAAETCSI BSUIOCTbIO, CHMWXXEHMEM aIlleTuTa,

UHUYECKUE CJT1YHAU

MEepUOANYECKUM TTOIBEMOM TeMITepaTyphl Teja 10 Cy0-
GeOpMITbHOIA.

Anamues xcusznu: peOEHOK OT BTOPOii OEpeMEHHOCTH,
BTOPBIX CPOYHBIX pomoB. Ha TpymHOM BCKapMJIMBaHUU
mo 6 mec. Pocima u pasBuBasach COOTBETCTBEHHO BO3-
pacty. B Bospacte 2 Mec TepeHecnaa pecIUpaTOpPHYIO
nHdexumio. C 3 Mec MOSBUIUCH TPU3HAKU aTOIMUYe-
CKOro nepMmatuTa. B 6-MecsTaHOM BO3pacTe POIUTENH
CTaJIM OTMEUYaTh CYXOCThb U IIETyIIeHe KOXU B 001acTh
WKPOHOXHBIX MBI, [IpuBHUBaiach O WHIWBUIYATb-
HOMY rpaduky.

Anamues 3ab01e6anus: 3a 2 MeC 10 TOSIBJICHUS 29K3-
AHTEMBI POAUTEN TIEBOYKHM OTMEYATN SMTU30/IbI MOAbeMa
Temriepatypsl Tesa 10 38—38,5 °C nmponoKuTeIbHOCThIO
3—4 nHs1. AHTHOAKTEepUAIbHYIO TEPATTUIO HE TPUMEHSLIH,
pebeHOK MoJTyJalt JkapoToHmKalomme cpeactna. [TepBble
5JIEMEHTHI CBITTM pacIioiaraiich Ha JUCTATBHBIX OTAETaX
HWXKHUX KOHEYHOCTEU (eAMHMYHBIE, ¢ MaKCUMAaJIbHBIM
nuametpoM 2 cm). 1o xapakTepy ChIllb ObLIa TISITHUCTO-
Mmamnyyie3Hoi. DJIeMEHThl TIEPUOINYECKU CTAaHOBWIINCH
OnenHee. Bripsmyio MosiBIeHWE CBHIIM C TeMIiepaTyp-
HOIl peakiMell peOeHKa MaThb He CBs3bIBaia. JeBouka
MO0 peKOMEHJAIMM Bpaya Iojydaja SHTEPOCOPOECHTHI,
AHTUTUCTAMUHHEBIE TperapaThl (9K3aHTeMa paclieHWBa-
Jlach KakK ajulepruyeckast), OJHAKO CBIMb He Kcue3aa.
Bosee Toro, oHa cTajia pactipoCTpaHsThCS LEHTPOCTPE-
MWTEJbHO, TIOCTENIEHHO 3aXBaThiBasi W MPOKCUMAJb-
HbIe OTHEIbl HOT. DJEMEHTHI CTaHOBUJIMCH KpYyITHee,
B LIEHTPE MX MOSIBJIsLIACh 30HA TpocBeTieHust (puc. 1).
Yepes 2—2,5 Mec 3JIeMEHThI TPUOOPESTN YETKYIO KOJIbIIe-
BUIHYIO (DOPMY C TEMHBIM BHEIIHUM KOHTYPOM U TPO-
CBeTJIeHWEM B LieHTpe. B pesynbrarte CIUSHUS TIOSIBU-
JINCh DJIEMEHTHI C TOJULIMKINYECKUMHU, «KPYKeBHBIMI»
KoHTypamu (puc. 2). PeGeHoK ObLT HEOTHOKPATHO KOH-
CYJIBTUPOBAH JEPMATOJIOTOM, aJUIeproJIOTOM, OJHAKO
a¢dexTa oT Ha3HAYEHHOM Teparuu, CO CIIOB MaTepH,
He Habmoganock. [emMaTonor BbIcKa3al MHEHHE O BACKY-
JuTe Ha (hOHEe BUPYCHOUW WHMEKIINU, pPEeKOMEHIOBAI
KOHCYJITAlINI0 MH(PEKITMOHNCTA.

Puc. 1. llomavopdHas (IATHACTO-NAMYJIe3HAS, KOJIbLEBHIHAS)
9K3aHTEMA HA HIDKHUX KOHEYHOCTSIX.

Fig. 1. Polymorphic (spotted-papular, ring-shaped) exanthema
on the lower extremities.
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Obsexmuenbie napamempvl HA MOMEHmM —0CMOMpPA
npu nepeuunom obpawenuu. Ha Koxe B MpoOeKUUU Thiaa
rojieHu ¢ 00euxX CTOPOH MMEETCS] MEJKOIUIACTUHYATOE
mesylieHue Ha ¢oHe BbIpakeHHO cyxoctu. Obpaniaet
BHUMaHUe (eHOMeH JTUMbaIeHOIaTuu, TPEUMYIIIe-
CTBCHHO INEHHON TPYNIBI C MaKCUMAaJTbHBIM JIMaMe-
TPOM OTJEJNbHBIX Y3JIOB 2 CM, OTMEUeHa CIIJIEHOMEraaus
(cese3eHKa BbICTYIAda W3-MOJ Kpast pedepHOil ayru
Ha 1,5 cM). B npyrux opraHax u cucteMax OTKJIOHEHU
HE BBISIBJICHO.

B aHanuzax kpoBu — JuM@o- 1 MOHOIIMTO3 MPU HOP-
MaJbHOM 4YMCJIE JIEHKOLIMTOB, 3PUTPOLIMTOB, TE€MOIJIO-
6uHa, TpombormToB, COD. B OGMOXMMMYECKOM aHaIu3e
KpPOBU — YpOBEHb acmnapratraMuHoTpaHcdepasbl (AcAT)
B 2 pa3a BBIIIIe HOPMBI TIPA HEM3MEHEHHBIX YPOBHSIX aja-
HUHamMuHoTpaHcdepasbl (ANAT), menouHoit gocdaTaspl
(LI®D), obmero u mpsiMoro GwupyonHa. B KpoBu ypo-
BeHb peBMarougHoro dakropa (P®), aHTMCTpenTONM-
3uHa-0 (ACJIO) He BbIXxoaW 3a peepeHCHbIE 3HAYESHUSI,
C-peaktuBHbIll 6es0K (CPB) B 2 paza npeBbliliag HOPMY.
CoiBoporounsiii mHTepdhepon (MDPH), UPH-a B mpe-
nemax HopMmbl; UDH-y Hike BO3pacTHO HOPMBEI B 2
paza. YpoBHu ob6iiero u crneuududeckux IgE He mpesbi-
manu pedepeHCHbIX 3HaueHUi. Pe3yasraTbl MOBTOPHOTO
HCCIEIOBAaHUSI CHIBOPOTKM KPOBM Ha aHTUTENA K Tellb-
MUHTaM ¥ KaJla Ha TeIbMUHTOB W TIPOCTEHIIIMX OTpHIIa-
TesbHble. ObOcIenoBaHa Ha O0Oppenno3, MapBOBUPYCHYIO
uHbekuuio. [Monyyensl pesynsratel: JJHK napBoBupyca
B19 B KpoBM MeTOHOM TOJMMEPA3HON IEMTHON peaKklnu
(ITLP) He obHapyxeHa; IgM u IgG k mapBoBupycy B19
MeTonmoM nMMyHobepMeHTHOTO aHamn3a (M®PA) orpuria-
tenbHbIe; IgM u 1gG k Borrelia burgdorferi metomom MDA
He 0OHapyXeHbl. YpoBeHb BUTaMuHa D B KpoBu 8 HI/MII.

C y4eToM NpoAoKUTENbHOCTHU 3a00JeBanusl (5 Mec),
COYETaHHBIX MPOSIBAEHU N TuMbaaeHOoNaTUu, CIIJIeHOMe-
rajiuy pedeHoK 00cyieIoBaH Ha MapKephbl TepreTUUYEeCKUX
nHdekuuit. [lomydyeHbl cienymoolime pe3yabraTbl: METO-
nom TP B xpoBu o6Hapyxkensl [JJHK Bupyca repreca
yenoBeka 6-ro Tuna (BI'Y-6) 80 kommii Ha 10° KIIETOK;
JOHK nutomeranosupyca (LIMB) 3981 korust Ha 10° ite-
ToK. B cmrone meromom TP o6napyxenst JJHK BI'Y-6
(7,75-10° konmii/m1); LIMB (2,61-10° koruii/mi). B moue
metonoM ITLP Beisinena JHK LIMB 2,14-10° komuii/mu.
Metomom MDA B cBIBOpOTKE KpoBU OOHapyxkeHBI IgG
K BI'U-6 (koadduimeHT MO3UTUBHOCTH 5,9), WHAEKC
asugHocty IgG k¥ LIMB 61%, IgG x BUpYyCy TpOCTOTO
reprieca 1-ro u 2-to TumnoB — 78%, IgM k LIMB He oOHa-
pyxeHbl. Mapkepbl OninteiiHa—bapp BupycHoil (DbB)
nH@EKINY TaKXe He OOHapyKeHbI HA B OJTHOM 00CJIe10-
BaHHOM JIOKYCE.

C yyeToM KIMHUKO-aHAMHECTUYECKUX JaHHBbIX,
MOJYYEHHBIX JaOOPATOPHBIX MapaMeTpOB PeOEHKY ycTa-
HOBJIEH [MarHO3: peakTUBAlLIMSl CMEIIaHHON (OpPMbI
XPOHUYECKOU TeprieTHIeckoil MHMeKInn (BBI3BAHHOMN
BI'Y-6 u LIMB); MOHOHYKJI€O30MOAOOHBIN CUHIPOM.
KonbsueBuanass sputema. CormyTcTByloliee 3abojieBa-
HUE — TUTTOBUTAaMUHO3 D. AToTTMIecKuit IepMaTuT.

Puc. 2. DK3aHTEMa HA HIXKHUX KOHEYHOCTSIX HA MOMEHT 00pa-
menns B Kimuuko-nuarnoctnueckuii Kadbuner Pecny6imkan-
CKOii KJIMHIYeCKOil nH(eKIMoHHo# oobHunbl Kazann.

Fig. 2. Exanthema on the lower extremities at the time of treat-
ment in the Clinical and diagnostic office of the Republican Clin-
ical Infectious Diseases Hospital of Kazan.

bbuta HazHaueHa KOMIUIEKCHasi Tepamusl aluKiIo-
BupoM BHyTpH 500 mr/cyT, BuTamuaoM D 2000 ME/cyT,
TUTOAJIJIEPTEHHAS SJIMMUHUPYIOIIAs TUeTa, MPOOUOTUK.
Yepes Heneno Ha oOHE Tepanuy HaAMETWJIACh MOJIOXH-
TeJbHasl NMHAMUKA: ChIMb cTajia OJenHee, YMEHbIIUIOChH
yucio 3aeMeHToB (puc. 3, 4). YUepes 2 Mec Teparnuu mpo-
BEJIEHO IMHAMUYECKOEe HCCIeNOBAaHUE MapKepoB Trep-
nernueckux uHdexuuit. B kposu metonom IMLIP JHK
reprecBUpycoB He oOHapyxeHa. B ciioHe meTomom
TTLP onpenenena JIHK BI'Y 6 1000 kormii/mn, [IMB —
1,3-10° xommii/mi, B moue — JJIHK LIMB B KonmuectBe
26000 kormit/mi. Jpyrux MapkepoB He BbIsiBIIeHO. [1pu-
HSTO pelleHUue MPOJOIKUTh TEParuio alUKIOBUPOM
BHYTpb 500 mr/cyt eie 20 aHeit. KoxHble BbICHITaHUs
KynupoBaiauch yepe3 50 aHeit tepanuu. B Guoxumuue-
CKOM aHaJIN3€ KPOBU OTKJIOHEHUI OT BO3pPaCTHON HOPMBI
He 3adUKCUPOBAHO, B KJIMHUYECKOM aHaIM3e KPOBU
BBISIBJIEH HE3HAUUTEIbHbIN JUMOOLIMTO3 NPU HOPMaJib-
HbIX 3HAUEHUSIX IPYTUX MOoKa3aTesei.

Yepes 3,5 mec 11ocie OKOHYaHUST JIeUeHUs] alluKIOBY -
pPOM OTMeyasicsl PelMInB OOJIE3HU C TeMIlepaTypoil Tena
37-37,1 °C, nosiBJIeHWEM CHITIH, HE3HAYUTETLHOTO PECTTH-
patopHoro cunHapoma. [Ipu 3TOM po3eosie3HO-TaryJes3-
Hble DJIEMEHTbl 0JIEIHO-PO30BOrO 1BETa PACIOJAraIuCh
TOJIbKO Ha AMCTAIbHBIX OTAESaX HOL BHOBb HazHayeH
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Tepamnusl aluKIOBUpoM BHYTpPH 500 MT/cyT B TeueHUe
10 gHeit. ChInb UcYe3a MOJTHOCTBIO K 4-My JIHIO TIpUeMa
rnpenapara, peCupaTropHble MPOsIBJIEHUsI KYITUPOBATUCH.
3a 6 Mec HabmoAeHUsT pebeHOK TIprbaBUI B Macce 1,5 KT.
B Hacrosiiiee Bpemsi (cpok HaOGoaeHUs1 2 rojaa) penu-
TTUBBI 9K3aHTEMBI HE OTMEYAJTUCh.

Knunnyeckoe Haomoaenne 2. Jlesouka 11 Mec.

Kanobvl npu obpawenuu B 1eTCKY10 KIMHUKY «J1YY»
. HaGepexxupie YeTHBI Ha 3TTM30/1bI TIOBBITIICHUS TEMITe-
patypsl 10 38—38,3 °C.

Anamne3 cusHu: peOEHOK OT TEPBOH, HOPMaJIbHO
TIPOTEKAaBIIEl OEPEMEHHOCTH, TIEPBBIX CPOYHBIX POMIOB.
Haxomntcst Ha ICKyCCTBEHHOM BCKapMIJIMBaHUU € 6 Mec.

Anamnes 3ab60neeanus: ¢ 7-MeCSUHOTO BO3pacTa Mpak-
TUIECKN KaXXIbIi Mecsll y pebeHKa SMU30IbI TToIheMa
teMrepatypbl 10 38—38,3 °C, conmpoBoxkaaolmecs Kara-
PaTbHBIM BOCTIAJICHUEM JIbIXaTeIbHBIX TTyTeil. M3 mpemo-
CTaBJIGHHBIX Pe3yJIbTaTOB OOC/e0BaHUST peOeHKa BbISIC-
HUJ0Ch, yTO B Bo3pacte 10 Mmec metomom I[TLIP B moue
u cioHe obuta ooHapyxeHa JIHK LIMB. B tex ke noky-
cax JJHK DbB He obHapyXeHa (KaueCTBEHHbIN METO.).
Hdpyrue mapkepbl He uccienoBanuch. [leauatpom ObLI
Ha3HaUeH NEeCSATUIHEBHBIM Kypc Tepamuu WHTepdepo-
HOM-02f3. B KJIMHUYECKOM aHaiu3e KpOBM OTMeyascsi
BBIpaXXeHHBIN OTHOCUTENBHBIN TUM@o1nTo3 (80—90%).

Obsekmuenvle  napamempv, HA ~ MOMEHM  OCMO-
mpa npu nepeuuHoM 00paujeHuu: Ha KOXE NIeK dJe-
MEHTBI LIEJIYLIEHUs, Ha OPYIMX y4acTKax U3MEHEHUN
He oOHapyxXeHo. YMepeHHasl JuMdbaneHornaTus Iein-
Holi Tpymmbel. OTKIOHEHWU BO BHYTPEHHUX OpraHax
He 3adukcupoBaHo. QOOcienoBaHa JIsl BbISIBICHUS
MapKepoB TepreTHIecKnx MHQpeKuid. [TomrydeHsr cie-
nylolue pe3yabraTel: B KpoBu MetonoM [TLP obnapy-
xenbl JHK DBB 2,7-10? kormit/mn n JHK BI'4-6 —
34 xoruu/min. JHK IIMB B kpoBM He oOHapyXeHa.
B cmone BeisBiaensl IHK DBB — 1,5-10° konmii/mi;
BIry-6 — 1,3-10° xonmii/ma; UMB — 2,7-10° xomwmii/
mi; B Moue — JIHK LIMB 6,4-10% koruii/mi. B nepude-
pUUYECKOI KPOBU OTHOCHUTENBHBIN JuMdonntos (72%).
OO6Hapyxenbl IgM «k kancugHoMmy aHTureHy ODbBB;
IgM k LIMB. B ananuze kposu AcAT B 1,5 pa3a Bblle
HOPMBI, IPYTUX OTKJIOHEHWI OT pedepeHCHBIX 3Haye-
HUI He BbIsIBIEHO. [leBouka oOcienoBaHa Ha HaJUYUeE:
JAHK mnapBoBupyca B19 B xposu metrogom I[1LIP; IgM
u IgG x mapBoBupycy B19 meromom M®PA; IgM u IgG
K Borrelia burgdorferi metromom M®A; JTHK BI'Y-7
metonom [P B KpoBM M B CMBIBE M3 POTOIJIOTKM;
AHTUTENT K aHTUTeHAM TeJIbMIHTOB B CBIBOPOTKE KPOBU
Metonmom M®A. Bo Bcex uMcciIeqoBaHUSIX pPe3yJIBTaThl
OBLTM OTPUIIATSIHEHBIMUA.

C y4eToM TOJYIeHHBIX KIMHUKO-aHAMHECTUECKUX
U J1abOpaTOPHBIX NaHHBIX PEOEHKY YCTAaHOBJIEH IMa-
THO3 PEaKTUBAIIMU CMEIIaHHOW (GOPMBI XpOHMUYECKOM
reprieTudyeckoii uHpekuuu (oOycaoBieHHoln OBB,
BI'Y-6 u IIMB), MOHOHYKJIEO30TIOMOOHBIN CUHIPOM.
ConyrcTByoniee 3a0ojeBaHue: aTOMUUYECKUN aepma-
taT. bbima HasHavyeHa Tepamus wHTepdepoHOM-a2[3

KJINMHUYECKUE CJT1YHAU

Puc. 3. JIunaMHKa 3K3aHTeMbI HA HIDKHMX KOHEYHOCTSX Ha (hoHe
NPOTHBOBUPYCHOI Tepanuu yepe3 1 Hex.

Fig. 3. Dynamics of exanthema on the lower extremities against
the background of antiviral therapy in a week.

S

Puc. 4. Dk3aHTeMa HA HIDKHUX KOHEYHOCTSIX — YMEHbIIIEHHE
BBIPA;KEHHOCTH M KOJIMIECTBA JJIEMEHTOB Yepe3 2 Hell OT HAYa-
JIa IPOTUBOBUPYCHOM Tepanuu.

Fig. 4. Exanthema on the lower extremities — a decrease
in the severity and number of elements after 2 weeks from the
start of antiviral therapy.
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Damikyaauna I.P. u coagm. KomblieBUIHAS SpUTEMA M TePIIETUIECKIE MHOEKIINU Y TeTeit

pekTanbHO. B pe3dynbrate jeueHus1 KynmupoBaaucCh dMu-
3016l cyOdeOpunuTera, 1ieiiHas JuMdbaneHonaTusl,
HOPMAJIM30BAJIUCh MOKA3aTeJIM OMOXMMUYECKOTO aHa-
au3a kposu. B mepudepuueckoin KpoBM COXpaHsICS
HEe3HauMTeNbHBIN TuMdonnTO3. Mapkepbl reprernye-
CKUX MH(MEKIMI B TMHAMUKE BBITJISIICAN CIIEAYIOIINM
obpazom: B kpoBu meronom [P JJHK DBB, BI'U-
6, LIIMB He o6HapyxeHbl. B cmoHe BeigBiaeHa JHK
BI'Y-6 — 6,3-10? xonmii/miu; IMB — 2103 konuii/mi,
JAHK DBbB He o6HapyxkeHa; B moue — JIHK LIMB oTcyT-
crBoBajia. MMmyHornoOyanHbl Kiacca M K Karcuji-
Homy aHTureHy ObB u x anturenam LIMB — pesyabrar
otpuniateabHbIii. Yepes 5 Mec (B Bo3pacte 1 roa 8 mec)
OTMeYaJiCsl 3MU30/ TOBBILMIEHUS TEeMIepaTyphl TeJia
B TeueHMe 2 THel ¢ BRIpaXKeHHOM 1IeiHON TuMdaaeHo-
natueit. Mcnonp3oBanu nbynpodeH s KyrnupoBaHUS
otux sBneHuii. Ha 3-i neHp (Ha (hoHe HOPMaJIbHOM TeM-
rnepaTtypbl) Ha Oeapax M SITOAMIIAX MOSIBUJIMCH MHOXE-
CTBEHHBIE 3JIEMEHTBI KOJbIEBUAHOU (opmbl (puc. 5),
B T€UEHUE JHS MEPUOAMYECKU MOJHOCThIO UCUEe3aBIINE,
3aTeM BHOBb TMoOsBisBIIMecs. Yepe3 4 nHS 3eMEHThI
ncuesnu OeccienHo. bbliv Ha3HAYEHbI AOTOJHUTEb-
HbIE UCCJIEOBAHUS: B KPDOBU U B CMbIBE U3 POTOTJIOTKHU
obHapyxena [JHK BI'Y-7. [To-Buaumomy, nmepBUYHOE
nHuuuposanue BI'Y-7 y pebeHka B JaHHOM ciyyae
CMOCOOCTBOBAJIO PEAKTUBALIMU CYILIECTBYIOLIENH XPOHU-
yecKol MH(MEKIMU ¢ TOoSIBJIeHUEM HEOOBbIYHON 3K3aH-
TeMbl (KOJIbLIEBUIHAS ChIIb).

00cyxaeHue

IMpaBUABHOCTL ~ MHTEPTPETAllUM  HAOJIIOJAaeMBIX
M3MEHEHUI Ha KOXe, YIeT BCeX COCTaBISIONINX 0oJie3-
HEHHOro Tpollecca, CIOCOOHOCTh OBICTPO HAXOAUTh
MOATBEPXKIAIOIINE WIWM HCKIIOYalollue JUarHo3 Tpu-
3HAKW JieKaT B OCHOBE YCTIEIIHOW paboThl MH(MEKIINO-
HUCTa W Teauarpa. JlocTaTouHO HeOoOBbIYHAs BHEIIHE
KOJIbIIEBUIHAS CBHIMTb (3pUTEMa) — CPaBHUTEIBHO
HeyacToe sBJIeHWEe B TMeINMaTpUYECKOM TMpaKTHKe.
Tem He MeHee mepBoe BreYaTIEHWE BHEIIHETO CXOJ-
CTBa C YPTUKapUsSMU, OCOOEHHO B CHUTyaIlUsX, KOTraa
WH(PEKIMOHHAs TpUYMHA HeodeBUAHA (HOpMaJibHasI
TeMmIiepaTypa TeJjla, Xopolllee o0Ilee caMO4YyBCTBUE,
PELMANBUPYIONINI XapaKTep TOSBICHUS TaKOTO poia
9JIEMEHTOB U T.11.), 3aCTaBJIsIeT Bpaya JiymaTh 00 ajuiep-
TUYECKOM TIPOUCXOXKICHUM CBhIMU. B MoOHOM Mepe 3To
UCKJIIOYUTh HEBO3MOXHO. OIHAKO OTCYTCTBHE 3yIa
(CTOJIb XapaKTEePHOTO JUIST KPAaTMBHUIIBI), IPYTUX, B TOM
qyuclie JTabopaTOPHBIX TPU3HAKOB ajliepTuu (K TIpU-
Mepy, TTOBBIIIEHHOTO CBIBOPOTOYHOTO YpoBHS IgE
WIN 303WMHO(DUIINK), 3aCTAaBUJIO HAC B CJIOXUBIIEHCS
CUTyallUM WCKATh WHYIO WJIM IOMOJHUTENBHYIO MpH-
YUHY 3TOTO siBIeHUs. ClielyeT OTMETUTD, YTO BUPYCHBIE
MHMEKINY TaBHO TPUHSATO paccMaTpWBATh B KayecTBe
Tpurrepa ajjaeprudyeckoro mpoiiecca. OgHakKo CBOMMU
MpUMepaMU MbI XOTEJIM 0OOpaTUTh BHUMaHUe Ha Ipyroe,
a UMEHHO TTOAYEePKHYTh 3HAYUMOCTh MH(PEKIMOHHOTO
rpoliecca KaK BITOJTHE CaMOCTOSITEIbHOW TIPUIUHBI

Puc. 5. MHOXKeCTBEeHHbIE KOJIbIIEBUIHbIE JIEMEHTHI HA OeIpax
U ATOIULAX.
Fig. 5. Multiple ring-shaped elements on the thighs and buttocks.

MOSIBJIEHUSI HEOOBIUHBIX KOXHBIX M3MEHEHUWi, B TOM
YUCJIE CXOXUX C TPAAUIMOHHBIMU PEeaKLUsIMU TUTIEp-
YYyBCTBUTEJIbHOCTH.

B0 ObI HempaBUJIBHBIM paccMaTpUBaTh KOJIbLIE-
BUIHYIO 3pUTEMYy B TIEPBYIO ouepeib JIMIIb KaK Ipo-
SIBJIEHME XPOHUYECKOU reprieTuyeckoit nHgekuuu. [Ise
camble YacThle (MM J1ake camble TIaBHbIe!) MPUYMHBI
TaKoro poja ChIlA — KIIEIIeBOW OOppenno3 M TapBO-
BupycHas uHdekuusi. C HUX 0ObIYHO HAYMHAETCS IMa-
rHoctuueckuit nouck. CoBpeMeHHasi JiabopaTopHast
MMATHOCTUKA TIO3BOJISIET OTNEpPaTUBHO M (YTO HE MEHee
BaXKHO) TOCTATOUYHO OTPEeICHHO BbICKA3aThCS B TTOJIb3Y
9TUX MHPEKIM JT1O0 Xe MCKIIYUTh UX (YTO U ObLIO
chnenaHo B HaileMm HaOmoneHun). Kak mpaBuiio, Kox-
HbIe UBMEHEHUSI Y OObHBIX 3TUMU UH(PEKIIUSIMU COTTPO-
BOXIAIOTCSI CEPOKOHBEPCHUE (TOUuHee, MPOTeKaloT Ha ee
¢one). [ToaToMy CEpONO3ZUTUBHOCTb C HAJIMYUEM CIIe-
HU(pUIECKUX UMMYHOTJIOOYJIMHOB MO3BOJISIET YBEPEHHO
TOBOPUTBH O IMArHO3E.

CoBpeMeHHasl anuaeMuojornyeckasi o0CTaHOBKa
JIOJDKHA HacTpaMBaThb Bpauya B paboTe ¢ TalMeHTOM
Ha TIEPBOOYEPETHOE WCKIIOUYEHNEe KOPOHABUPYCHOM
uHdexn (1axe B CUTyalUsIX C HEOOBIYHOW 9K3-
anTemoii). Peub 3mech He TOJNIBKO 00 OCTpOM mMepuoje
COVID 19. D10 ¥ MyJIBTUCUCTEMHBI BOCTAIUTENb-
HBIE CUHApPOM pebeHKa, W KaBacaKM-MOJOOHBIN
BapuaHT TIOCTKOBUJIHOTO CcHHApoma. Bce Oobliee
pa3zHo0Opa3ne IK3aHTEMHBIX U KOXKHO-CIIM3UCTBIX U3ME-
HEHUIT Mbl HAOJTIO1aeM TTPU KOPOHABUPYCHOM MHGMEKIIUU
y 3a00s1eB1IuX neteil. Pabota B yc/IOBUSIX 3NTUAEMUN BCe-
raa cieaoBaia MpaBuily: Jitoboe 00JIE3HEHHOE COCTOSIHUE
B CKJIaIbIBAIOIIUXCSI OOCTOSITEIbCTBAX, CKOpee BCEro,
CBSI3aHO C MUKPOOPTaHM3MOM, OTBETCTBEHHBIM 3a Mac-
CcoBylO 3a0oseBaeMoCTh. JKM3Hb HE pa3 MoATBepKaaia
MPAaBOTY 3TOW MO3ULIUM.

Hapsiny ¢ HOBOIi KOpOHaBUPYCHOW WHEKIIMe,
BTOpPOI TI0 4YacTOTE MPUYMHON NETCKUX WHOEKIIMOH-
HBIX 3K3aHTEM B TeAMaTPUUYECKON MPaKTUKE CTaja Trep-
netudeckast nHdekuusi. O0o3Havyass ee Tak, Mbl UMeJIU
B BU/y BCe pa3HooOpa3ue 3TUX BO30yauTesIeii: OT BUpyca
npocroro reprieca 1o BI'Y-8. PeuuauBupyrommii Bapu-
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aHT XpPOHMYECKOTO MH(PEKIIMOHHOTO TIpoliecca B hopMe
MOHOHYKJIE030MTOIOOHOTO ~ CUHIIpOMa,  XapaKTepHOTO
MPaKTAYECKU JUISI KaXIOW W3 TepHeTUYECKUX HO30-
JIOTUIA, CTaJl 4acTOi MPUUYMHON MH(MEKIIMOHHBIX U TTapa-
MHQEKIMOHHBIX 3K3aHTeM. B mocienHue rombl Halu
3HaHUS 00 BTUX WHQMEKIMSIX 3HAYMUTETbHO BBIPOCIH.
MMenHO o reprneTmyeckux WHGEKIMSIX Mbl TOBOPUM
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HMuddy3naa B-knerounas mumdpoma y pedenka ¢ BUY-undeknueis
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Diffuse B-cell lymphoma in a child with HIV infection

Kh.S. Khaertynov', V.A. Anokhin’, S.V. Khaliullina', 1.V. Osipova’, V. Yu. Shapiro®, S.V. Petrov',
1.G. Idrisov’, A.Kh. Bulatova®?, Yu.A. Raimova’
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2Children’s Republican Clinical Hospital, Kazan, Russia;
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4Kazan State Medical Academy — Branch of the Russian Medical Academy of Continuing Professional Education, Kazan, Russia

ens uccnenosanusi. Onucanue cayyas 1uddysnoit B-knerounoit mmdonmsi y pedenka ¢ BUY-undexuueii.

Pesynbratsl. Y pedenka 16 et ¢ BUY-undeximeii u reHepaan3oBaHHoil TuMdaneHonaTueii auarnoctuposana mudgystas B-kie-
ToyHas KpynHokJjetouHas sumdoma, II1 cramusa, ITHC neratuBHas. /IuarHo3 ObLT BHICTABJIEH HA OCHOBAHUM Pe3YJIBTATOB HMMY-
HOTHCTOXMMHYECKOr0 MCC/IEe0BAHMS OMONTATOB TKAHU JUM(ATHIECKUX Y3JI0B MOTYETIOCTHOIM M MPABOii MOAMBIILIEYHO! 00J1aCTH.
HccaenoBanue B 15X BbIsIBJIEHUS] MAPKEPOB aKTUBHOI MH(eKIMH, BbI3BAHHON BUpYcOM Dnmrteiina—bapp, uuromeranoBupycom
M BUPYCOM reprieca yesioBeKa 6-ro Tuma, no3BoJiiio HCKJIIOYHTh AKTHBHYIO a3y 3a00/1eBaHHMil, KOTOPbIE CTyKAT OCHOBHBIMH HH(eK-
HHOHHBIMH NpHYMHAMH JUMonposmdepaTuBHoro cuHapomMa. Ha MOMEHT rocnuraiu3anui NAMeHT MoJIyYal AHTUPETPOBUPYCHYIO
Tepanuio KoMOMHUpoBaHHbIM mpenaparom 3Buiiepa. PHK BUY B kpoBu He oOHapyxeHa, yposenb Jumponuros CD4 cocrasui
0,4-10°/a. Bei1a ucnoab3oBana cxema xumuorepanua BFM, nposeienne KOTOPOii COMPOBOKIAIOCH MOJTOKUTEILHON TUHAMAKOI
B BU/Ie HOPMAJIM3ALUH TEMIIEPATYPBI TeJIa, YMEHbIIEH!S Pa3MepoB JIMM(ATHIECKUX Y3JI0B.

3akmouenue. [IpuBeneHHblil cTy4aii MOKAa3bIBAET, YTO B TMATHOCTHKE JMM(OMBI — OCHOBHOI HeMH()EKINOHHO MPHYUHBI JTM(pO-
nposmgepaTuBHoro cunapoma y nanueHroB ¢ BUY-undekumeii, pemaomee 3HaueHne mMeeT MIMMYHOTHCTOXMMHYECKOE HCCJIEN0-
BaHHe OMONTATOB TKAHH yBeJMYEHHbIX JUM(pAaTHIECKUX Y3108,

Karoueswte caosa: demu, BUY-ungpexyus, B-kaemounas aumegpoma, UMMyHOUCMOXUMUSL.

Ansa untuposanuns: XaeptoiHos X.C., AHOoxuH B.A., XannynnvHa C.B., Ocunosa WU.B., LLanupo B.KO., lMetpos C.B., Viapucos W.I., bynato-
Ba A.X., PaumosBa 0.A. AnpdysHas B-knetoqHas numepoma y pebeHka ¢ BUY-uHpekumeri. Poc BectH nepuHaton v negmatp 2021; 66:(5):
213-218. DOI: 10.21508/1027-4065-2021-66-5-213-218

Objective. To describe the case of diffuse B-cell lymphoma in a child with HIV infection.

Results. A 16-year-old child with HIV infection and generalized lymphadenopathy was diagnosed with diffuse large B-cell lymphoma,
stage 111, negative central nervous system. The patient was diagnosed on the basis of the results of immunohistochemical study of bio-
paths of the tissue of the lymph nodes of the submandibular and right axillary region. The study in order to identify markers of active
infection caused by the Epstein-Barr virus, cytomegalovirus and human herpesvirus type 6, made it possible to exclude the active
phase of diseases that are the main infectious causes of lymphoproliferative syndrome. At the time of hospitalization, the patient was
treated with antiretroviral therapy of the combined drug Eviplera. There was no HIV RNA in the blood, the level of CD4 lymphocytes
was 0.4-10°/1. The BFM chemotherapy regimen was used, which was accompanied by positive dynamics in the form of normalization
of body temperature, reduction in the size of lymph nodes.

Conclusion. This case shows that inmunohistochemical examination of tissue biopsies of enlarged lymph nodes is of decisive impor-
tance in the diagnosis of lymphoma, the main non-infectious cause of lymphoproliferative syndrome in patients with HIV infection.

Key words: children, HIV-infection, B-cell lymphoma, immunohistochemistry.
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JIHMd)onpoan;)epaTMBHHﬁ CUHIIPOM — OIHO U3 MpPO-
seneHuin  BAY-uHdexkium u  KiaccMYecKuid
MpU3HaK TIO3MIHUX (a3 OMMOPTYHUCTUYECKOTO TIPO-
ecca — quM@oMbl. B ocHOBe ee pa3BUTHSI JIEKUT 3710-
KAQUeCTBEHHBIN OIMYXOJEBBIA POCT, MUCXOMSIIWNA Tpe-
WMYILIECTBEHHO M3 BHEKOCTHOMO3TOBOU JHUMMOUIHOM
TKaHU. TpagulIMOHHO CYMTAETCsI, YTO I TOJA00HOTO
poja OOJIbHBIX XapaKTepHbl TaK HasbiBaeMble B-Kie-
TOYHBIE (HEXOMKCKUHCKME) ntuMboMsbl [1]. bonee Toro,

puck ux pa3putusi y BUY-uHUIIMPOBaHHBIX B3POCIIBIX
MO CPAaBHEHUIO C OOIIEH MOIYJISIIUEN BBIIIE MPUMEPHO
B 77 pa3 [2, 3]. B To Xe Bpewms1 y eTeit Takoro poja sijie-
HUS HAOJIIOIAOTCST PENIKO, YTO U CTAJIO MOBOJIOM K OIM-
CaHUIO HACTOSILLIETO CIIyvasi.

®opmupoBaHne JUMGOMBI — MHOTO(MaKTOpPHOE
sIBJIEeHWE, KOTOpOEe MpearnoyaraeT XpOHUYECKYI0 CTHU-
Myssiiiio  B-KJIeTOK OHKOTeHHBIMM BUpycaMu (4aiie
BUpycom DmireiitHa—bapp 1 BuUpycom reprieca yesioBeka
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8-ro Thna), M30BITOYHYIO 3KCIPECCUI0 aHTUAIIONTOTH-
yeckux 6enkoB Bcl-2 u Bcl-6, HapyieHust peryisiuumu
MPOLIECCOB CMHTE3a LIUTOKUHOB [4—6] u np. BosHUKHO-
BeHMe TUMGOMBI HATIPSIMYIO CBSI3aHO C Pa3BUBAIOIIEHCS
nUMMyHocyripeccuei [7]. JIlnarHocTuka Takux mporieccoB
MpeJCTaBAsIeT HeMaJible TPYTHOCTHU, M pellaloliee 3Ha-
YeHUEe UMEIOT Pe3yJIbTaThl TUCTOJIOTUYECKOTO (MMMYHO-
TMCTOXMMUYECKOT0) UCCIETOBAHMSI.

IMpuBonum cayvait pasButus auddysHoir B-xie-
TOYHOU MMOOMBI y 16-neTHero marueHta ¢ BUY-uH-
dexuei.

Knunnueckwuii ciayyaii. [Tanuent B., 16 net, mocTymun
B PecnyOiukaHCKyl0 KIMHMYECKYI0 HWHGMEKIIMOHHYIO
6oapHMIly M. Tipodeccopa A.D. Aradonosa 27.01.21
¢ Xayio0aMu Ha BbIpaXKEHHYIO CJTa0OCTh, JIMXOPAJIKY, YBE-
JINYEHWE IIEWHBIX W TOAMBIIIEYHBIX JUMMaTUIECKUX
y3JI0B, TIOTepro 6 KT MacChl Tejla 3a TOCIeTHuEe 2 Mec.
VYBennuenne JauUM@MaTUYECKUX Y3JI0B W TepUoarYe-
CKME TIObeMbl TeMIlepaTyphl Tejla OTMevasl C OKTSIOps
2020 . C 14.01.21 temniepaTypa Tejia MOBbBIIIATACH €XKe-
IIHEBHO. B uncie nepeHeceHHbIX 3a00JIeBAHUI — OCTpbIE
pecrnupaTopHble BUPYCHbIe MH(MEKIIMK, BETpsIHAsI OCTia,
BUPYCHBIN TEMAaTUT A, OCTpble KHUIIEUHbIe WH(MEKIINN.
Kax BUY-undunmnpoBaHHbIi cocToUT Ha yuete ¢ 2015 .

CocTosiHME TIpU TOCTMTAIM3AIMU CPEIHEH TsKe-
CTU 3a CUeT MPOSIBIEHUN WHTOKCHUKAIIUM, UCTOIICHMUSI.
Temnepatypa Tema 37,6 °C. Poct 168 cMm, macca Teia
46 xr. CozHaHUe SICHOe, MEHUHTeaTbHbIe 3HaKW OTpHIIa-
TeJbHbIE, OYaroBOil HEBPOJIOTMYECKON CUMMITOMATHUKU
HeT. KoxHble TMOKpPOBBI (DU3MOJIOTUYECKON OKpPaCKH,
0e3 ceimu. B 3eBe ymMepeHHO BbIpakeHHasi TUIIEPEMMUSI
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KJINMHUYECKUE CJT1YHAU

MWHIAIWH, 3agHell cTeHKU TIoTKu. [lepudepuyeckue
JTuMbaTUIecKue Y37Ibl  YBEIMYEHBI: TTOMYENTIOCTHBIE
no 1,5 cM, TOH3WIISIpHBIE W TIOAMBIIIEUHbIE — /10 3 CM,
3a/IHEeIeHbIe — 710 2 CM, TIOIBMKHbBIE, 0€300J1e3HEHHBIE,
He CrasHbl ¢ TOAKOXHOMN KJIeTJ4aTKou. [IbIxaHue IMmpo-
BOAWJIOCH IO BCEM TTOJISIM, XpUIIOB HeT. YacToTa IbIxa-
nud 17 B munyty, SpO, 98%. ToHbl cepana pUTMUYHBIE,
sicHble. YacToTra cepneuHbix cokpaiieHuit 110 B MUHYTY,
aprepuanbHoe masiaeHue 110/70 MM pr.cT. ZKMBOT MSIT-
Kuii, 6e300ne3HeHHbIi. [leyeHb BbICTYNaeT Ha 2 CM
U3-TIOA Kpasi pebepHOii 1yTu, cejie3eHKa — Ha 1 cMm.

B oOmeM aHanuse KpoBW Ha 2-i JIeHb TOCIUTAIINA-
saumu: sputpouutoB 4,37-10'2/m, remoriooun 114 1/m,
neiikouuToB  4-10°/1, HEWTPOMMIOB: MAJOYKOSIIEPHBIX
2%, cermeHTOsiIEpHBIX 74%, 6azodunos 1%, 303uHOGU-
sioB 0, MoHOLIMTOB 6%, TuMdouuToB 17%, TPOMOOLIUTOB
155:10°/1, COD 60 mM/4. B 001iem aHaiM3e MOYM: OTHO-
curenbHasg miotHocTh 1,025, pH 6,0, Geslok He ompene-
JISIeTCs, IeMKOoLMTOB 2—4 B moJjie 3peHus. B onoxumuue-
CKOM aHaJin3e KpoBH (2-1 JeHb TOCTIMTAIN3alIuI1): OO
oumupyoun 10,8 Mmoo/, mpsiMoii 3,8 MMOJIb/J1, aTaHUH-
amuHoTpaHcdepaza 174,4 en/m, acrmapraTaMUHOTpPaHC-
depaza 217,6 en/n, nakratmeruaporeHasza 745.3 en/m,
depputH 644,8 Hr/mMi, obmmii Gemok 56,9 r/1, TUTIO-
Ko3a 6,1 MMOJb/J, MOYeBMHA 2,8 MMOJIb/JI, KpeaTHHUH
44 Mxmonb/n, C-peakTUBHBIN 6e10K 162,4 Mr/1.

ITpu ynsrpasBykoBoM uccienoBanuu (Y3U) Busyanu-
3UPOBAHBI «ITAKEThl» JTUM(MATHUECKUX Y3JI0B IIIeW TTOHU-
JKEHHOW 3XOTeHHOCTH, 0e3 YCWJIEHMsS] B HMX KPOBOTOKA,
pa3MepaMM B TIOQYETIOCTHOU obnactu ciaeBa 43x21 M,
cipaBa — 32x15 MM, B 3aymHoil obimactu — 30%13 mwm;
MHOECTBEHHbBIE TTOIKIIOYNYHbBIE JTUMMaTUIECKHUE Y3JTbI
pasmepamu 20%12 MM cieBa W 6X3 MM cIpaBa, Maxo-
BBIe JUMdaTrdecKue y3abl pasmepamu 23x16 MM cieBa
u 26x18 MM cIpaBa; B BOPOTax IEYEHU U CEJIE3EHKU —
MHOKeCTBEHHbBIE TUM(aTUIeCKUE y3JIbl ¢ MAKCUMATbHBIM
pa3zmepoM 25%12 m 22x9 mm cootBeTrcTBeHHO. Ilo maH-
HeiIM Y3W opraHoB OpIOIIHOWN TIOJOCTH, YBEJIWYEHUE
pa3mepoB TieueHM (TipaBast goJist 146 MM, JieBast 66 MM,
XBocTaTasi 23 MM) OTHOPOTHOMW 3XOCTPYKTYPbI; BHYTpUIIE-
YEHOYHBIE XETIHbIE TTPOTOKKU He PACIIUPEHBI, KeTIHBIN
My3BIpb pazMepaMu 65x11 MM, comepKUMOe TOMOTeHHOE,
OOIIMIA KETUHBIM TIPOTOK 2 MM; ceJie3eHKa pa3Mepamu
164x50 MM, 3XOCTPYKTypa OMHOPOIHAS.

ITpoBeneHo uccienoBaHue KPOBU Ha MapKephl Tep-
MECBUPYCHBIX MHGEKINI 1 BUPYCHBIX TenatuToB: JIHK
BupycoB DmiureitHa—bapp (BOb), nuromeranoBupyca
(LIMB), Bupyca repneca 6-ro tuna (BI'Y-6), Bupycos
npocToro reprieca 1-ro u 2-ro TUIOB, a Takxke HbsAg,
antu-HbcorAgn antu-HCV He oOHapyxeHbl. [Ipo-
BEeIEHO KOJIMYEeCTBeHHOe ornpeneseHue B Kposu PHK
BUY u numpouuto CD4+: PHK BUY He obOHapy-
XeHa, ypoBeHb JuMdormutos CD4 cocrasua 0,4:10%/11.
Ha MOMeHT rocnuraau3alvy MalMeHT MoJydaa aHTHU-
PETPOBUPYCHYIO Tepanuio KOMOWHUPOBAHHBIM TIpe-
napaToM 3BUIUIepa (peJNUBUPUH 25 MI, TeHODOBUDP
300 mr 1 oaTpurutabuH 200 mr).
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Xaepmuinos X.C. u coasm. Auddysnas B-knerounas mumcboma y pederka ¢ BUY-unbexkimeit

C y4eToM Npoao/LKUTETbHOCTU JUMbonpoaudepaTus-
Horo cuHapoma (6onee 3 mec) Ha pore BUY-undekimm,
CTOWMKOW Juxopanku u Totepu 6onee 10% macchl Tena,
OTCYTCTBUSI B KPOBM MapKepOB aKTUBHOM TeprieTHIeCKOM
nHpekyn, obycnosieHHoii BOB, IIMB n BI'Y-6, Bo3-
HUKJIO TIPEATONOXEHNEe 00 OHKOJIOTMUECKOM TIpoIiecce.
Jlma manmpHeiero oocnenosanms 1 jedeHus 3.02.21 mam-

s A 2 ~ >y . 1S9

Puc. 1. O630pHas mukpockonus. Tuddysublii nposmdepar
U3 CpeJHero W KPymHOro pa3Mepa JuMQonuToB (mpeumyimie-
CTBEHHO HEHTPOOJIACTOB C OBAIBHBIMH WM KPYIIbIMH SIIPAME
W OIHUM WM JIByMsl S/IPHINIKAMH) C YMEPEHHbIM TNOJUMOP-
(uzmMoM, co cKyaHO#l, €1a00 0a30(uIbHOI IUTOIIAZMOI.
MHbuabTpaT NoJHOCTHIO 3aMelIaeT TKaHb JuMGaTnIecKoro
y3ia. Buanbl peakue mMakpodard co CBETIOH IMTOIIA3MOIA.
OKpacka reMaTOKCHJIMHOM 1 3031HOM. YB. 200.

Fig. 1. Review microscopy. Diffuse proliferate of medium- to
large-sized lymphocytes (mostly centroblasts with oval or round
nuclei and one or two nuclei) with moderate polymorphism, with
scanty, weakly basophilic cytoplasm. The infiltrate completely
replaces the lymph node tissue. Rare macrophages with light cy-
toplasm could be seen. Hematoxylin and eosin staining. x200.

Puc. 2. Ummynorucroxummdeckas peakmyst Ha CD45-00mmmii Jieii-
KOLMTAPHBIIA aHTUTeH. Buana MmemMOpaHHas OKpacKa Bcex OmyXo-
JIeBbIX KJIeTOK. SInpa okpameHbl reMaToOKCHMHOM. Y. 400.

Fig. 2. Immunohistochemical reaction for CD45-general leu-
kocyte antigen. Membrane staining of all tumor cells is visible.
The nuclei are stained with hematoxylin. x400.

eHT ObLT nepeBenieH B JIeTCKyI0 pecITyOIMKaHCKYHO KIIMHU-
YecKyro 0oJibHMILy ¢ aMarHo3om: BUY-unbekuust, 4A cra-
nust. [eHepanu3oBaHHas tuMdbaneHormnarus. Jlumdoma?
IlpoBeneHa Owuoricusi TKaHU JUM@aTUIECKUX Y3JIOB
MOMYEIOCTHOM UM TPaBOi  TOAMBIIIEYHON 00JacTU
(03.02.21). Tlpy UMMYHOTMCTOXMMHUYECKOM HCCJIeI0Ba-
Huu nyHkTara BbisisieHa OJIA-, CD20- u PAX-5-no3u-
TUBHAs paBHOMEpHasl peaklydsl B OIyXOJIEBBIX KJIETKaX;
CD3-, MPO-, CD38-103UTUBHbBI B PEIKUX PEAKTUBHBIX
knetkax, CD30-orpunarenen (puc. 1—4). Mnpekc Ki-67

Puc. 3. Ummynorncroxummaeckas peakuusi Ha CD20-anturen
3pesbix B-mmdonuros. Buana paBHomMepHas MeMOpaHHasi pe-
aKIMs BO BCeX OIMyX0JIeBbIX KJIeTKax. Slnpa okpaiieHsl remMaro-
KCWIMHOM. YB. 400.

Fig. 3. Immunohistochemical reaction to the CD20 antigen
of mature B-lymphocytes. Uniform membrane reaction is visible
in all tumor cells. The nuclei are stained with hematoxylin. x400.

Puc. 4. IMMyHOTHCTOXMMHYECKAS PeaKIMsl HA MapKep MpoJiu-
tdepamnu Ki-67. Onpenensiercs BBICOKMIA MHAEKC npoJudepa-
i (okoJ10 80%), HepaBHOMepHO 10 cpe3y. Bunna sipkas saep-
Has peakuus Bo Bcex nposmdepupyomux knerkax. SAapa ciado
OKpalIeHbl reMaToKcHimHOM. YB. 400.

Fig. 4. Inmunohistochemical reaction to the proliferation marker
Ki-67. A high proliferation index (about 80%) is determined, un-
evenly along the cut. Bright nuclear reaction is visible in all prolifer-
ating cells. The nuclei are weakly stained with hematoxylin. x400.
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coctaBun 80%. 3axmoueHue: nuddysHas B-kierouHast
KPYITHOKJIETOYHast TuMpoma.

JI1st UCKITIOUeHUYsI TIOpakeHUsT LIEHTPaIbHOM HEPBHOM
cucteMbl (06.02.21 BBITTONHEHA JIOMOATBHAS TTyHKITHS:
JIMKBOP TIPO3PAYHBIiA, BBITEKAT PEIKUMU KarIIMU, KOJIH-
YeCTBO KJIETOK COCTaBWIIO 6/MM?, ypoBeHb 6enka 0,31 r/m.

CniupanbHast komriblorepHasi Tomorpadust (KT) ner-
KHX ¢ KOHTpacTtupoBaHueM mipoBeneHa 11.02.21 (puc. 5).
BuisiBlIeHO yBeMYeHWEe BHYTPUTPYIHBIX TUM(MATUIECKUX
y3710B (TIepeTHUX MapaTpaxeaabHbIX 10 11X12 MM, mapaka-
BaJIbHBIX 10 13%19 MM, OudypkaimoHHbix 10 10%X20 Mm),
HaJl- ¥ TIOAKIIOYUYHBIX — 10 28%2(0) MM, TTOJAMBIIIEYHBIX —
1o 53x72 MM ¢ 30HaMHU pacriaja, 0oJiee BhIpakeHO CripaBsa.

CrnupanbHasg KT OpromrHol MojaocTu, 3a0prOLInH-
HOTO TIPOCTPAHCTBA M MAaJiOTO Ta3a C KOHTPAaCTUPOBa-
HueM BoImoHeHa 15.02.21 (puc. 6). BbIsIBICHBI MHO-
SKECTBEHHbBIE y3JIOBBbIe 00pa30BaHUsI, OKPYIJIONH (DOPMBI,
M30JICHCUBHBIE, C YeTKMMU KOHTypamu. B obGmactu
BOPOT TIeYeHU OO0HAPYKEeHBI y3J1bl pazMepamMu 49%x54 Mm,
B MPOEKIIMU pEeHaIbHBIX Y3JIOB ciieBa — 19x19 mm
U MeJKUe OO0 8 MM; TOSICHWYHBIE TapaaopTaJbHbIE
y37bl cieBa — 14X9 MM, MU MHOXECTBEHHBbIE 1O 7 MM,
Yy HWXXHEH TOoJIoi BeHbI cripaBa — 10 14 MM M MHOXe-
CTBEHHBIE 0 8 MM; Y3JIbI 3a TTOSCHUIHBIMUA MBITIIAMM:
cnpaBa — 20x13 u 10 MM, ciieBa — 8 MM; cripaBa y Tiepeji-
Hell MOBEPXHOCTU TOSCHUYHON MBIIIIBI — 32%34 MM,
cneBa — 20 MM; ciieBa M cripaBa IO XOAY TMOAB3IOITHBIX
COCYIOB MHOXECTBEHHBbIE Y3JIbl pazmepamu 10 20 MM;
B MOJB3IOIIHBIX SIMKaX: cripaBa — 65x30 MM, ciieBa —
53%x33 mM. BreisBieHo yBeaumuyeHUE pa3MepoB TEYEHU
3a CYET TMpaBoit 1o — 10 194 MM, MpU 3TOM CTPYKTypa
opraHa 06e3 OYaroBbIX M3MEHEHWI, KOHTYpPhI pPOBHbIE,
BHYTPUIICUEHOYHBIE KeTYHBIE TTPOTOKU HE pacIIMpeHbl.
OGHapyXeHO paclIipeHre MOpTaJbHON BEHBI 10 16 MM,
BeTBeil —m0 13 MM, yBeJquWueHUE Cele3eHKU: pa3Mepbl
ee coctaBuin 120X65MM, KOHTYpBI POBHBIE, CTPYKTypa
OHOPOJHAsI, cee3¢HOYHAsI BeHa pacimpeHa 10 13 M.

KJINMHUYECKUE CJT1YHAU

ITposenena cnupanbHasi KT rojoBbl ¢ KOHTpacTUpPO-
BaHueM (18.02.21): oyaroB nmaToJIOTMYECKOi TUIOTHOCTH,
MaTOJIOrMYECKOTO HAKOIIJIEHUSI KOHTPACTHOTO BEIECTBa
He BbIsIBIeHO. OTMeUeHO yMepeHHoe U 1uddy3HOe CHU-
JKeHHe TUIOTHOCTH BellleCTBa MO3Ta CO CHUXKeHUEeM aud-
depeHMalKU ceporo v 6esIoro BelllecTBa.

Ha ocHoBaHMu pe3ynbsraToB 0OCJIeOBaHUS YyCTa-
HOBJIEH nauarHos: auddysHas B-kjaeTouHast KpyrHO-
kierouHasa aumdoma, Il cragus, LIHC neraTtusHas.
BUY-undexuus, IVA cranusi, reHepaaiu3oBaHHas
nuMbaneHonaTus.

Jleuenune nuddysHoit B-kaeTouyHO KpyMHOKIETOU-
HOWl 1UMGOMBI OCYIIECTBIISITIOCH TI0 TMpoTokosny BFM
(Berlin-Francfurt-Munster Groupe). HazHaueHbl Kypchl
aHTUOaKTepuaIbHOM Tepanuu Tipernaparamu HedTpuak-
COH, MEpOITieHeM U BAHKOMUIIMH, a Tak>Ke TMTPOTUBOTPUO-
KOBBIM TpernapaToM BopukoHa3os. C HayajaoM XUMUO-
Teparnuy TIPOBEJIM CMEHY IPOTHBOBHUPYCHOUM Tepamuu
BUY-unbdexuum ¢ 3BUIIepbl Ha TUBMKAW (JJaAMUBYIUH
300 mr, TeHodoBup 300 Mr u gonyrerpaBup 50 mr).

Ilocne 2 KypcoB XumMuoTepamnuu Tepudepudeckue
nuMdaTAdecKue y3ibl y peOeHKa YMEHBIIUIUCH 10 Jra-
metrpa 1,5 cMm, TemIieparypa Tejla HOpPMau30Bajach.
ITposenena moBropHasi KT opraHoB rpynHO# KIJIETKH,
OpIOLIHOW TIOJIOCTU, 3a0pIOIIMHHOIO IPOCTPAHCTBA,
Masioro Taza ¢ KoHTpactupoBaHueM. CrnupanbHas KT
JIETKMX ¢ KOHTpactupoBaHueM (ot 25.03.21): Ha cepuu
TOMOTPaMM 10 CpaBHEHMIO ¢ ToMorpamMamu ot 11.02.21
OTMeYaeTcsl TMOJIOKWTEIbHAsl JAMHAMUKA; paHee orpe-
NEeSIBIIMECs] yBEJIMUeHHbIE BHYTPUTPYIHBIE JuUMa-
TUYECKUE Y3/Ibl M JUMGaTUUECKUE Y3JIbl B TTPOECKIINU
BUJIOUKOBOM 3KeJie3bl YMEHBIIWJIUCh B pa3Mepax; mapa-
TpaxeaJibHbIf, OpPOHXOITYJIbMOHAJbHBIN  JUMdaTHye-
CKUe Y3716l B IaMeTpe 10 6 MM, OubypKalMoHHbI — 4
mM. CrniupanbHast KT OproiiHoO# 1mojocTu, 3a0promimH-
HOTO TIPOCTPAHCTBA, MAJIOTO Ta3a ¢ KOHTPACTUPOBAaHUEM
(or 29.03.21): Mo cpaBHEHUIO C TIPEABIAYIIUM UCCle-

Puc. 5. KoMnbloTepHasi TOMOrpaMMa OpranoB rpyaHoii kKietku ot 11.02.21. 3akmouyenne:
JuMGaieHonaTHsl BHYTPUTPYIHBIX, TIOMBIIIEYHbIX, HAJ- ¥ MOJKIIOUAYHBIX JUM(pATHIECKIX
y3J10B, TMM(}ATHIECKUX Y3JI0B 320PIOIIMHHOTO MPOCTPAHCTBA W OPIOIHOI MOJIOCTH.

Fig. 5. Computer tomography of the chest organs from 11.02.21. Conclusion: lymphoade-
nopathy of intrathoracic, axillary, supra- and subclavian lymph nodes, retroperitoneal

and abdominal lymph nodes.
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Xaepmoinos X.C. u coaem. 1nddysnas B-xkinerounas mumpoma y pederka ¢ BUY-uHbekueit

moBaHueM oT 15.02.21 ompenensieTcsl TOJIOXUTETb-
Hasl TMHAMUKa B BUJIe YMEHBIICHUST YKMClia U pa3MepoB
MaTOJOTMYECKUX TUIOJEHCUBHBIX Y3JIOBBIX OOpa3oBa-
HUil OpIOITHOI ITOJIOCTH M 3a0PIOIIMHHOTO TPOCTPaH-
cTBa. MakcuMalibHbIe aKCHUaJIbHbIE pa3Mephl y3jia, pac-
MOJIOXXEHHOTO B TIPOEKIIMU BOPOT TMEYEeHU, COCTaBUJIU
20%x24 MmM. OcrajbHble Y3JIbI, PacIiojioXeHHbIe 3a0pro-
IIMHHO BIOJIb AOPThI, MOUYEYHBIX COCYJIOB M COCYIOB
B TIOJIOCTM MAaJjioro Ta3a, IaxXxoBOW 00JIaCTM, MHOXe-
CTBEHHbIE, MeJKue, pasmepamu 1o 4—5 mM. [ledyeHb
B AMHAMUKE C YMEHBIIEHUEM pa3MepoB TMpaBoOi I0JuU
10 165 MM, ¢ YeTKMMU POBHBIMM KOHTYpaMU, OTHOPOJI-
Hoi1 cTpyKTypbl. Cese3eHKa ¢ YeTKUMU POBHBIMM KOHTY-
paMu, C OMHOPOIHOW CTPYKTYPOIi, B pa3Mepax yMEPEHHO
yBeJM4YeHa — BepTUKaIbHBIN paszmep 130 Mm.
B Hacrosiiiee Bpemst iedeHUe MPOI0JIKaeTCs.

00cyxaeHue u 3akntoyeHne

JuddysHas B-kierouHass KpymHOKJIETOYHAST JIMM-
doma — camblii pacnpoCTpaHEHHBIA BapHaHT JIMM-
domnpommdepaTUBHBIX OITYXOJIEBBIX 3a001eBaHUIA
B3pOC/bIX, OJHAKO B Bo3pacte a0 18 yier yacroTta ee
He mpeBbilaeT 8—10% [8]. KnuHuueckue MposiBIEHUS
pa3HOOOpa3Hbl U YaCTO HEeCTIEHUMUIHBI, OTIPEACISIIOTCS
MNEepBUYHON JIOKaJM3alueid M pacrpoCTPaHEHHOCTHIO
OITYXOJIM, a TaKKe HAJTMIUEM UJIU OTCYTCTBUEM B-cumri-
ToMOB (TeMrmepaTypa Tena Bboiie 38 °C OGonee 3 mHeit
0e3 MpU3HAKOB BOocMaJeHUs], HOUHOW TPOMY3HBIN TIOT,
noxynanue Ha 10% macchel Tenna 3a mociieHue 6 mec) [8].
B 6onbmmHeTBe ciyyaeB BUY-accorimupoBaHHbIe TUM-
(GoMBI JIOKAJIM3YIOTCSI 3KCTpaHOMAIbHO (B TUIIEBApU-
TEeJIbHOM TpakTe, IEHTPAJbHOW HEPBHOM CHCTEMe,
MEeYeHU U KOCTHOM Mo3re), Y 1/3 GosibHBIX — B JTuM(a-
TMYecKuX y3nax [9]. B mpuBeneHHOM ciiydae y maiMeHTa
Pa3BUIINCh XapaKTepHbIe CUMITOMBI (JTUXOpaaKa, MOXy-
JIaHWE) ¢ TUITUIHBIM TUM@OTpoIrudepaTUBHBIM CUHIPO-
MoM, TrernarocruieHoMeranusi. OOcienoBaHUe pedeHKa
Ha Mapkepbl akTUBHOM MHbekunu BOBb, [IMB u BI'Y-6
MO3BOJIMJIO MCKJIIOYUTh aKTUBHYIO a3y 3aboJieBaHUIA,
KOTOpPBIE CTYKaT OCHOBHBIMM MH(MEKIIMOHHBIMU TTPUIH-
Hamu JuMdonpoancdepaTuBHOTO CUHAPOMA.
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NayonaTtuyeckuii reMocHiepo3 JeroyHoi TKaHU

J.U. Caduikosa’?, T.II. Maxaposa'?, A.P. llaxuposa®, P.M. Caiigpysnuna®, P.Jl. Caiigpuesa’,
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Idiopathic hemosiderosis of the lung tissue

D.1I. Sadykova'?, T.P. Makarova'?, A.R. Shakirova?, R.M. Sayfullina®, R.D. Sayfieva',
D.R. Khusnutdinova?, Z.R. Khabibrakhmanova'

'Kazan State Medical University, Kazan, Russia;
2Children’s Republican Clinical Hospital, Kazan, Russia

W auonaTnyecKuii reMocuepo3 JerouHoi TKAH! — Peikoe 3a00J1eBaHKe C OPAKEHHEM JIETKHX, BbI3BAHHOE MACCHBHBIM KPOBOM3/IMSIHUEM
B JIETOYHYIO TKAHb, C IEIOHUPOBAHUEM B Heil 2KeJ1e30co/IepKalero reMocuiepiuta. Berpeuaercs npeMMyinecTBeHHO B IETCKOM BO3pacTe.
B craTbe onucaH KIMHAYECKHI CTy4aii HIHonaTndeckoro reMocHIepo3a JJerodHoii Tkanu y pederka 3 jier 11 mec. JleBouka Hadmonanach
110 NIOBOJIy AHEMHMY HESICHOI ITHOJIOTHH, HEOIHOKPATHO JIEYWIACh B CTALMOHAPE, B TOM YHCJIE TOJIY4Aa/a NepeIMBaHus SPUTPOLUTAPHOI
Macchbl. B nanbHeiiinemM K aHeMHYeCKOMY CHHIPOMY NPUCOEIMHIIICS PecMpaTopHblii cuHapoM. Heo0XoauMo 0TMETHTD, YTO MPABUILHO
coOpaHHbIii aHAMHE3, CBOEBPEMEHHAS AMATHOCTHKA 3200/1eBAHKS U HA3HAYEHHE HMMYHOCYTIPECCUBHOM TEPATUM JAI0T BO3MOKHOCTD NPe/i-
OTBPATHTDb OBICTPOE MPOrPecCUPOBAHNE MPOLECCA H PA3BUTHE OCJIOKHEHUIA, B TOM YHCJIe H THEBMOCKIIEPO3a.

Karoueswte croea: demu, cemocudepos neekux, eemocudeput, UHMepCmuyuanbHsle 3a001e6anus, OUAeHOCMUKA, AeYeHue.

Ansa untupoBanns: Caavikosa .M., Makaposa T.11., LLlakupoBa A.P., Cavi¢pynnvHa P.M., CarigpueBa P.[., XycHyTavHoBa /[.P., Xabnbpaxma-
HoBa 3.P. Vignonatn4eckuii reMocuaepos Jero4Hor tkaHn. Poc BecTH nepuHaron n neavatp 2021; 66:(5): 219-222. DOI: 10.21508/1027-
4065-2021-66-5-219-222

Idiopathic hemosiderosis of lung tissue is a rare disease with lung damage caused by massive hemorrhage into the lung tissue,
with iron-containing hemosiderin deposition. Mainly it occurs in childhood. The article describes the clinical case of idiopathic hemo-
siderosis of lung tissue in a 3 years 11 months old child. The girl was observed for anemia of unclear etiology, she was repeatedly
treated at a hospital and received erythrocyte transfusions. In the future, respiratory syndrome joined the anemic syndrome. It should
be noted that a correctly collected anamnesis, timely diagnosis of the disease and the appointment of immunosuppressive therapy
make it possible to prevent the rapid progression of the process and the development of complications, including pneumosclerosis.

Key words: children, hemosiderosis of the lungs, hemosiderin, interstitial diseases, diagnosis, treatment.
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HnuonaaneCKnﬁ TeMOCHIEPO3 JIETKUX OTHOCUTCS
K TpyrIe WHTePCTULIMANBHBIX OOJe3Hel JerKux,
KOTOpBIE XapaKTepU3YIOTCSI MOpakeHUeM pecrpaTop-
HBIX OTIEJIOB JIETOYHOTO MHTEPCTULINS C pa3BUTHUEM BOC-
najgeHust (aabBeoJUThI) U (HUOPO3a C UCXOOM B «COTOBOE
JIETKOE», YTO KIMHUYECKU TPOSIBIISIETCS MPOTPECCUPYIO-
el AbIXaTeIbHOM HETOCTaTOYHOCTHIO U TIpeodIamaHueM
PECTPUKTUBHBIX HapyiieHuit [1]. 3aboseBaHKMe BriepBbie
6bU10 omcaHo B 1960 I. Tom Ha3BaHUEM «Oypast MHIypa-
LIS JIETKWX». PasHbIe aBTOPBI MPEACTaBIIIN 3TO 3a00JTe-
BaHME O Pa3IMYHBIMU Ha3BaHUSIMU: Oypas MHIypalust
JIETKUX, JIETOYHAsl TeMOCUIIEpOTUYeCKask aHEMHUsI, CHHIPOM

Ienena—IemnepcrenTa, «<kelle3HOE JETKOE», TIPOTPecCUpy-
fonIast ITHeBMoreMopparmdeckast anemust [2]. Pacripoctpa-
HEHHOCTb COCTABJISIET, IO JAaHHBLIM Pa3JIMYHBIX ABTOPOB,
ot 0,24 1o 1,23 na 1 MiH Hacenenus [1, 3—6].

Jlo HacTosSIIero BpeMeHM He CYIIECTBYeT €IMHOTO
MHEHUS 00 3TMOJIOTUM U TaTtoreHe3e 3abosneBaHus. EcTh
MHEHUST OTHOCUTEJTLHO BPOXKIEHHBIX HAPYIIEHWIT CTPYK-
TYpPbI, TTOBBIIIIEHHOW MTPOHUIIAEMOCTU COCYIUCTON CTEHKH
JIETOYHBIX KaNWUISIPOB, HAJIAUMUS aHOMAaJIbHBIX aHacTO-
MO30B MEXIy OpOHXUATbHBIMU apTepUSIMU W JIETOU-
HBIMA BeHaMU, KOTOpPbIe MOTYT TIPUBECTH K HapYIICHUSIM
MECTHOTO KPOBOTOKA M JMANeNe3HbIM KPOBOU3IUSHUSIM
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B JIETOYHYIO TTAPEHXUMY; HE MCKIIIOYaeTCsl HaCeICTBeH-
Hasl TIpeapacroyiokeHHOCTh [7]. O BO3MOXHOM UMMYHO-
MaToJIOTMYECKOM  XapakTepe 3a00JieBaHUSI CBUETEb-
CTBYeT OTBET Ha TEparMio TITIOKOKOPTUKOCTEPOUIAMU
¥ MMMYHOCYTMpeccopamMu, a Takxke cuHapom leitHepa —
MAVONATUIECKUI TeMOCUIEPO3 JIETKUX C TTOBBIIIEHHOM
YYBCTBUTEJLHOCTBIO K O€JTKY KOPOBBhETO MOJioKa [3].

KnuHnueckast KapTHA MIWOTTATHYECKOTO TeMOCHIE-
po3a JIETKUX y JeTeil BKITIOYaeT TOBTOPSIIOIIMECS TPU-
CTYIBI OABIIIKM W KallUlsd, W3HAYaJbHO 4allle BCEro
HenpoayKTUBHOTO. Ha Gosiee mo3mHMUX cpokax pa3BUBa-
eTCsT KpoBOXapKaHbe. EIWHCTBEHHBIMU CUMIITOMaMU
y IeTeil MOTYT OBbITh OTCTaBaHUE B (PU3NIECKOM pa3BU-
TUU U Xeae3onedunintHas anemud [4, 5, 8, 9]. Jluarao-
CTUYECKM 3HAYMMBIM SIBJISIETCSI OOHapyKeHUEe CUAepO-
(baroB B MOKpOTE WM TpaxeaJbHOM aclupare, a Takxke
B psijie CJTydaeB B MPOMBIBHBIX BoJax xkeiyaka [6, 10—12].
HccnenoBanvie (yHKIIMM BHEITHETO JBIXaHUST OOHApY-
KMBaeT MPEeUMYIIeCTBEHHO PECTPUKTUBHBIE HAPYIICHUS
BeHTUsAUM [7]. PeHTreHosornyeckass kKapTuHa Bapua-
OeJIbHAa OT TTOHVKEHUS MPO3PAaYHOCTH JIETOYHBIX TTOJIEH
U TIOSIBIIEHUST MHOXKECTBEHHBIX METKOOYAaroBBIX TEHEM
JI0 BO3HUKHOBEHMSI KPYIMHBIX WHQMUILTPATOMOTOOHBIX
TeHeii [5, 7]. XapakTepHbIMM OCOOEHHOCTSIMU PEHTIEHO-
JIOTUYECKOI KapTUHBI SIBJISIETCS BHE3aITHOE BO3HMKHO-
BeHUE W CPaBHUTENIBHO ObICTpasi obpaTHasi AWHAMMKA.
YacTele 060CcTpeHMs 3a00IeBaHNS IPUBOIAT K Pa3BUTHIO
MHTEePCTUIINAILBHOTO ITHEBMOCKIIepo3a [2, 13, 14].

JleyeHne  OOJBHBIX  TEMOCHAECPO30OM  IIpearioJia-
raeT Ha3HauyeHMe KOPTUKOCTEPOMIHBLIX TIpernapaToB,
py Hed(P(HEKTUBHOCTH — LIMTOCTATUIECKUX JIEKAPCTBEH-
HBIX CPECTB (a3aTUOTIPUH, LIMKJIOCTIOpUH A). [1o naHHBIM
M.M. Saeed u coaBT. [4], 00OOIIMBIINX OIBIT HAOJIO-
JIeHust 3a 17 meThbMM, CTpagalolIMMU WIMOTATUYECKUM
TeMOCHUIEPO30M JIETKUX, IMTATUJICTHSS BBIKUBAEMOCTD Ipe-
BhIaeT 80%. OcCOXHEHNST UINOTTATUIECKOTO TEMOCHIE-
po3a JIerkux — Mpoy3Hoe JIETOYHOEe KPOBOTEUEHNE, 3aKYy-
rMopka OpOHXOB KpOBBIO, acNypallMOHHasi TTHEBMOHUSI,
PeUMINBUPYIOLINAIM MTHEBMOTOPAKC, MH(MAPKT-ITHEBMOHUS
Ha (poHe BBIPaKEHHOM IbIXaTeJbHOU U JIETOYHO-Cepaey-
HOM HENOCTaTOYHOCTU, TIPUCOENMHEHUE TyOepKyJe3HOM
nHpexkuu [2]. [podunakrruka MIMONMaTUYECKOTO TEMO-
cHzepo3a B HacTosIIee BpeMsI He pa3padotaHa [1, 14].

Kmununueckuii cimyyaid. [lon Hammm HaOmoneHueM
Haxomwiach 1eBouka M. B Bozpacre 3 et 11 mec. leBouka
MOCTYIWJIa 3KCTPEHHO B MeauaTpuyeckoe OTIeIeHNe
¢ >KajjobaMu Ha OJIEAHOCTh KOXHU, BIPAXXEHHYIO C1a00CTh,
KpsixTsiiee apixanne. OmnpeneseHo CHIDKeHUe caTypalun
kuciopoaa 10 71%. B obiiemM aHanuse KpPOBU: SPUTPO-
uwntsl (Er) — 3,03-10"2/m1, remornooun (Hb) — 79 r/n, petu-
Kkymouuto3 8,69%. Ilo maHHBIM KOMITBIOTEPHOM TOMO-
rpaun serkux (KT), muddysHoe mopaxkeHue JErKux
B BUJIE MHOXECTBA CIMBHBIX allMHAPHBIX 0YATOB YIIJIOTHE-
HMS Ha (DOHE BBIPAKEHHOTO YIUTOTHEHUST PETUKYIISIPHOM
TKaHU. KocBeHHbIe MpU3HAKN BO3ZMOXKHOTO KPOBOU3ITHSI-
Hus. [1o TSDKECTH COCTOSIHUST TOCTIMTAIM3UPOBaHa cpasy
B peaHMMAaIIMOHHOE OT/AEJIEHUE.

KJINMHUYECKUE CJT1YHAU

W3 anamHe3a 3a00seBaHMSI U3BECTHO, YTO aHEMUYE-
CKUIA CHHIPOM BBISIBJIEH BIIEpBbIe B Bo3pacTe 2 JieT. B Bo3-
pacte 2 yieT 4 Mec HarpaB/ieHa Ha CTallMOHAapHOE Jieue-
HUE B TIEAUATPUIECKOE OTAEJICHUE C TUarHO30M: aHEeMUST
Kenme30AeUIINTHAS, TsoKeloi cTerneHu. [lpm mocTyri-
JICHWM BBISBIIEHA TUIIOXPOMHAsl aHEeMUsI C YpOBHEM
Hb 48 r/n, petukynonutos 2,55%, 1Mo TaHHBIM OMOXWMU-
YeCcKOTo aHaJIn3a KpOBU — YPOBEHb OMJIMPYOMHA B HOpME,
npoba Kym0ca orpuiiaresbHasi, CHUXKEHUE YPOBHSI XKeJie3a
1o 4,87 MKMoJib/J1, heppuTUHA A0 21 HI/MJI, TIOBBILLIEHUE
00111Ie#l 3KeJIe30CBSA3bIBAIOIIEH CITOCOOHOCTU CHIBOPOTKHU
(OXKCC) no 70 mxmonb/n. IlpoBeneHa ¢ubdporacTpo-
nyoneHockorust (PTJIC) — WCTOYHUK KpPOBOTEYEHMS
He BBISIBIIEH. B JeHb TTOCTYITIIEHUST TIPOBEICHO TIepeTnBa-
HUE SPUTPOLIUTAPHON MACChl, 00ETHEHHOMN JIEHKOLIMTaAMU
u tpombountamu (BMOJIT). C nositieHuemM yposHst Hb
110 97 /11 pebeHOK BBITTMCAH JOMOIA.

B Bo3pacTe 2 et 5 Mec mocTynuia Ha JiedeHUue B Kap-
MUOXUPYPTUUECKOE OTHENIEHUEe C IUarHO30M: JedeKT
MpeACepAHO-KETYI0UYKOBOM  TIEPETOPOAKHA,  HEMOJI-
Hag ¢dopma. JledeKT MexXIpeacepaHOl IIeperopoaKu
(AMIIIT) BropuuHblii. Jlerounast runepsonemusi. Heno-
crarouHocTh KpoBooOpaiieHust (HK) ITIA. TTposeneHa
orepanys — paauKaibHass KOpPEKIMs HEMOJTHOM (hOPMBI
ATPUOBEHTPUKYJISIpHOI (AB) KOMMyHUKAlMU B YCJIO-
BUSIX UCKYCCTBEHHOTO KpoBooOpaiiieHus. [Ipu BbImuUcKe
ypoBeHb Hb 132 r/n. Ilocne BbIMUCKKA peKOMEHIOBaH
MpUeM KartoTeHa, BEpPOIIMUpPOHa, acupuHa. B TeueHne
Mecsita ypoBeHb Hb coxpaHsiicst B HopMme.

B Bospactre 2 rtoma 7 Mec peOEHOK HaXOIWUJICS
Ha JIeYeHUHW B TIeAMATPUYECKOM OTAEJICHUM C THUarHO-
30M: aHEMMsI, TsOKeJIoM cTereHu. JIIMOmMmMo3 Kuied-
Huka. [lpu mocryruienun Hb 34 r/n. OOwmwmit Ouim-
pyoun 24 wmkmonb/n. IlpoBomunachk deppoTepanus.
ITpu BbIMCKE ypoBeHb Hb 73 1/71. AMOyIaTopHOE MpO-
noJokeHne dpepporepanui — 6e3 addexTa.

B cBs13u ¢ mporpeccupoBaHrEM aHEMHMYECKOTO CHH-
IpoMa M TIPUCOSIMHEHUEM PEeCITMPAaTOPHOTO CUHIPOMA
JIleBOUYKa HaIlpaBJieHa Ha JIeYeHUe B ITeIMaTPUIECKOe OTIe-
JIEHWe ¢ ITWarHO30M: TeMOJIUTUYECKasT aHeMUsI TSKETON
CTEeTeHM, cMelllaHHOW 3Thosiornu. JledekT npeacepaHo-
JKEJTyIOUKOBOW Teperopoaku, HernojHas dopma. JIMITIT
BTOpUYHBI. COCTOSTHUE TOC/Ie OTIEPATUBHOTO JICYEHUST —
panuKaabHasi KOppeKius HerojiHoi ¢hopmbl AB-koMMy-
HUKALIMKU B YCJIOBUSIX MCKYCCTBEHHOTO KPOBOOOPAIIIEHHSI.
ITneBMOHUST oOyaroBasi BHEOOJbLHMYHASI, OCTPOE Tede-
aue, [IH 0. IIpn mocryruieHnn — XayjoObl Ha BSUTOCTD,
BBIPaXKEHHYIO OJICMTHOCTh KOXM, CIU3MCTBIX O0OJIOUEK.
ITo pesynbraTam oOcienoBaHMS B O0IIEM aHATM3e KPOBU —
seiikouuTsl 5,7-10°/1, spurporutst 2,21-10'%/1, Hb 57 v/,
TpomOoLuThI 358-10°/11, mumboumter 51%, MoHOLMTEI 7%,
Heirpoduisl 40%, petukymouutsl 12%, COD 13 mm/4.
B wmmenorpamme — HemmddepeHIMpoBaHHBIE O1acT-
Hble KineTku 3,0%. OTtHouleHue neitko/sputpo = 1,48/1.
TTyHKTaT KOCTHOTO MO3Ta CpeIHEKIIETOUHBII, TTIOJTUMOPd-
HBIN. DPUTPOUAHBIN POCTOK pacCIIMpeH ¢ YMepEeHHBIMU
MpU3HAKAMK JIUCII033a. MerakapuOLUThI B JOCTATOYHOM
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KOJIM4YecTBe. B OMOXMMUYECKOM aHaIM3e KPOBU — allb-
oymunsl 41,8 r/n, obmmii 6enoxk 58,3 r/m1, rmokosa 5,15
MMOJIb/JI, o0ImMi OunupyouH 27,5 MKMOJb/J, TIPSIMOM
7,5 MKMOJIb/J1, alaHMHaMUHOTpaHchepasa (AnAT) 7 en/n,
acrmapratamuHoTpaHcdepasa (AcAT) 31 en/n, ramma-
rmotamuitpancnentunasza (ITTIT) 10 en/n, moueBuHa
3,9 MMonb/M, KpeaTWHWH 21 MKMOJB/N, Xeie3o 5,99
MkMoJib/J1, OKCC 49 mxmorb/i, ranroriodun 0,01 r/m,
nakrtataeruaporeHasza (JIA) 570 en/n, CPB 0,018 mr/mn,
(deppurnn 94,9 Hr/mn, Butamun B, 342,6 nir/mi, donme-
Basi kuciota 14,4 vr/mi, tpancdeppuH 2,49 r/in. Koaryino-
rpamma: (pudbpuHoreH 3,3 r/J1, MPOTPOMOMHOBBIN MHAECKC
(ITTK) 61,5%. Ananu3 Kalla Ha CKPHITYIO KPOBb OTpHUIIA-
TeNBbHBINA. Pe3yabTaThl YIBTPa3BYKOBOTO WCCIIETOBAHMS
(Y3W) renaroiveHanbHOI CUCTEMBI, TTOYEK 0€3 OCOOEH-
Hocreit. DPIIC, KOJOHOCKOMMSI: 04aroB KpOBOTEUEHMUSI
He BeIsIBIeHO. [IpoBeneHo nepenmBanne DMOJIT, HazHa-
yeHbl MajbTo(dep, doaueBast Kuciora. Beimucana c yimyd-
IIEHWEM, YMEHbIIEHHWEM aHEeMHUYECKOro CHUHIpoMa —
Hb 95 r/a. AmOynaTopHO TipogoiikeHa deppoTreparusi.
IMocne Bwimucku ypoBeHb Hb perucrpupoBasicss B mpe-
nenax 95—115 r/n.

B Bo3pacre 3 jieT 6 MeC BHOBb BbISIBJIEH aHEMUYECKUIA
CUHIPOM, TIOSIBUJICS CYXOM HENPOAYKTUBHBIM Kalllesb;
¢ TIOMO3peHWEM Ha KOKIIONI JEeBOYKA TOCTTUTATM3UPO-
BaHa B M3OJSLMOHHO-IMArHOCTUYECKOE OTAEJICHUE.
Ipu nocryruiennn spurtpouutsl 1,81-102/1, Hb 46 1/1.
IIposeneno nepenuBanne DMOJIT Ne2, Hb moBeIicmics
1o 91 r/n. Beinucana nomoii. Yepes mecsiiy — BHOBb TTPoO-
IPECCUPOBAaHME aHEMHUYECKOTO CHHIPOMA, JicUeHHe
B TMeIUaTPUIECKOM OTAEJICHUU C AUArHO30M: TeMOJUTHU-
yeckast aHemusi. B o011iemM aHanm3e KpoOBU — SPUTPOIIUTHI
2,3-10"?/n, Hb 58 r/n, perukymnouutsl 12%. B 6Guoxummye-
CKOM aHaJn3e KPOBU — YPOBEHb CHIBOPOTOUHOTO Kele3a
5 Mmxmonb/n, pepputnHa — 230 Hr/mi. [IpoBeneHo nede-
Hue — OMOJIT Ne2; ypoBeHb Hb moBbicuicst 1o 98 r/.

Brimucka n3 ucropuu 6ose3nu HanpasieHa B @T'BY
«HMHUL» um. Imutrpust Porauesa c 11eJib10 BO3MOXHOM
KOHCYJIbTAlIMM — TIPOBeIeHa KOHCYIbTAllds TeMaToJora.
BhicTaBieH nIMarHo3: HaCJEICTBEHHAs TeMOJUTHYE-
cKas aHeMUsl HeyTouHeHHas. HazHaueHo reHeTHdecKoe
uccienoBaHue mnyreMm cekBeHupoBaHus JIHK (manenb
«[emomuTYECKE aHEMHUU, SPUTPOITUTO3bI, TEMOXpOMa-
TO3bI»). PeKOMeHI0BaHO TTPOAOIKUTH aKTUBHOE HAOJTIO-
JIeHWe, BUTAMMHOTEPAIINIO, JKEeTYETOHHYIO Teparuio,
TpaHC(PY3MOHHYIO TEPAITHUIO TIO TTOKA3aHUSM.

B Boszpacre 3 net 10 mecsitieB 1eBOUKa BHOBL HarpaB-
JIeHa Ha CTallMOHAapHOE JieueHNe ¢ 0OOCTpeHUEeM aHeMM-
YeCKOro CHHIpOMa, CHIDKEHHMEM caTypallui KUCIopoaa
o 82%. Ilposomwiock niepeauBanre DMOJIT, BbIm-
caHa ¢ KIMHUYECKMM yiydmienuem, Sat O, 92%. Co cnos
MaMbl, B 3TO BpeMsT OTMEYAIOCh «KPSIXTSIIEE» TbIXaHUe».
Yepes Mecsll TOCTYNWIA B TeIUATPUIECKOE OTIACJICHUE
¢ kaji00aMM Ha OJIETHOCTb KOXKH, BhIPAXKEHHYIO C1a00CTh,
KpsIXTsiiee nbixanue. [1py ocMOTpe — KOXKHBIE TTIOKPOBBI,
CIM3KUCThIe 000s10uKK OJienHble, cepble. [lanblbl B hopme
«bapabaHHBIX TaJloyek», HOITU B (OpME <«JaCOBBIX

Caovikosa JI. 1. u coagm. VimyonaTndecKuii TeMOCUIEPO3 JIETOUHO TKAaHU

Pucynox. KomnbiorepHas tomorpamma Jerkux: auddysHoe
nopakeHne JIETKHX B BH/I€ MHOXKECTBA CJMBHBIX AIMHAPHBIX
0YaroB, YIJIOTHeHus HA )oHe BHIPAZKEHHOTO YILIOTHEHUS PeTH-
KYJISIDHOW TKAHW, aJIeHONATHS BHYTPUTPYIHBIX JuM(OY310B.
Figure. Computed tomogram of the lungs: a diffuse lung lesion
in the form of many confluent acinar foci of compaction with
the pronounced compaction of the reticular tissue, adenopathy
of the intrathoracic lymph nodes.

CTEeKOJI», MUKpPOITONIManeHusI. B Jerkux npixaHue ociab-
JIEHO, XpUMoB HeT. ToHBbI cepalia pUTMUYHBIE, TAXMKAPAKSI.
Kusor wmsrkmii, 6e300se3HeHHbIN. [leyeHb BbICTYIAeT
U3-10/1 Kpasi pedepHoii myru Ha 2—3 cM. CeJie3eHKa He yBe-
JmaeHa. Gu3noIornyecke OTIpaBIeHUs He HapyIIeHBI.

Ilo  nmaHHBIM  J1TaOOPATOPHBIX  MCCJENOBaHUI
MpU TIOCTYIJICHUW B OOIIeM aHalu3e KPOBU BHISIBIEHA
HOPMOXPOMHAsT aHEMHUSI TSKEIOM CTETICHW CMeEIIaHHOM
atuojiornu. KojanyecTBo 3puUTpOLMTOB B OOIEM aHa-
JIM3e KpoBu cocrasisiio 3,3:10'%/m, Hb 57 v/, petukyino-
muToB 8%. B KpoBU comepkaHue Xeje3a 3,3 MKMOJIb/J
(mpu HopmMme 12,5—32 MrMob/n), OKCC 66 MKMOJb/IT
(Hopma 44,8—76,1 MKMOJb/NT), YpPOBEeHb (eppUTHHA
303 mxr/n (mpu HopMe 7—140 MKr/n). B Ouoxumuueckom
aHaJIM3e KPOBU OTMeYaiach TMHITONTPOTEMHEMUST 10 56 T/
(Hopma 66—87 r/n), moseienue CPB no 2 mr/mt. Uccie-
JIOBaHME Ta30BOTO COCTaBa aprepuajibHOl KpoBu: pH
7,33, pCO, 33,7 MM pr.ct, pO, 71,5 MM pT.cT. OcTasbHbIE
rnokasarejan OMOXMMUYECKOTo aHaiu3a KpoBU (ModYe-
BUHA, KpEaTUHWH), aHAJIM3bl MOYM, Kajla — B TIpeaenax
Bo3pacTHoil HopMmbl. Ha 10-e cyTKrM OoT MOMeHTa TOCIM-
Taau3aluuu BbisiBeHO yBenndeHne COD go 30 Mm/4,
tpomOounToneHus: xo 100-10°/n. Tlpu mmmyHOIOrMYE-
CKOM 0OCJIeOBaHMM Ha MOMEHT IOCTYIUIEHUSI 3HAUM-
MbIX U3BMEHEHUIT He 0OHapyKeHO.

Tlo maHHBIM 3x0Kapavorpaduu: COCTOSIHUE TIOCIie
paavKaibHON KOPPEKIMU HernojHOi ¢opMbl AB-kKommy-
HUKauuy. HemoctaTouHOCTh MUTpajbHOrO KiamaHa I—
11 ctenenn. HemoctaTo4YHOCTD TPUKYCHIMAATBHOTO KITaraHa
I—II crenenn. Ha KT nerkux BeisiBiieHo nuddy3Hoe mmopa-
SKEHWe JIETKMX B BUIE MHOXKECTBA CIIMBHBIX allMHAPHBIX
0YaroB YIUTOTHEHUsI Ha (POHE BBIPAXKEHHOTO YIUTOTHEHUS
PETUKYJISIPHOM TKaHM, aleHOIaTHsl BHYTPUTPYIHBIX JTIAM-
¢oysnoB (cM. pucyHoK). [TpoBeaeHa GpOHXOCKOTHSI € TIPO-
BeIeHWEM JlaBaska MOKPOTBI, TTO JaHHBIM MUKPOCKOITHH,
B Makpodarax 00JIbII0e KOJTMIECTBO TeMOCUIEPUHA.
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BreicTaBiieH AMarHo3: UaAMONAaTUYECKUN TEMOCUAEPO3
JlerouHoit TkaHu. [IpoBeaeHa nmynbc-Tepanus NpeaHnu30-
JIOHOM C JaJIbHEUIIMM TMepeBoloM Tpernapara Ha mep-
opasibHBI TIpueM B pacuete 2 Mr/kr/cyT. Ha ¢oHe Tepa-
MUY OTMevyasioch ToBbIlieHue ypoBHs Hb mo 118 r/m,
HOpMasu3aiusl ypoBHs peTukynouutos. [lo cornacosa-
Huto ¢ corpynHukamu HMUILL um. Imutpus Porauesa
HazHayeHa MMMYHOCYIIPECCUBHAsI Tepamnusi (CaHAUM-
MyH) B 103¢ 5 MI/KI. OTHOBPEMEHHO HA4YaTO CHUXXEHUE
JI03bl TIPENHU30J0Ha C OTMEHOI Mpernapara B TeUeHUE
Mecsua. Ha 20-e cyTku oT Hayasna Tepanuu (CUCTEMHbIE
[JIIOKOKOPTUKOCTEPOUIBI — TyJIbC-TEpAMusl, 3aTeM Mep-
OpaJIbHBIN TMPUEM MPEeIHU30J0Ha, AaHTUOAKTEpUATbHAS
Tepanus, WH(pY3UOHHAsl Tepamnus, CUMIITOMaTUYecKas
Tepanus) JOCTUTHYTa CTAaOUINU3aLUsI COCTOSIHUSI — aHe-
MMUYECKUI CUHAPOM HE MPOrpecCUpyeT, AbIXaTeJbHBIX
HapyLIEHU HET, OTCYTCTBYIOT ayCKYJbTaTUBHbIE HU3Me-
HEHUs B JIETKUX. YJIy4UIWIUCh MOKa3aTelu B aHaIu3ax
KpoBu (JledkouuTsl 6,7-10°/1, ap. 4,6:10'2/1, Hb 117 r/7,
tpomGoumTel 301-10°/1, COD 10 MM/4), OMOXUMUIECKIX
roKasaTtesisix KpoBu (obmuii 6eiok 63 /1, C-peakTus-
HbI1 6emok 0,012 mr/mt). Ha 46-e cyTKu oT MOMEHTa roc-
NUTAIM3alMU PEOEHOK C YIyYllIEHUEM BBITUCAH TOMOMA.
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B cratbe onucaH KJIMHUYECKHIA CTydaii penko Berpevaromerocs cunapoma IlIsaxmana—/laiivonna. PaccMoTpeHbl 0CO0EHHOCTH KJIMHM-
YecKoii KapTHHBI 3200.1eBaHNS, 1A00PATOPHBIX METOIOB HeCIeA0BaHU. My ITHANCIMILTMHAPHBII OIX0], € LEIbI0 PAHHE# TUATHOCTHKH,
CBOEBPEMEHHOTO HAYAJIA KOMILIEKCHOTO JieUeHHs], BKIIOUAOMIEro Jieue0Hoe NMUTaHNe, Ha3HauYeHne ()ePMEHTHBIX MPENapaToB U IPaHyIIo-
LUTAPHOTO KOJIOHHECTHMY/IHPYIOLIEro (hakTopa, 1aeT BO3MOKHOCTD YIY4IIHTh KA4€CTBO JKI3HU U MPOTHO3 Y TAKUX MAIMEHTOB.

Karouesvie caosa: demu, cunopom lleaxmana—/laiimonoa, 3K30KpuHHAS HEOOCMAMOUHOCMb NOOXHCEAYOOUHOIL dicene3bl, 2eMamonoei-
yecKue HapyuieHus.
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This article describes a clinical case of a rare Schwachman—Diamond syndrome. It covers the features of the clinical picture of the
disease and the laboratory examinations. A multidisciplinary approach for the purpose of early diagnosis, timely initiation of complex
treatment, including nutritional therapy, prescription of enzyme preparations and granulocyte colony-stimulating factor, makes it
possible to improve the quality of life and prognosis in such patients.

Key words: children, Shwachman— Diamond syndrome, exocrine pancreatic insufficiency, hematological disorders.
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uHapom IlIBaxmana—/laiimonma  (Shwachman—

Bodian—Diamond Syndrome, SBDS, Shwach-
man—Diamond Syndrome, SDS) — penkoe 3aboJieBa-
HUE, HacjemnyeMoe 1O ayTOCOMHO-PEIeCCUBHOMY THITY,
XapaKTepu3ylollleecss BHENTHECEKPETOPHON  HemocTa-
TOYHOCTBIO TIOKENTYAOYHOM 3KeJIe3bl, W3MEHEHUSIMU
cKeJleTa M HeJOCTaTOUHOCTBIO KOCTHOTO MO3Ta C TTOBBI-
IIEHHBIM PUCKOM Pa3BUTHUSI MUETOAMCIUIA3UM U OCT-
poro MmesobnactHoro yeiiko3a [1]. Ilo mpenBapuTennb-
HBIM OIlEHKaM, 4acTOTa BO3HUKHOBEHMS 3a00JIeBaHUS
cocTaBisieT 1:76 ToIc. HaceneHus [2].

IMpuunHoit 3a00eBaHUS CIYKUT MyTalldsl TeHa
SBDS (Shwachman—Bodian—Diamond syndrome),
pacITOIOXKEHHOTO Ha IJIMHHOM ILIeYe XPOMOCOMBI 7,
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B pernone 7qll.21 [3]. Ten SBDS Ha3BaH B 4eCTh aMepU-
kaHckoro Bpaya H. Shwachman, 6putaHckoro ograib-
mosiora M. Bodian u amepukaHckoro nequatpa L. Dia-
mond, KoTopble COOOIIMIN O cuHApoMe B 1964 1. [4].
Opnnako C. Nezelof 1 M. Watchi [5] BriepBbie onucanu
3TOT CUHIPOM KaK «BPOKIEHHBIN JTUTTOMATO3 TTOIKETY-
JIOYHOI Xee3bl» B 1961 T. y IBYX HeTelt ¢ BHEITHeCeKpe-
TOPHOM HETOCTATOYHOCTHIO TOKETYIOUHOM KeTe3bl
U JeUKOIIEHUEH.

Ten SBDS xomupyer Oenok SBDS, kotopsiit
IIMPOKO  BKCIIpecCUupyeTrcss B  pasjUYHBIX  TKa-
Hsax [6]. bBerok HaxomuTcsa TPeMMYIIECTBEHHO

B SIIPBIIIKE M y4acTBYET B HOPMaJIbHOM (DYHKIIMOHMU-
pOBaHUM pUOOCOM, aMTUIM(PUKALINU LIEHTPOCOM U JIeki-
kemoreHe3e. B To ke Bpemsi ¢pyHkuumsi 6enka SBDS
u3ydyeHa HejgocTaTouHo. M3BeCTHO, YTO MpU CUHAPOME
IBaxmana—/laliMoHAa B MOMXKEIYIOYHON XKeje3e
MPOUCXOOUT XKUPOBasi 3aMeHa allMHApHBIX KIETOK,
YTO TIPUBOAUT K 3K30KPUHHOW HETOCTATOYHOCTH.
LutoneHusi oOyCAOBJIMBAET CTPECCOBBI TeMOMO033
B KOCTHOM MO3Te, YTO OOBSICHSIET MOBBIIIEHHBIN YPO-
BeHb remoryioouna F [7, §].

ITaumentsr ¢ cuaapomoMm llIBaxmana—/laiiMoHma
oOpaimialTcss K Bpayy IPEUMYIIECTBEHHO B CBSI3U
C BHEIIHECEKPETOPHOM HEIOCTAaTOYHOCTHbIO  TMOJ-
KEJYAOYHOW kejie3bl (cTeaTopes, MajlbadbCcopOIus,
Je(UIIUT XUPOPACTBOPUMBIX BUTAMMHOB) M TeMaTo-
JIOTUYECKUMH  aHOMaJIUsSIMW; APYrue TPOSIBICHUS
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BcTpevatotess peke. CUMNOTOMBI  HEIOCTaTOUYHOCTHU
MTOJIKETYAOUHOM XKeJIe3bl CTUXAIOT C BO3PACTOM y OO0JTb-
IIUHCTBA MAIMeHTOB.

JleikoneHWST MPUBOIUT K PEIUANBUPYIOIINM BUPYC-
HBIM U OaKTepualbHbIM MHMEKIUSIM (CUHYCUT, TTHEB-
MOHUSI, OCTeOMMENUT, cerncuc). M3-3a TpombouuTormne-
HUU MOXET TTOSIBUThCSI KPOBOTEUEHKE, MHOTAA OMacHoe
s xu3an. Kpome toro, v 80% manmeHToB Haboma-
€TCST MAKpO- WM HOPMOIIUTapHast aHEMUSI.

Enre omHUM npu3HakoM 3a00J1eBaHMS CTy>KaT aHOMa-
Jmu ckeseta. K HUM OTHOCSATCS HUBKHI pOCT, aHOMaJINU
TPYIHO KJIETKU, CMellleHre 3nudu3a Oe1peHHOI KOCTH,
nedopMaly MO3BOHOYHMKA U MaJIbIIEB.

Kmunnueckuii ciayyvaii. Jlesouka X., 11 Mec, BrepBbie
noctynwia B IPKDB r. Kazanu ¢ xxanobamu Ha ydailleHHbI i
(1o 3—4 pa3 B CyTKU), Pa3KKEHHbII CTYJI C XKUPHBIM OJie-
CKOM, TUTOXYIO TIpMOaBKy MaccChl TeJla, 3aIepKKy (pusmde-
cKoro pa3suTust. I3 anaMHe3a KU3HU U3BECTHO: PeOEHOK
ot 3-i1 6epeMeHHOCTH, poabl 1 Ha cpoke 40 Hen. bepemen-
HOCTb IpoTeKajia 6e3 ocodeHHocTeir. Macca mpu poxe-
Huu 2916 1, mHa 52 cM. B nepBeie nojiroaa npudasiisiia
o 500—600 1, 3atem o 100—200 . C aToro neproma Mmama
JIEBOUKM HavaJia ToI03peBaTh HaJu4Kre KaKoro-To 3a60-
JneBaHus. HepBHO-TICMXMUYECKOe pa3BUTHE TIPOTEKAIO
¢ OTCTaBaHUEM: CUIUT U mton3aet ¢ 10 Mec, xomut ¢ 1 roma
3 mec. [TpopesbiBaHue niepBoro 3yd6a — B 10 mec.

BriepBble oOpaTwiuch 3a MEAWUIIMHCKOW TTOMO-
b0 B Bo3pacTe 4 Mec ¢ XajobaMu Ha TIOBBIIIE-
HUEe TeMmIlepaTypbl Tela a0 (eOpUIbHOM, THOMWHBIE
BBICBITIAHUS TI0 BCEMY Teldy — TOCIHUTaIM3UpOoBaHa
B XUpYpTUYECKOe OTIeJIeHWe C JAUarHO30M: MHOXe-
CTBEHHBIN TIceBnodypyHKyae3. B xome obcnemoBaHus
obpamiaiy 1 BHUMaHUe U3MEHEHUs aHaJIu30B KPOBU:
aHeMUsl cpenHelt cterneHu (remoriodbuH 89 r/a, spu-
TpouuThl 3,13-10'2/11), HENTPOIEHUS TSIXKEIOM CTe-
neHu (abcoytoTHOE KonnuecTBo HelTpoduion 200 B 1
MKJI), TIOBBIIIEHUE YPOBHSI TpaHcamMuHa3 (B 3—4 pasa
OGoyibllle HOPMBI), HaJIW4YUe HEUTPaTbHOTO KUpa
B KomporpaMmme. [Tociie BRIMMCKY AeBOYKA HAXOAUIACh
MoJ OTWHAMWYECKUM HaOJoJeHUeM B MOJUKINHUKE
IO MECTY XHMTEIbCTBA, B aHAJIM3aX COXpaHsIach He-
TPOIIEHMST CpeHEl CTeTlIeH!, aHEeMUsI JIETKOM CTeTIeH!,
MTOBBIIIIEHUE YPOBHS TpaHCaMUHA3.

B Bo3pacte 8 Mec neBOYKa BHOBBL MOCTyNUJIa B CTa-
LIMOHApP IO MECTY JKHUTEJIbCTBA C ITMAarHO30M: TeraTUT
C BBICOKOW (DepMeHTaTUBHON aKTUBHOCTHIO. [lepBru-
Hblii uMMmyHonebuiut? HacnenctseHHoe 3aboseBa-
Hue ooMeHa? OcTpblii MPAaBOCTOPOHHUI CPETHUI OTHUT.
IManapuuwmit 1V nansua npasoit kuctu. HopmoxpomHast
aHeMWUsI JIETKOM cTeneHu. JAucTpodust Mo TUITy TUIOTPO-
¢um 1I-III crenenn. B kImHMYeCKOM aHaIM3e KpPOBU
ompelensiach TsKedas aOCOMIOTHAs  HEWTPOIIeHUS
(200 B 1 mki). B Omoxumuyeckom aHaiu3e BBISIBICHO
MOBBIIIEHUE YPOBHSI TpaHcamuHas 1o 250 en/n (HopMa
no 40 en/m). I1poBoaunack 1aboparopHasi IMarHOCTUKA
BUpPYCHBIX TernaTutoB A, B u C, Bupyca mpocToro rep-
neca l-ro, 2-ro TtunoB, DmmTeiiHa—bapp BupycHoI

KJINMHUYECKUE CJT1YHAU

U LHUTOMETAJIOBUPYCHON WHMEKIINIA, pe3yabTaT OTpH-
naredbHbIN. MccnemoBannem obpasiia KpOBU METOIOM
TaHIEMHOM Macc-CIEeKTPOMETPUN OBUTM  MCKITIOYEHBI
HacJle/ICTBEHHBIE 6oJie3HN oOMeHa BemlecTB. HasHaueHa
CUMTITOMaTHUecKast Teparust (MH(Y3WMOHHAs Teparusi,
reTraToNMpOTEKTOPHI, TIperaparthl kejie3a, aHTUOMOTUKO-
Tepanus), Ha (OHE KOTOpPOW COCTOSTHME CTaOWIU3M-
poBaJioch, HO JIabopaTOpHBIE TOKa3aTeJId OCTABAIUCH
3a TipeneiamMu HOpMBI. C 1Iebl0 YTOUHEHUs JMarHo3a
nauveHTka HarnpasieHa B JIPKb Kazann.

B Bospacte 11 Mec nmeBovyka BHepBbIe TOCTYIHWIA
B mneauarpudyeckoe otaenenue JPKDB, wnHaxommnach
C JMArHO30M: TEIMaTUT BBICOKOM CTENMEeHW aKTUBHOCTH,
HEYTOUHEHHOM 3THojoruu. HeiTporeHus: HeyTOUHEH-
Hasl TSDKEJoN cTerneHu (Hukandeckas?). AHEMUs JIeTKOM
cTerieHn. belkoBo-sHepreTrueckass HEITOCTaTOYHOCTh
Tskenoit creneHu. HacnencrBeHHast Gosie3Hb oOMeHa?
ITo pesyabraTaM 3a0YHOM KOHCYJIBTALIMU  BBITTUCKU
u3 ucropuu 6ose3nu pebeHka B PI'bY <HMUIL ATOU
um. Imutpusi PoraueBa» . MOCKBBI OBLIIO PEKOMEHI0-
BaHO UCKITIOYUTHL cuHIpoM [lIBaxmana—/laitMoHIa.

B Bospacte 1 roma 4 mec maluMeHTKa IOCTyMNuja
B JIPKbB nnst manbHeiimieit nuarHoctuku. [lpu mocrtymn-
JICHUUM COCTOSTHME OOJIbHOM CpelHel CTeTeHU TSKEeCTH.
ITonoxenne akTMBHOE. ANITIETUT coxpaHeH. Macca Tesa
7,3 xr (—2,46 o z-score), pocT 74 cM (—1,52 o z-score).
Koxxubie mokpoBbl OnenHbie. Chusucrasi o0oiouka
MOJIOCTA pTa po30Basi, YMcTas. B Jerkux mpIxaHue mya-
pwibHoe. ToHBI cepnua sICHble, PUTMHUYHBbIE. KMBOT
00BIYHON (hOPMBI, ClieTKa B3IAYT, MPU Maiblaiuu 6e300-
snie3HeHHbIl. [leyeHpb maabnupyercs Ha 1,5 cM HUKe Kpast
pebepHoli Iyru, TIJIOTHas, MpU Majblauuu 06e300/1e3-
HenHa. Ceje3eHKa He Tanbnupyetcs. Jlmype3 He Hapy-
meH. Ctyn 1o 3—4 pa3a B CyTKM OOWJIBHBIN, XUIKUM,
¢ XUpHBIM O1eckom (puc. 1).

Ilo nabGopaTopHbIM JaHHBIM, B OOIEM aHaau3e
KpoBu: jeikonuTsl 3,6:10°/1, Heittpoduisl 13%, abco-
JIIoTHOE KosuuecTBo 780 kieToK B 1 MKJ (HeTponeHust
CpemHeil CTereHn), HOPMOXPOMHAsT aHEMUST — IPUTPO-
unthl 3,25-102/1, remornmo6un 102 r/n. B 6uoxumuue-
CKOM aHajiM3e KPOBU BBICOKHME TOKa3aTeld ajaHWH-

Puc. 1. Ctyn naumeHTKu, 00bsACHEHHUS B TEKCTE.
Fig. 1. Patient's stools, explanations in the text.
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aMMHOBOH M acmapTaTaMUHOBOU TpaHcamuHa3 (AnAT/
AcAT) — 337/300 en/n (Hopma no 40 en/n), rurmoxoJe-
crepuHeMust 2,38 mmoab/n (Hopma 3,1—5,18 Mmoinb/m),
CHUXeHUe ypoBHs BuTamuHa D no 20,2 Hr/mi1. AHTUTEIa
K ayTOMMMYHHOMY TernaTtuTy He oOHapyxeHbl. [TyHK-
TaT KOCTHOTO MO3Ta TUIOKJIETOYHBIM, TOJTUMOPQHBIA.
MerakapyolMThl B YMEHBIIEHHOM KoindecTBe. UMmy-
HorpaMma (ryMopaJibHOE U KJIETOYHOE 3BeHO) B Ipejiesiax
Hopwmbl. [lpu onpeneneHUM ypoBHSI MaHKpeaTUYeCKOM
9Jjlacta3bl-1 B Kajie oOHapyXeHa Tsikesasi 9K30KpUHHast
HEIOCTaTOYHOCTh TIOKETYI0UHON Xesie3bl (YpOBEHb
23 Mkr/T ipu HopMme Gojee 200 mkr/T). st uckioue-
HUsI MYKOBMCILIMIIO3a TIPOBEACH TOTOBBIN TECT, pe3yiib-
Tar oTpulaTeabHbIi. Kpome Toro, nckitoyaauch Bocma-
JIUTENIbHBIE 3a00JieBaHUSI KHUILIEYHUKA, KaJbIPOTEKTUH
Kaja orpularelbHbiii. [lo gaHHBIM pPEHTreHOBCKOM
koMmmnbiotepHoit Tomorpacduu (PKT) opranos OproiirHoii
MOJIOCTH, UMEIOTCS TIPU3HAKU JIMTIOMATO3a MOIKETY104-
HOI1 xxene3bl (puc. 2).

Ha ocHOBaHUM COBOKYMHOCTM JaHHBIX: MaHUbe-
cranusi 3aboyieBaHUsSI B Bo3pacTe 4 MecC, HEUTPOIeHMUsI
TSIKEJION CTeTIeH!, aHeMUSI HOPMOXPOMHas JIETKOil cTe-
MeHU, J1abopaTOPHO MOATBEPXKIEHHAs TsXesas 3K30-
KpUHHasi HEAOCTATOYHOCTh IMOMKETYTOYHOM KeJe3bl,
0eJIKOBO-2HEpreTryecKasi HeIOCTaTOYHOCTb, aedu-
IIUT XUPOPACTBOPUMBIX BUTAMUHOB, CHHAPOM IIUTO-
Jiu3a, HOCOBbIE KPOBOTEUEHHUSI B aHaMHe3e (BO3MOXKHO,
3a cuer neduuuta BuTaMuHa K), mpusHaku aumnoma-
TO3a MOJIKENyI0YHOM Xenesbl, o naHHbiM PKT opra-
HOB OpIOITHOM TOJOCTU BBICTABJIEH TpeABapUTEIbHBIN
nuarHo3: cuHapom llBaxmana — laiimonma. benkoBo-
9HepreTryeckass HeJOCTaTOYHOCTb TSKEJIOM CTEIeHM,
CMelIaHHOW aThosioruu. JlJIsi yTOYHEeHMSI JuarHosa
B J1abopaTopuu MOJIEKYJISIPHOW OMOJIOTUYN TIPOBEACHO
MOJIEKYJISIDHO-TEHETUUECKOEe  HMCCJIeloBaHUE  TeHa
SBDS B numdonurax nepudepudyeckoii KpoBU METO-
JIOM TIpsIMOTO cekBeHupoBaHus o CeHrepy. BoisiBiIieHbI
nBe Mytauuu reHa SBDS: 1) myraumst c.183 184del-
TAinsCT B reTepOo3UTOTHOM COCTOSTHUU, TPUBOISIIAS
K BO3HUKHOBEHMIO TIPEXIEBPEMEHHOTO CTOI-KOAOHA

Puc. 2. PKT opranoB OpIOIIHOii MOJOCTH: BbISIBJICHbI PU3HAKH
JIMIIOMATO03a NMO/KETYI0YHO¥ KeJie3bl (YKa3aHO CTPeJIKOid).

Fig 2. X-ray computed tomography of abdominal organs: pan-
creatic lipomatosis indicated by an arrow).

Cabuposa JI.P. u coasm. Cunnpom LlIBaxmana—/laiiMoHa

p.Lys62Ter (p.K62*) (rs113993991); nmanHas 3ameHa
ornucaHa B HAyyHOW JuWTepaType KakK IaTOoTeHHas
npu cuHapome llIBaxmana—[aitmonna (HGMD:
CP035464); 2) wmyramus c.258+2T>C (rs113993993)
B T€TePO3UTOTHOM COCTOSIHWMM, TIPUBOJSIIAS K pa3py-
IIEHUIO IOHOPHOTO caiiTa CrulaliCuHTra; TaHHas 3aMeHa
onucaHa B HayyHolt sureparype (HGMD: CS030125)
KaKk TmaTtoreHHass Tnipu cunHapome IlIBaxmana—Jlaii-
MoHpaa. TakuM oOpaszom, amarHo3 cuHiapoma llIBax-
MaHa—/laliMOHIa MOATBEPXKAEH MOJICKYISIPHO-TeHETH -
YEeCKUM METOIOM.

PanukanbHOro JieyeHMSI TIALIMEHTOB C CHUHAPOMOM
IlIBaxmana—/laitMOHIa HE CYILIECTBYET, MTO3TOMY CJIeIyeT
MPOBOIUTH COOTBETCTBYIOIIYIO CUMITTOMATUYECKYIO Tepa-
nuto. 1151 OLIEHKU COCTOSIHMSI TIOXKEJTyTOYHON XKeJe3bl,
MeYyeHu, KOCTHOTO MO3Ta M CKeJleTa, a TAK:Ke JISUSHMSI TTPO-
SIBJICHUI PEKOMEHTYeTCSI ISUCTBUS MYJTBTUAMCIUTUIMHAD-
Hoit koMaHbl [9]. [loBbllIeHHas] aKTUBHOCTb MEUYEHOY-
HBIX TpaHCAMMHA3 U TreraToMeraJvsl MOTYT HaOJII0aThCsI
npu cuHapome llIBaxmana—/laiiMoHma, HO UMEIOT TEH-
JIEHIIMIO K HOpMaIU3aluuy K 5 rogam. Y TpeicTaBieHHOM
MalMeHTKU ObIIM JIETKKWE TeraToMeraavsi U TOBBIIIEHNUE
YPOBHSI TpaHCaMWHA3. XOTs 3TU HapylIeHUsI CO BpeMe-
HEM paspelialTcs, OHM MOTYT 3aTpyaHUTh IuddepeH-
uanbHyto quarHocTuky [10]. HefiTporieHust MOXeT ObITh
BaXHBIM KJTIOYOM K TTOCTAHOBKE JMarHo3a, OCOOEHHO
Korja JIpyrue OTJIMYUTENIbHbIe OCOOEHHOCTH 3a0oseBa-
Hus He BbIsiBNieHbI [10]. HefiTponieHust cayxut Hanbosee
YacThIM TeMaTOJIOTUYECKUM pPAaCCTPOMCTBOM, BCTpevaro-
muMces y 88—100% manmenTtoB [11]. B HacTositiee Bpemst
JIAAarHO3 CTaBUTCSI KJIMHWYECKM Ha OCHOBAHUMW JAHHBIX
00 DSK30KPMHHOW HEIOCTATOYHOCTU  TIOMKETyTOYHOMU
JKeJIe3bl M remMaTojiornyeckux HapymeHusix [11]. «3omo-
TBIM CTaHAAPTOM» ISl TIOATBEPXKIEHMS JMarHo3a CUH-
npoma IlIBaxmMaHa—J[laliMOHIA CIIY>)KUT TeHETHMYeCKOe
nccaenoBanue [12].

Hama manmeHTka Oblla  MPOKOHCYJIBTHPOBaHA
KOMaHON CIEeluaIucTOB W TIOJy4Yra KOMILJIEKCHOE
neyeHue. HaszHauyeHo crienmanu3npoBaHHOE JieueOHOe
MUTaHUE CMEChI0 Ha OCHOBE TMIPOJIM30BAHHOIO Oeyka
MOJIOYHOW CBIBOPOTKHM, HMEIOIIEe B KayecTBe KUPO-
BOTO KOMIIOHEHTa CpeaHeleNoYeyHble TPUTIULICPUIIbI,
YTO TO3BOJISIET YAYYIIATh YTUJIU3ALMIO K1Upa U CHU3UTH
03y TIperapaToB TMaHKpeaTuHa. 3amecTuTeSbHast ¢ep-
MEHTHas Teparnus rpernapaTaMy IaHKpeaTuHa MoKa3aHa
MoXu3HeHHO. Haubosee TmpeAnouYTUTENIbHBI MUKPO-
chepuueckre opmbl TIperapaToB ¢ pa3aIuYHON JIMTIA3-
Holt aktuBHOCTHIO [12]. [locie KOHCynbralmm racTpo-
BHTEPOJIOra Ha3HAUYeHbI IMaHKpeaTuyeckue (GepMeHTHI
(2000 ME/cyt no nunase Ha 1 Kr Macchl Teja B CYTKH).
Bce maumeHTBl ¢ TSOKENOW CTENeHbI HEUTPOTeHUU
HYXJIalOTCSI B NMPUMEHEHMU TMperapaToB KOJOHUECTH-
mynupytoiiero ¢akropa (G-CSF). B nHamem ciyuae
npenapaT MPUMEHSUICS U3 pacdyeTa 3 MKT/KT 110 UHIVUBU-
nyaJibHO# cxeMe. B cBsI3u ¢ marosiorueit meyeHu B BUIE
CUHIpOMa IIMTOJIM3a OblI Ha3HAUYEH TernaTorpoTEKTOp —
ypcoae30KcuxoeBasi KucjaoTra u3 pacuera 20 Mr/Kr/cyr.
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C 1enplo KOppeKIuu aeduiiTa BUTAMHHOB pPEKO-
MEHIOBAaHO TIpUMeHeHWe BUTamMuHa D B JT03UPOBKE
2000 ME/cyT 1 BuTaMuHOB A, E.

IMocne eyeHUst COCTOSTHUE TTALIMEHTKH YJTy4IIINIOCH,
YMEHBIINIOCh B3IyTHE XWBOTa, CTYJT 1—2 pasa B CyTKH,
b6osee opopMIIeH, JeBOUKa Havyajla IpruOaBiIsITh B Macce
Tena. B cranmmoHape mpoBeneHa KOPPEKLMST HYTPUTUB-
HOTO cTaTyca, moaodpaHa 103a (hepMeHTHBIX TTperapaToB
u ipeniapata [-KCO®. [TanueHTKa BBITTMCcaHa Ha amOyJa-
TOPHBIN 3Tam JiedeHUs MO AUCITaHCepHOe HabIoIeHe
reauaTpa, TeMarojiora M TacTPOIHTEPOJIora 1O MECTy
SKUTETbCTBA.
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JlauTebHOE HAOII0IeH)E MAIMEHTA C CHHIPOMHOI IHapeeid (TpUXorenaTo3HTepaibHbIM
CHHIPOMOM) C KPOHOTIOI00HbIM CHHIPOMOM

E.A. Kypmaesa, C.Al. Boseuna, H.A. Conosvesa, I'.A. Kynaxoea, B.B. boeoawbosa, X.2K. Hpeewosa

Pre0y BO «KasaHckuii rocyaapCTBEHHbI MeanUMHCKNIA yHuBepceuteT» Munagpasa Poccuu, KasaHb, Poccus

Long-term follow-up of a patient with syndromic diarrhea (tricho-hepato-enteral
syndrome) with Crohn's-like syndrome

E.A. Kurmaeva, S.Ya. Volgina, N.A. Solovyeva, G.A. Kulakova, V.V. Bogolyubova, H.Zh. Irgeshova

Kazan State Medical University, Kazan, Russia

Heas uccaenosanus. Omicanne UTMTEILHOTO HAOJIOIEHHsI 0OJBHOTO € PEJKO BCTPEYAIOIMMCS F€HETHYECKHM 3a00JeBaHHEM —
CHHIIPOMHO¥ Iuapeeii, WM TPUXOrenaTo3HTEPAIbHBIM CHHIAPOMOM.

Pesynbrarsl. Y pedeHKa ¢ MepBbIX MECSIIEB JKNU3HU ObLT BbISIBIEH CHHAPOM HEKypaOeabHOM IuapeH, KOTOPbIi NPHBE] K PA3BUTHIO
CHHIPOMA MAaJIbaOCOPOIMH, OTCTABAHMIO (DU3MYECKOTO W NCHXOMOTOPHOrO pa3putus. /lurenbHoe HAOJI0OJAEHHE BBISIBUIO MPO-
IPECCHPOBAHAE CHHIAPOMA MAJIbaOCOPOIMH, MeTA00IMYECKHE M SHIOKPHHHBIE HAPYINEHHS Ha (hOHE HApacTammx MopdoJora-
YeCKHX HM3MeHeHHil B KuineyHnke. JIMIIb reHeTHYeCKOe MCCIIeI0BaHNe, MPOBEIEHHOE Y OOJBHOTO M €ro POAMTEeil, MO3BOIMIO0
c(hopMy.IMpOBATH OKOHYATEIbHBII AUarHo3: «CHHAPOMHAS quapes (TPHXOrenaTo3HTEPAJIbHbI CHHAPOM, HYKICOTHIHBIA BADMAHT
£.31929071C>T B roM0o3uroTHOM COCTOSIHMH B reHe SK/V2L) ¢ KpOHONOJOOHBIM CHHAPOMOM» .

3akimoyenne. /[ MOCTAHOBKH JAHHOTO JMATHO3Aa BAXKHOE 3HAYEHHE MMEET COYeTaHHWe CHHIAPOMA HEeKypadesbHOi XPOHMYECKOil
JIMAPEH C JHIEBBIM TUCMOP(HU3MOM, AHOMATMAMH KOXKH H BOJIOC.

Karoueewte caosa: demu, duapes, cunopom marvabcopoyuu, 6onse3ns Kpona, auyesoii oucmop@usm, aHoMaruu Koxcu u 86040¢, mpuxo-
eenamosnmepanvrblii cunopom, een SKIV2L

Ansa untupoBaHus: Kypmaesa E.A., BonruHa C.5., ConoBbeBa H.A., Kynakosa I".A., boromo6osa B.B., Vprewwosa X.)K. nutensHoe Habo-
JeHve nauneHTa ¢ CUHAPOMHOU anapeei (TpuxorenartoaHTepPaabHbIM CUHAPOMOM) C KPOHOMOAOBHbLIM CUHAPOMOM. POC BECTH nepuHaTosn
v neanarp 2021; 66:(5): 227-232. DOI: 10.21508/1027-4065-2021-66-5-227-232

Objective. To describe a long-term follow-up of a patient with a rare genetic disease — syndromic diarrhea, or trichohepatoenteric syndrome.
Results. From the first months of life, the child was diagnosed with incurable diarrhea syndrome, which led to the development
of malabsorption syndrome, retardation of physical and psychomotor development. Long-term follow-up revealed the progression
of malabsorption syndrome, metabolic and endocrine disorders against the background of increasing morphological changes in the
intestine. Only a genetic study of the patient and his parents made it possible to formulate the final diagnosis: «Syndromic diarrhea
(trichohepatoenteric syndrome, nucleotide variant g.31929071C> T homozygous in the SKIV2L gene) with crown-like syndrome».
Conclusion. The combination of incurable chronic diarrhea syndrome with facial dysmorphism, skin and hair abnormalities is
important for this diagnosis.

Key words: children, diarrhea, malabsorption syndrome, Crohn’s disease, facial dysmorphism, skin and hair abnormalities, tricho-hepa-
to-enteral syndrome, gene SKIV2L.
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Bonruna Ceemiana SIkoBiaeBHa — A.M.H., npod. Kadeapbl TOCIUTAIBHONI Te-
pesi». B 2007 . A. Fabre u coaBrt. [3] mpeamnonoxuin,
auaTpun Kazanckoro TOCYIapCTBEHHOTO MEIUIITMHCKOTO YHUBCPCUTETA,

ORCID: 0000-0002-4147-2309 4YTO CHUHAPOMHAaA auapesa n TpHXOFeHaTO3HT€paJTBHBIﬁ
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Tpun KazaHckoro rocynapcTBEeHHOTO MEIUIIMHCKOTO YHUBEPCUTETA, CpopMa. B 2008 . K. Al Qoaer 1 COAaBT. [4] TIpeaCcTaBUIN
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neauaTpun KazaHckoro TOCyImapCTBEHHOTO MEIUIIMHCKOTO YHUBECPCUTETA,

ORCID: 0000-0003-1741-2629 PbBIX 0OJIBHBIX OBbUIM BBISBJIEHBI KOXHBIE TMSITHA «KOdﬁ)e
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KyabreTa KazaHcKOro rocy1apCTBEeHHOTO MEAMIIMHCKOTO YHUBEPCUTETA, [5] BeL10 YCTAHOBJIEHO, 4TO TPHUXOTEMAaTO3HTEPANb-

ORCID: 0000-0001-5219-5098 HBIA CUHIPOM — HAacJeoyeMoe IO ayTOCOMHO-pelec-
HUpremosa Xanuna XKymanazapoBHa — ctyaeHTKa VI Kypca neanaTpuyeckoro

CUBHOMY TUITy T€HETUYeCKoe 3abosieBaHue, CBSI3aHHOE
daxkynbrera KazaHCKOro rocyapcTBEHHOTO MEIUIIMHCKOTO YHUBEPCUTETA,
ORCID: 0000-0003-1791-3247 ¢ MyTauusamu B aByx reHax TTC37 (5q15) wiu SKIV2L
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CTBEHHOTO 3a 3K30COMOIIOCPEIOBaHHBIN KOHTPOJb
PHK Ski-koMrmiekca uenoBeka [6—8].

PacrnipoctpaHeHHOCTh 3a00JieBaHUST  TIPETOJIOXKM -
TeJbHO cocTapisieT 1:1 MJIH HOBopoXXaeHHbIX. K HacTosI-
IEMy BpEeMEHM CJyyau TPUXOTeNaTOdHTEPATbHOTO
cuHapoma omnucaHbl B EBpone (BenukoOpuranuwm,
®pannuu, Utanuu, [Monbeme, Poccun), Typuuu, Cesep-
Hoit Adpuke, CaynoBckoit ApaBuu, Uuaum [5, 9—12].
Knuanyecku cMHAPOM XapaKTepu3yeTcsl CIeIyIIIUMU
OCHOBHBIMUY cuMnTOMamu [12—14]:

— 3a7iepKKa BHYTPUYTPOOHOTO pa3BUTHS TUIO/A;

— HeKkypabenbHasi XpoHUYecKash auapesi, KoTopasi
HauYMHAETCS C TIEPBBIX MECSIIEB XKU3HU U BEET K TSKe-
JIOW rurnorpoduu;

— INLEBOM aucMopdu3M — BBICTYIAWOIIAN 100
U 1IeKH, IIMPOKOe OCHOBAHME HOca, IIMpOKas mepe-
HOCH1Ia, TUTIEPTEJIOPU3M IJ1a3, HU3KO MOCAXKEHHbBIE YIIIH,
0OJIBIIION POT;

— aHOMaJIUsl PoCTa BOJOC (BOJIOCHI MMEIOT «IIep-
CTUCTBI» BUI, CyXHe€ U JIOMKUE, CKJIOHHBI K OBICTPOMY
BBITIAZICHUIO;

— UIMMYHHBIE PacCcTpOiicTBa (CHIKEHUE TMPOMYKIIMU
MMMYHOTJIO0YJTMHOB);

— OTCTaBaHUe B (DU3NYECKOM U TICUXMYECKOM Pa3BUTHM;

— KOXXHBIe aHOMaJIUU (KCepo3, MATHA MO TUIY «Kode
C MOJIOKOM» Y aHTHOMBI).

Benymum cuHapomoM ciyxkaT HeKypaOelbHasl Xpo-
HUYecKass auapest, OTUCMOPOU3M JIMIla W aHOMaJUU
BOJIOC, KOTOPBIE BCTPEUAlOTCs Y Bcex mauueHToB. B 50%
CJIydJaeB y MallMeHTOB BBISIBISUTUCH HApyIIeHUST (hyHKITUN
MeYeHU, PEIKO — aHOMAJIMU TPOMOOIIMTOB M BPOXKICH-
HbIe TTOPOKU cepana. [1py 3HIOCKOMMYECKOM MCCIIen0-
BaHUU BEPXHUX OTIEJIOB XKeJIyTOUHO-KUIIEUHOTO TPAKTa
OOHAPYXMBAIOT W3MEHEHMS, XapaKTepHbIe ISl CHUH-

KJINMHUYECKUE CJT1YHAU

npoma Manbabcopouun [9]. Makpockonuyeckue Mpu-
3HaKM KoyiuTa Haboganuck B 73% ciydaes [15]. OueHpb
peaKo y 60JbHBIX BCTPEUaloTCs TTaxoBast TpbiKa, aTpohust
TUMYyca, TJTayKoMa, TUTTOTUPEO3, MOJUKHUCTO3 TTouek [16].
KpaiiHe penko, MO AaHHBIM JIUTEPATyphbl, OIMUCAHBI
OCJIOXKHEHMSI, HalToMUHaoomue 6oie3ub Kpona [12, 13].
IMpencraBieHHBI HaMU CIydail OTHOCUTCS HMMEHHO
K 2TOi1 hopme 3a00JIeBaHUS.

Kmannyeckwuii coryqaii. Maibuuk A., 12 niet, HaGonaeTcst
C POXIEHUs B IETCKOW MOJIMKIMHUKE. PeGeHOK OT mep-
BOIl OEpeMEHHOCTH, TMPOTEKABIIEH C TSKETBIM TeCTO30M
Ha 20-—22-i1 Hemensx. Pomel cpounble, Ha 41-i1 Henmere.
Macca nipu poxknerun 2600 T, mmHa Tena 50 cm.

HacnencrBeHHOCTh: 'y 0aOylIKyd 10 MaTEpUHCKOM
JIMHUM POJHAsl cecTpa ymepia B Bo3pacTe 2 MeC M3-3a
JUTUTETBHOTO XXUIKOTO CTYJIa; TIePBhIi pebeHOK 6a0yITKN
yMep B 3 Mec Takske 1o 3Toil mpuuuHe (puc. 1).

PonuTenu manpbumKa BriepBble OOpAaTHIINCH K Bpady
¢ XanobaMu Ha ydvallleHue cTyja 1o 15 pa3 B CyTKuU
U MoABbEM TeMIIepaTyphl Teja B Bo3pacTte 2 mec. Pebe-
HOK OBIJT TOCHUTAJIM3UPOBAH B JETCKYIO OOJIBHUILY.
JInarHo3 TpU TOCHUTATU3AIUU: TUCTPOGDUS IO TUITY
runotpoun I crenenu. Jucbakrepros KullleyHUKA,
BBI3BaHHBIN St. aureus, Klebsiella. TlpoBeneHo ede-
Hue: nuetorepanus (HAH — OGesnakTo3HbIii), aHTH-
OakTepHaibHasl Tepamnusi, TPOOUOTUKHU, (HEPMEHTHI,
cTa(pUIIOKOKKOBBII OakTepurodar, nHhy3MoHHas Tepa-
nusi. B cBs3u ¢ orcyrcTBUeM 3(ddexkTra OT JedeHus
MJIaJIeHEll TepeBefeH B MHQEKIMOHHYI OOJIbHUILY
C IMArHO30M: CENCHUC HEYCTAHOBJIEHHOW 3TUOJOTHH,
CEeTNTUKOMUEeMUsT (IHTEPOKOJUT), IKCUKO3. [lomyumn
Kypc aHTUOMOTUKOTEepanuu, UMMyHoriooynuH (Ig)
yenoBeka Noe 2 — 6e3 adpdexra. I[lepeBeneH B racTpo-
9HTEPOJIOTUYECKOE OT/EIeHNE.

O

Ymepuue

B paHHeM Bo3pacTte
oT Avapeu

Puc. 1. PopocioBHasi manueHTa A.
Fig. 1. Pedigree of patient A.
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Kypmaesa E.A. u coagm. 1nutenpHoe HabMIONEHNE MTAIIMEHTA C CHHAPOMHOU IMapeei (TPHXOrenaTodHTepATbHBIM CHHIPOMOM) ¢ KDOHOTIONOOHBIM CHHAPOMOM

CocTtosiHe TIpM TIOCTYIJIEHUM TSDKEJIoe 3a  CUeT
BBIPAKEHHOTO KMIIEYHOTO CUHApOMAa (KUAKUMA CTYI
1o 10—12 pa3 B cyTKH, TEMHO-3€JICHOTO 1IBeTa C OOJIBIINM
KOJIMYECTBOM CJIM3M), 9KCMKO3a, HapacTaHUs IedUInuTa
Macchl Tena (33%), anemudeckoro cuHmpoma. I[Ipose-
JIEHO JIeYeHNe: TTapeHTepaIbHOE MUTaHKe (BHYTPUBEHHOE
BBEJCHUE PACTBOPOB HEKCTPO3bl, 4% pacTBOpa Kajus
XJIOpU/Ia, M30TOHWYECKOTO pacTBOpa HATpUs XJIOpHWJAa,
JunodyHANHA, aMMHOBEHA) C TIePeX0JI0M Ha 3HTepasib-
HOe TIUTaHWe CTeIUaIN3UPOBAHHON CMEChIO ¢ BBICOKUM
TMIPOJIN30M ChIBOPOTOUHBIX GenkoB (Ppucornern), aHTH-
GakTepHabHasT Teparsi, TPOOMOTUKH, (EePMEHTBI, Tpe-
napatbl xesnesa. Ha ¢boHe jeyeHust cocTosiHue yaydliu-
Jtock. Beimucan ¢ maccoii tena 3690 1, ¢ nedpunmrom 31%.

B Bo3pacte 6 Mec peGeHOK BHOBB ITOCTYITHJ B AETCKYIO
OOJILHUILY B TSKEJIOM COCTOSTHUM (3KaJOOBI Ha KMIKWIA
CTYJI, TIOTEPIO MAcChl Tejia, TTOIbEMbI TEMIIEPATYPhI Tela
o cyodeOpuIbHOI) ¢ TMarHO30M: TUCTPO(MUS TIO TUITY
runiorpoun Il crenenu. [ucbakrepro3 KUIlIEUHUKA.
KannunosHusiit cromatut. OCTpblit OpOHXUOIUT. B cBsIi3n
¢ HeKypaOeJbHOM nuapeeii mepeBeleH B TaCTPOIHTEPO-
JloTHIeckoe oTneneHne. [IpoBemeHO 0OCTeIOBaHME:
IgA-TG2 (aHTUTENa K TKaHEBOW TpaHCIJIIOTAMUHAa3e
IgA) — 1 en/mn (Hopma <7 en/mj), aHTUTeNa K DHIO-
musuto — 1 en / M (Hopma <5 en/mi1), aHTUTeNa K jea-
MUIMPOBAaHbIM TMENTUIAM TJauaauHa — 5 en/mu (HopMa
He Oonee 45 en/mu). BuicTaBieH muarHo3: CHUHAPOM
Masibabcopoumu. Jductpodusi 1Mo TUIY TUIIOTpODUU
III crenenu. BropuyHast muokapnuonuctpodus. AHe-
MMSI CMEIIAaHHOM 3TUOJIOTHU, JIeTKO cteneHn. Kanmau-
JIO3HBI CTOMATHUT, XEUJIUT. DPO3UsI CIUZUCTON 000JIOUKI
ry0. Octpbiit OpoHxuonut. [TonyyeHHOe JieueHne: cMech
«Hytpamuren», «[IperectumMuii», HOY3MOHHAS TepaTTist
(rmoko3a 5%, pactBop Kanus xjaopuna 4%, N30TOHUYE-
CKWIf pacTBOp HATPUS XJIOPUAA, JTUMOMYHINH, aMUHO-
BEH), MPEAHNU30JI0H B 103¢ 20 MT BHYTPMBEHHO KareJIbHO
Neo7, antmubakTepuaibHasi Teparnusi, (hepMeHTHI, Tperna-
paThl kejie3a, MPOOWOTUKHU, WHTAISIIUN KOPOTKOAEH-
CTBYIOIINX [3,-aTOHMUCTOB, CUMIITOMATUYECKUE CPENCTBA.
Macca tena nipu Boinucke 4700 r — gedpurut 44% (macca
tena npu noctymieHun 3700 r — nepuunt 50%). B Teue-
HUe rnocieayimmux 3 Mec Ha (GoHe JIe4eOHOro TTUTaHMS
cMecbio «®pucorien» W BBEACHUS MPUKOPMa JIuapest
coxpaHsiach, TpubaBKa MacChl ObUTa He3HAYUTeIbHAs.

B 1,5 roma npu (puOGpOKOIOHOCKOIIMY BBISIBIIEH 3PO-
3UBHO-SI3BEHHBIN KOJUT C MHOXECTBEHHBIMU TTOJTH-
maMu. Pe3ynbTaThl THUCTOJIOTMYECKOTO HWCCASIOBAHUS
OuornTaTa: OYaroBBIif aKTUBHBIN KOJIMT, 9PO3UN U SI3BBI
TOJICTOM KUIIIKHW; BOCTAJIUTETbHBIE TOJUIBI TOJCTOMN
KWIIKW, TIpeNCTaBJIeHHbIE TPaHYISIIMOHHON TKaHbIO.
Bbimuican ¢ amarHo3oM: Hecnelu(@uIecKuili s3BeHHBIN
KOJIUT, BBICOKOU akTUBHOCTH. CHHIpPOM Mababcopo-
. 3agepxkka (U3NYECKOTO M MOTOPHOTO Pa3BUTHS.
Paxut, momoctpoe TeueHue. B JedeHue ObIT BKITIOYEH
cynbdacanasuH 250 mr/c.

Yepes 1 Mec Ha POHE OCTPOTO PECITMPATOPHOTO 3200~
JIEeBAaHUSI OTMEYaJloCh yXY/llleHWe cocTosiHusl. PebeHok

TOCTTUTAIU3UPOBAH B COMATHUECKOE OTAEJIEHNE TETCKOM
OoJIbHUIIBI. B ycloBuUsIX cTalimoHapa COCTOSTHUE OCTaBa-
JIOCh TSDKETBbIM, OTMEUAIUCh CHIDKEHUE IUype3a, OTed-
HBII cuapoM. B ananmsax kposu: seiikornuros 22-10°/n
(Hopma 9—10-10°/i1), COD 50 mM/4 (HopMma 4—8 MM/4),
aHemust (remornoouH 71 rv/n, Hopma 120—140 r/n),
tpomOounTonieHus: 61-10°/m  (mopma 150—300-10°/1).
TTonydeHo neyeHue: aHTMOAKTEpUaabHas Teparnusi, Gep-
MEHTBI, TIpeTapathl Xejie3a, TPOOUOTUKU, CUMITTOMATH -
yecKue cpenctna. B cBA3M ¢ TpOMOOLUTONEHUEN CYITb-
dacana3H ObUT OTMEHEH.

B Bospacte 2 ser 10 Mec oGcienoBaH B OTAEICHUU
ractpoaHTepojoruu ®TBHY «HayuHblil 1IeHTp 3m0pO-
Bbs neteit» (HL3J1) Mocksbl. [loctynun B otaeneHue
B TSDKEJIOM COCTOSTHUU ¢ nuapeeid, runnorpodueit 111 cre-
MeHU, aHeMUel, CaMOCTOSTEeIbHO He CTOsUI. PebeHKy
ObIT BBICTABJIEH AWarHo3: 6ose3Hb KpoHa; Ha3HaueHO
MmapeHTepaJibHOe TIMTaHUE, TiepesiuBaHue CBeXe3aMOo-
POXKEHHOM TuTasMbl No2, TIpeTHU30JOH C MeIJeHHBIM
CHUXXEHUEM J03bl B COYETAHUU C TIpernapataMu S-amu-
HOCAJTMLIMIIOBOM  KUCIIOTBI, OKTPEOTHI, (EepMeHTHI,
aHTHOAKTepHallbHas W TIPOTMBOTPUOKOBasi Teparusl.
Ha ¢oHe neyeHus ormevanach IOJOXUTENIbHAs JTUHA-
MuKa: iprbaska B Macce 500 r, CHUXKeHUe YacTOThI CTyJa
1o 3 pa3 B JeHb, peOeHOK Hayajl CaMOCTOSITEILHO CTOSITh
W IeJIaTh MTOTBITKU XOIUTh.

B Bo3pacte 3 yler mpu IUIAHOBOWM TOCTIUTAIM3AIIAN
IO MECTY XXMTEJIbCTBA MPOBeJAeHa KOJOHOCKOIMS, KOTO-
past BHISIBUJIa aTpO(PUUECKU WIIEHUT, 3PO3UBHBIN KOJIUT.
C wmenpio BepuPUKALIMKA THMArHO3a W OIpeAe/IeHUsT Jajlb-
Helileld TaKTUKW JIeueHUsI peOeHOK TOCITUTATU3MPOBaH
B otaeneHue racrpoanteposnorun HI3J. [Mpu moctym-
JIeHUHM (pU3UYEcKoe pa3BUTHE HU3KOe (IeUIIUT MacChl
Tena 51%, HU3KUI POCT), OTMEUYEHBI JINLIEBbIE AaHOMAJINK
(IIMPOKWIA TUTOCKUI HOC, TUTIEPTEIIOPU3M TJia3, BBICTY-
naroumii 100, OOMbIIME YIIU, MOJHbIE TyObl), Hapylle-
HHUE pOCTa BOJIOC (TOHKME BBIOIIMECS BOJIOCHI), Ha KOXe
CMUHBI TIITHA 11BeTa «Kode ¢ MojokoM». [1pu obcnenona-
HUU BBISIBJIEHO: TeMorsioouH 85 r/n (Hopma 120—140 r/x),
rematokput 28.7% (Hopma 39—49%), aHTUHYyKJeap-
Hele aHTuTena (AHA) 2,4 en/mi (B HOpMe OTCYTCTBYIOT),
I1gG 20 r/nm (Hopma mo 9,16 t/m), IgA 6,76 t/n (HopMa
1o 0,2—1,0 v/11), TUCTIPOTEMHEMUSI C TUTIOAIbBOYMUHEMUEH
1o 27 r/a (Hopma 35—52 1/11), heKaabHbIN KaJbIIPOTeKTUH
124 mxr/T (HopMa MeHee 80 MKT/T).

Ipn mnocnenytomeit rocnuTaau3aunu B 4 roda
BBISIBJICHBI YMepeHHbIe OehopMali HIDKHUX KOHeY-
HOCTel, remarocruieHoMeranusi. JlabopaTopHble WcCle-
JMIOBaHUST: aHEMUYECKUI cuHApoM (reMorioduH 88 r/i),
CPb 6 mr/n (Hopma 0—5 mr/m), COD 60 mm/4, Jeiko-
umro3 21,5-10°/m; IgG 20 r/n, IgA 9,75 1/, bexanbHbIIA
KaJIbIIPOTEKTUH 825 MKT/T, MOBBIIIEHWE YPOBHS Mapar-
ropMoHa Jo 73 nr/ma (HopMa 15—65 nir/mi), CHUKeHHe
00111eTO Kb 10 2 MMOJIb/J (HOopMa 2,2—2,7 MMOJIb/JT)
u ¢ochopa B kpoBu g0 1,1 mMmomnb/n (Hopma 1,45—
1,78 MMonb/n). Pe3ynbraThl UI€OKOJOHOCKOMUU: $SI3BbI
¥ adThl B TOJICTON KUIIKE, SI3BEHHBIN TPOKTOCUTMOWINT.
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BBuay HenmpepbIBHO-PEIMANBUPYIOIIETO TEUEHUSI, COXpa-
HSIIOIIECS BBICOKOI BOCTIAITEIEHON aKTUBHOCTH 3200~
JIeBaHMSI, OTPUIATETbHOM AWHAMUKU TIO pe3yIbTaTaM
KOJIOHOCKOTIMM Ha3HayeHa aHTUIIMTOKWHOBAS Teparust
xuMepHbIMU aHTUTeTaMu K DHO anbba (ambda-dakTop
HeKposa oryxojin): nHpaukenumad (Pemukeiin) B mose
50 mr (13 pacuera 5 mMr/Kr) To cxeme 0 , 2 1 6-51 HeAeH,
3areM | pa3 B 8 Henm. Ilpu BBITIMCKE OMArHO3 OCHOB-
Horo 3abojieBaHus: Ooyie3Hb KpoHa, TOTaJIbHBIN KOJIUT,
BbIcOKasi crerneHb aktuBHocTh PCDAI (nemmuarpuye-
CKMi1 MHIEKC akTuBHOCTU 60se3Hu Kpona) — 40 Ganos,
HeTpePBIBHO-PEIMANBUPYIOIIEe TeueHre, 000CTpeHNE.

Crenyloniasi rocnuTajmMsalivisi B Bo3pacte S5 JeT.
Macca npu noctyrienuu 11,5 xr, poct 89 cm (medunur
Maccel 50%, Hu3kumii poct). [IpoBeneHHOe oO6CIea0BA-
HUe: B KPOBU MOHU3MPOBAHHBIN Kajabumit 1,19 MMomb/n
(Hopma 1,1 MMoJb/nT), oOImIMiA Kanbluit 2,16 MMOJIb/J,
dochop 1,17 mmonb/n; maparropmon 80 mr/mi, remo-
robuH 88 r/xn, CPb 20 mr/n, COD 80 MM/4, nefikouu-
t03 17-10°/1; 1gG 19 r/x1, IgA 6,8 t/1, AHA 1,6 en/mn.
IMpn KoJOHOCKOTIMM OOHApPYKEH OYaroBBIA S3BEHHBIN
KOJIUT CJIETIOTO, BOCXOMSIIIET0, TTOTIEPEYHOr0, HUCXO/ISI-
IIETO ¥ CUTMOBUIHOTO OTIEJIOB TOJICTOM KUIITKU, XapaK-
TEPHBIX IS SHIOCKOIMUYECKON KapTUHBI OOJe3HH
Kpona B cramum wuHwisrpauuu. PentreHorpadus
HWDKHUX KOHEYHOCTEH BBISIBUJIA BaJIbIYCHYIO Aechopma-
LIMIO, pacIIupeHue 3MU(GU3APHBIX JMHUM TOJEHOCTOT-
HBIX CYCTaBOB;, YMEpPEHHOE IMOBBIIIEHNE MPO3PAuHOCTH
KOCTHBIX CTPYKTYp. KOHCYIBTHpOBaH CIEeMaTUCTAMM:
3aKJII0YeHUe opToreaa — AedopMali HUKHUX KOHEY-
HOCTEl; SHIOKPUHOJIOTAa — BTOPUYHBIA THUIIeprapa-
tipeo3. C y4eTOM HENpPepbIBHO PELMINBUPYIOIIETO
TE€YeHUsI, COXPAHSIOIIENCS BBICOKON BOCIATUTEIBHOMN
KJIMHUKO-JTA00paTOPHOU  aKTMBHOCTU  3a00JieBaHUS,
HU3KUX TMoKa3aTenell (pusmyeckoro pa3Butusi (puc. 2),
MporpeccupoBaHs aedopMalrii HUKHUX KOHEYHO-
CTell, CMHIpOMa MajbabCcopOLIMM peKOMEHIOBAHO TeHe-
TUYECKOE UCCTIeIOBAHUE.

B 6-metHem Bo3pacTe MalMeHT BHOBb TOCITHATAIM-
s3upoBaH. COCTOSTHME OCTaBajloCh TSKEJIbIM 3a CYET

KJINMHUYECKUE CJT1YHAU

KUIIEYHOTO CUHIPOMA, JMXOPAIKU, BSIEKTPOJIUTHBIX
W BOCTAJUTENbHBIX HapyiieHuii. [IpoBegeHa olleHKa
pe3yabTaTOB OMOIICMM TOHKOW KWIIKW (MHTEHCUBHAs
JmuMdonnTapHas WHOWILTPALNS CIU3UCTOM O0O0JIOUKHN
TOHKOM KWIIIKH, BBISIBICHBI MPW3HAKK ayTOMMMYHHOI
SHTEPOINATUN) U pElIeHO T00aBUTh B TEPAITUIO TIperapaT
nukiaocnopuHa — A (CanpummyH Heopan). Ha ¢one
Tepary OTMeYaach MOJIOKUTEIbHAs TMHAMUKA: YTyd-
IIeHWe CAaMOYYBCTBUSI M KUIIEUHOTO CHHApPOMA, 3JIEK-
TPOJIUTHBIX HAPYIIEHWIA.

B 6 nmer 9 Mec maHOBasl TOCTIMTAIU3ALIMS: COCTOSI-
HUe TsoKenoe, (PU3MYecKoe pa3BUTHE HU3KOe — aedu-
T Macchl 52%, poct 100 cM (MeHee 3-TO MepLEHTHIIS).
Ha xoXe crnuHBI, XUBOTa, HOI MHOXECTBEHHBIC TISITHA
1BeTa «Koe ¢ MojokoM». B obnactu Komumka Bu3ya-
JIU3UPYETCS DMUATETUATBHBIN KOMIMKOBBI xox. Cryn
4 pasa B CyTKH, XUAKUIA, C yMEPEHHON TTPUMECHIO KPOBH.
ITo maHHBIM 330(haroracTpoayONeHOCKOTMU OTMEYEHBI
atpodust BOPCUHYATOTO CJIOSI TOHKOW KUIIKH, IyoIe-
HUT, TaCTPUT. Pe3ynbraThl JJIECTHUYHON OUOTICUU, B3STOM
MPY KOJIOHOCKOTTUH: SI3BEHHBII WJIEUT, KOJIUT, CHTMOUINT,
MPOKTUT, COUHKTepUT. PeHTreHOrpadust KMCTeil BhISIBUIA
COOTBETCTBHME KOCTHOTO BO3pacTa KaJleHIapHOMY.

B Bospacte 7 ner 3 Mec ocyllecTBIeHa TUIaHOBast
TOCTTUTAIN3ALUS 1T OLEHKU 3(POEKTUBHOCTH aHTHU-
LIMTOKWHOBOM Teparmuy MOHOKJIOHAJIbHBIMU aHTUTEIaMU
yenoBeka K PHO anwda mpenaparoM amanmmymaba
(Xymupa). ITo utoram oOcnenoBaHusi 3aUKCUPOBAHO
pa3BUTHE PE3UCTEHTHOCTH K OWMOJIOTMYECKON Teparuu,
TaK KakK OBUIO BBISIBIIEHO oOocTpeHme Ooje3nm KpoHna
(magexkc PCDAI 60 6amnos). IlpoBeaeHa TITIOKOKOP-
TUKOCTEPOUIHAS Tepanus (MpeaHU30JI0H), TOCe YeTo
B KPOBM CHU3UJIOCHh COMEPKAHNE MapKepOB BOCTIATICHUS
1 06eJIKOBO-3JIEKTPOJUTHOTO neduiiuta. Beimucan B cTa-
OUJIBHOM COCTOSTHUM ¢ Maccoi Tena 14,2 kr (+2 kT, nedu-
mT Macchl 68%). B mampHeiiemM pebeHOK HaOIIOmAICs
Ha TeMaTPUIECKOM y4acTKe M0 MeCTy XXUTEJbCTBA, Te
BBITIOJTHSJTACh BCE PEKOMEHAAIMU TIO0 0OCIeIOBaHUIO
W JIEYEHUIO, TTEPUOINYECKU OCYIIECTBISIACh TOCTTATA-
JIN3ALIMS B CBSI3U C YXYAIIEHUEM COCTOSTHUSI.

Puc. 2. lnnamuka ¢pu3nyeckoro pa3BuTHs NaMeHTa A. ¢ poKIeHus 10 S JeT.
Fig. 2. Dynamics of physical development of patient A. from birth to 5 years.
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Kypmaesa E.A. u coagm. 1nutenpHoe HabMIONEHNE MTAIIMEHTA C CHHAPOMHOU IMapeei (TPHXOrenaTodHTepATbHBIM CHHIPOMOM) ¢ KDOHOTIONOOHBIM CHHAPOMOM

B 11 et pebenky B ®T'BHY HII3/1 npoBeaeHO MOJIEKY-
JIIPHO-TEHETUUYECKOE MCCIIeIOBAHNE METOJOM 3K30MHOTO
cekBeHUpoBaHusI; B reHe SKIV2L BbIsIBIEH HYKJICOTHUI-
HbIi BapraHT 2.31929071C>T B roMO3UTOTHOM COCTOSTHUH,
ACCOLMMPOBAHHBIN C TPUXOTEMATOIHTEPATbHBIM CHHIPO-
MoMm, turt 2 (OMIM 614602). Y ponuteneit mpodaHma 3TOT
BapMaHT OOHApYXEH B TeTePO3UTOTHOM COCTOSTHUM. Takum
o0pazoM, ObUT chopMYyIMPOBAH OKOHYATETbHBIN JTUATHO3:
CUHAPOMHas Tuapest (TPUXOreraTo3HTEPATBHBIN CHHAPOM,
Tt 2 (OMIM 614602) ¢ KpOHOTIOMOOHBIM CHHIPOMOM.
AHeMUsI XpOHMYECKMX 3a00JIeBaHWI, TSIKEION CTereHMU.
DIUTEIMaTbHO-KOIMIMKOBEIN Xom. CuHapoM Hemudde-
PEHLIMPOBAHHOW IUCIIA3UM  COSAVMHUTEIBHONM TKaHM.
Jedopmanisi HUXKHUX KOHEYHOCTEH: TUTOCKO-BaJIbIyc-
Hasl peopmatiust cTor, aehopMalist KOJEHHBIX CYCTaBOB
¢ JlaTeporo3uliieli HaJKOJIEHHUKOB. beakoBo-3HepreTu-
yeckasi HefoctarouHocTs 11 crenenn.

B nacrosiee BpeMst 00JbHOTO 0€CITOKOUT CHUKEHIE
anrmneTuTa, B3AyTUe XXUBOTa, yyallleHue cTyna a0 4—5 pasa
B CYTKHM, 3arpynHeHue Tmipu xonapbe. [lpm ocmotpe:
3alepKKa (U3MIECKOTO PAa3BUTHS; JIMIIEBbIE aHOMAJTUU
(IUPOKUI TUIOCKUI HOC, TUNEPTEJIOPU3M TJia3, TI0JI-
Hble TyObl, HEPOBHbII 3yOHOI psil), TOHKWE BbIOLIUECS
BOJIOCHI, KOPOTKASI IIest, 0OJIBIION BRICTYAIONINI XXIBOT,
KPYITHBIE KUCTU W CTOTTBI, BaJIbTyCHAs Te(opMarinst HUXK-
HUX KOHeuHocTell. Koxa cyxasg m cmyriasi, B o0iacTu
CIIMHBI, TPYIM, XUBOTA M HUKHUX KOHEYHOCTSIX MHOXKE-
CTBEHHBIE YYaCTKW TUMEPITUTMEHTALIMU TI0 TUITY TISITeH
«Koe ¢ MOJIOKOM».

00cyxaeHue u 3aknoyeHne

ﬂnapeﬁ B He)II/IanI/I‘-IeCKOﬁ MPaKTUKE BCTPEUYACTCA
yacto. B NpeacTaBICHHOM CJiy4dac y 0OJILHOTO C TIEPBbIX
HeJllelb XKU3HU HaOJo1anach Juapes, KoTopad HE Ioa-
JaBajlaCb TpaAWMIIMOHHBIM METOdaM TEparinun. Z[I/Ial"—
HOCTMYECKMI TIOMCK Ha HA4yaJbHOM 3Tare MO3BOJII
NCKIIIOYUTD I/IH(beKL[I/[OHHy}O 3TUOJIOTUIO 3a00JIeBaHUS.
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Pannsg nuarnoctuka mykonosmcaxapuao3sa III Tuna (cunapoma Canduiunmno)
B MIPAKTHKeE MeIUaTpa
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3PrAQY BO «Poccuiicknii HauMoHanbHbIN UCCenoBaTeNbCKuii MeaLMHCKUA yHBepcuTeT M. H.U. MNMuporoea» Munsapasa
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Early diagnosis of mucopolysaccharidosis type III (Sanfilippo syndrome) in the practice
of a pediatrician

S.Ya. Volgina', O.A. Spiridonova’, E.A. Kurmaeva', R.G. Gamirova?, S.1. Polyakova’

'Kazan State Medical University, Kazan, Russia;
?Kazan (Volga Region) Federal University, Kazan, Russia;
3Pirogov Russian National Research Medical University, Moscow, Russia

Myxkonommcaxapuno3 III Tuna (cunapom Candummnno) — imu3ocomMHasi 00Jie3Hb HAKOIUIEHHSI, KOTOPAsi HACJEAYeTCS MO0 ayTo-
COMHO-PELEeCCHBHOMY THIIY, XaPAKTEPH3YeTCs HAKOIJIEHHMEM renapaHcy/ib(ara B KIeTKaX OpraHu3Ma, 4To NMPUBOIMT K Pa3BUTHIO
MOJIMOPTraHHoi HemocTaToyHOCTH. BeTpevaercs ¢ yactoroii 1:70 Thic. HOBOPOXKIEHHbIX. Bbimensior 4 moaruna 3a6oJieBaHMs:
A, B, C, D. HauboJee paHHUMH CHMINTOMAMH 00JI€3HH CJIY?KAT KOTHUTHBHbIE M HEBPOJIOTHYECKHE paccTpoiicTBa. OTMeyaroTcs
3ajiepKKa (1oTepsi) pe4eBoro pa3BUTHs, PErpecc NPUOOPETEHHbIX HABBIKOB, THIIEPPEAKTHUBHOCTDb, AYTHCTHYECKHME YEPThI XapaKTepa,
YMCTBEHHAs] OTCTAJIOCTb, HAPYIIEHHE CHA, SMuJiencus; (opMHUpPYETCS arpeccMBHOE TMOBEIEHNHE, HAPYIIAETCS COCOOHOCTD K mepe-
NIBIZKEHHIO, MOSBJISETCS renaromMeraing. Bo3MoKHbI HApyIIeHUsl IPYTHX OPraHOB M CHCTEM — OPraHoB 3pPeHHs, KOCTHOI, JbIXa-
TeJIbHOM, cepaeyHo-cocymucToii cucrem, JIOP-opraHoB, Ha0M0Aa0TCA CTOMATOJIOTHYECKHE NPoOembl. KiMHNYecKn moaTumbl
mykonoJucaxapuno3a I1I npakTuyecku He pa3aMIuMBbl.

Bo3pacTt nocTaHOBKM MarHo3a B cpeaHeM cocTapiisieT 2—6 Jet. /InarHocTHyecKuii MOMCK BKJIIOYAET NMPOBeieHHEe KaueCTBEHHOro
M KOJHYECTBEHHOTO ONpeIeIeH!s NIMKO3aMUHOITMKAHOB B Moye. Clie/lyeT IOMHHMTD, YTO TPH JIETKMX BAPDUAHTAX Te€YeHUs 00JIe3HH
3TH NMOKAa3aTeJIM MOTYT ObITh B MpeesiaX HopMbl. B nabHeiieM He00X0MMO OLEHMTh AKTHBHOCTH COOTBETCTBYIOIINX (DEPMEHTOB
B JIEHKOIMTAX, MJIa3Me WIH CHIBOPOTKE KPOBH, B (hUOPOOIACTAX KOXKH. 3aTeM MPOBOIUTCS T€HETUYECKOE MCCJIeIOBAHME JIISI BbISIB-
JIEHUsS] MYTAllMM COOTBETCTBYIOMIEro AedeKkTHOro rena. JuddepeHuaibHyo TMarHOCTUKY CJieyeT MPOBOIUTH € APYTMMH BHIAMHU
MYKOMNOJIMCAXAPUI030B, MYKOJUIUI03aMH, TAHIINO3WI03aMH, MHOXKECTBEHHOIi Cy/Ib()aTa3HOil HENOCTATOYHOCTHIO, HEKOTOPHIMU
PEeBMATOUIHBIMH 3200/1€BAHUAMH.

Karoueewie caosa: demu, mykonoaucaxapudos 111 muna, cundpom Canguaunno, Kaunuueckue npoasieHus,, OuaeHOCMUKa.

Ans umtuposarus: BonrvHa C.5., CnupugoHosa O.A., Kypmaesa E.A., lamuposa P.T., [MonsikoBa C.U. PaHHsIS AnarHoCTviKa MyKoromcaxapm-
no3a lll Tuna (cuHapoma CaHguannno) B npaktuke neamarpa. Poc BectH nepuHarton v neauatp 2021; 66:(5): 233-239. DOI: 10.21508/1027-
4065-2021-66-5-233-239

Mucopolysaccharidosis (MPS) type 111 (Sanfilippo syndrome) is a lysosomal storage disease inherited in an autosomal recessive manner, it
is characterized by the accumulation of heparan sulfate in the cells of the body, which leads to the development of multiple organ failure. It
occurs with a frequency of 1: 70 thousand newborns. There are 4 subtypes of the disease: A, B, C, D. Cognitive and neurological disorders
are the earliest symptoms of the disease. Delay (loss) of speech development, regression of acquired skills, hyperreactivity, autistic char-
acter traits, mental retardation, sleep disturbance, epilepsy are noted; aggressive behavior is formed, the ability to move is impaired, hep-
atomegaly appears. There are observed the violations of other organs and systems — the organ of vision, bone, respiratory, cardiovascular
systems, ENT organs, dental problems. Clinically, the subtypes of mucopolysaccharidosis I1I are practically indistinguishable.

The average age at diagnosis is 2—6 years. Diagnostic search includes qualitative and quantitative determination of glycosaminogly-
cans in urine. It should be remembered that with mild variants of the disease, these indicators may be within the normal range. In the
future, it is necessary to assess the activity of the corresponding enzymes in leukocytes, plasma or serum, in skin fibroblasts. Genetic
testing is then performed to identify the mutation of the corresponding defective gene. Differential diagnosis should be carried out
with other types of mucopolysaccharidosis, mucolipidosis, gangliosidosis, multiple sulfatase deficiency, some rheumatoid diseases.

Key words: children, mucopolysaccharidosis type 111, Sanfilippo syndrome, clinical manifestations, diagnosis.

For citation: Volgina S.Ya., Spiridonova O.A., Kurmaeva E.A., Gamirova R.G., Polyakova S.I. Early diagnosis of mucopolysaccharidosis type
1ll (Sanfilippo syndrome) in the practice of a pediatrician. Ros Vestn Perinatol i Pediatr 2021; 66:(5): 233-239 (in Russ). DOI: 10.21508/1027—
4065-2021-66-5-233-239

ykononucaxapunaos 111 tuma, unu cunapom CaH-

dumumnmo (mo MKB-10 E 76.2), — 3aGonesa-
HUE, HacjielnyeMoe Mo ayTOCOMHO-PELIECCUBHOMY THUITY,
XapaKTepU3ylleecss CHUXKeHHOUM MPOIYKIIMEN WU TTOJI-
HBIM Je(ULMTOM JU30COMaTbHBIX (DEePMEHTOB, pac-
MIETUISIIONINX TJIMKO3aMUHOTIMKaHbI. BeiencrBue aToro
MPOUCXONUT HAKOIUIEHUE renapaHcyibdara B KIET-

Kax OpraHms3Ma, YToO TPUBOIUT K TIPOTPECCUPYIOIIEMY
MOpaXXeHWIO Pa3IMIHBIX OPTaHOB M CUCTEM M B UTOTE —
K TIOJIMOPTaHHOW HEZOCTAaTOYHOCTM W  CHIDKEHMIO
KOTHUTHUBHBIX CIIOCOOHOCTEN.

Omuaemuonorusi. Bce Mykomnonucaxapumaosbl sIBJISI-
IOTCSI TTAaHPACOBBIMU W MOTYT OBITh ITMAarHOCTMPOBAHbI
B JoOOM pernoHe mupa. Mykononaucaxapunos I11 Tuma
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Tabauya. Knaccudukanusa noarunos mykonoaucaxapuaosa I11 runa

Table. Classification of subtypes of mucopolysaccharidosis type I11

IoxTun ?{1;:15;/[ ﬁﬁi’:ﬁ;:r::: Ten Depment Kianyeckas kapTuHa
A 252900  17q25.3 SGSH ~ Temapan-N-cynpgparaza |/IPCYTM3M, IDYGHIC SETLI IULIA, ATPECCHBHOE
: MOBEICHME, 3aepXKKa PeUH, reraToMeraaus
N — Kapmauomeranust, rpyOble YepThI JIUIIA, TTPO-
B 252920 17q21.2 NAGLU rn101L<[03aMI/IHH asa rpeccUpyoIiast IeMEHIUs, CyI0POTrH, TIPO-
4 JOJDKATENbHOCTD ku3HU 20—30 et
e 3HauMTeIbHas BapraOeIbHOCTD MPOSIBICHUIMA
C 252930 8pl1.21 HGSNAT  aun-N-anetunTpaHc- 5 WG N OBl GETALE1EL, WAL L0 Bib T
: Berosn YeCKIe 0COOEHHOCTH, TUPCYTU3M, CILIEHO-
P MeTaus
D 252940 12q14.3 GNS N-anerwirioko3aMuH-  [YCThie BOJIOCHI, TOMYTHEHWE POTOBHUIIBI,

6-cynbdarasa

HOPMAaJIbHBIN POCT, TU3apTPHUsI

BCcTpevaeTcs ¢ yactoToil 1 Ha 70 ThIC. HOBOPOXKIEHHBIX
(010,17 10 2,35 Ha 100 ThIC. XXMBOPOXIEHUI B 3aBUCUMO-
CTH OT TIOATUTIA, TeorpachUIeCKUX PETUOHOB 1/ STHU-
YECKOTO MPOUCXOXKICHHUS ), B PABHOM CTETIECHU KaK CpeIn
MaJIbYMKOB, TaK U IeBoYeK. Tak, yacTora HamboJjee pac-
MpocTpaHeHHoTo ToaTuma A xonebiercs ot 0,00 go 1,62
Ha 100 ThIC. XXMBOPOXIEHUI. YCTaHOBJIEHO, YTO TIOA-
tunbl A 1 B Mmykononucaxapunosa 111 tuna nuarHoctu-
pyroTcst B Mupe vaie, yem noarunst Cu D [1].

Knaccndukamua. Mykononucaxapuno3 III moxer
OBbITH BBI3BAH NEe(PUIIMTOM OTHOTO W3 YeTBIpeX JIM30-
COMaJTbHBIX (DePMEHTOB U B COOTBETCTBUU C 3TUM TOJI-
paszensieTcsl Ha 4YeTbIpe KIWHWUYECKH HepasTuIMMBbIX
MOATHTIA, KOTOPBIE XapaKTepU3YIOTCS Pa3HBIMM OMOXU-
MHUuYeckuMHu aedektamu (cM. Taduuily). Kaxabiii u3 atux
(epMEeHTOB yd4acTBYyeT B pacCIlIeTUICHUU TelapaHCyb-
(aTta, B MX OTCYTCTBUE WIM MPU AeHUIIUTE MTPOUCXOAUT
HAKOTUICHWE TMPEACTaBIeHHOIO TJIUKO3aMUHOIJIMKaHA
B TKaHSIX 1 opraHax [2].

Ilarorene3s. B mocrmennue romel Oojiee MOmpOOHO
HayaJl M3y4yaTbCsl TMaTOreHe3 JAaHHOTO 3a00JieBaHMUSI.
HakonneHne TrMKO3aMUHOIJIMKAHOB B  JIN30COMaX,
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MPUBOJISIIEE K AUCHYHKIINY KIETOK U MaTOJIOTMHU OpTra-
HOB, CJTY>KHUT MEPBUYHBIM (DAKTOPOM pa3BUTHSI CUHIPOMA
Candwnuriro.

Crano usBecTHO, uTo co Il TpumecTpa aHTeHaTallb-
HOTO Tepuojila BO3HMKAET HAKOIJIEHUE TerapaHCyiib-
¢ara B Bakyossix au3ocom kierok LIHC, B pesynbrare
Yero TIPOMCXOIUT TIPOTPECCUpYIOlee YBEIWYEHUE MX
pa3MepoB M 00pa3oBaHME IUCTPO(PUPOBAHHBIX aKCO-
HOB C MCTOHYEHUEM MUEJMHOBOTO ciyiost. BcnencTtsue
9TOT0 HAYMHAETCS TIpOJaUdepanus MUKPOTITUATBHBIX
KJIETOK, KOTOpble aKTMBUPYIOT OKHUCIUTEIbHBIE IPO-
1eCChl M BBIPAOOTKY TMPOBOCIAIUTETBHBIX ITUTOKWHOB,
YTO yCyTyOJIsieT TTOBpEeXIeHNEe KJIETOK TOJIOBHOTO MO3Ta,
pa3pbIBalOTCS CHUHAITUYECKUE CBSI3M (KaK TTOKa3aHO
Ha MblmHON Moxenu) [3]. OmHaKo TOYHBIE MOJEKY-
JIIpHBIE W KJIETOYHBIE MEXaHU3MbI, TTOCPEACTBOM KOTO-
pBIX HapylleHHas Aerpagalysl U HaKOIJIEHUE TIMKO3-
AMWHOTJIMKAHOB TIPUBOAAT K JereHepaluyd HeUpOHOB,
10 KOHIIa He u3ydeHsl [4]. HakomnieHue rmmKo3aMUHO-
TJIMKAHOB U YJIBTPACTPYKTYpHbIE M3MEHEHMsT HaOfoaa-
JOTCS B COMaTUYECKUX OpraHax, B OOJbIIEH CTETIEeHN —
B reueHu [35].

Hapyirenne GyHKIIMM JTM30COM MPUBOIUT K HAKOTI-
JICHUIO BTOPUYHBIX MPOJIYKTOB OOMeHa (TaHTJIMO3WI0B
GM2, GM3, GD3 u a¢pupos xonecrepruna). Cuuraercs,
YTO yBeJWYeHNE KOJUYECTBA MPEeACTABICHHBIX JTUTHUI0B
B OTMpenesIeHHbIX 00JIaCTSIX TOJJOBHOTO MO3ra O0YCJIOB-
JIUBAaeT KIMHUYECKYID KapTUHY 3a00JieBaHUS: CHUXE-
HUE YyBCTBa CTpaxa M HapylleHHe TTaMsITh (Kopa roJioB-
HOTO MO3Ta, MUHIAJIEBUIHOE TEJI0), TUTIePPEakTUBHOCTh
(JrarepanibHOE SITPO TIEPEropoAKM MO3ra, OTBevarllee
3a JIOKOMOTOpPHBIE (DYHKIIMU, TajaMyC W TUIIOTaJIaMmyc,
00pabarbIBalOIIEe UMITYJIbChl KOPBI), HapyllIeHUEe LUp-
KaJIHOTO puTMa (TieperoHyaTast 061acts) [6].

IMepBruHOE W BTOPUYHOE HAKOIICHUS TPOMYKTOB
0o0MeHa TMPOUCXOIUT HE TOJIbKO B JIM30COMaX, HO 1 BHeE-
KJIETOYHO, YTO BIMSIET Ha (DYHKINIO U (PU3UOJIOTHIO KJle-
ToK [7, 8]. CunTaercs, 4TO Iporpeccupymoliiast Helipoaere-
Hepaiwus y neteit ¢ myKorosucaxapuao3om I tumna — ato
pe3yJIbTaT MaTOJOTMUECKOM PETYIISIIINA MHOTOYMCIIEHHBIX
KJIETOYHBIX TyTel, TPUBOALIINX K HeMpOBOCHAICHUIO,
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Boneuna C.A. u coasm. PanHsas nuarHoctuka Mykornosucaxapuao3sa 11 tuna (cunapoma CaHduinmmo) B IpakTuKe reamarpa

OKHUCJIUTEJIBHOMY ~ CTpecCy, HapylleHMIo ayTodaruu
n gedexTaM KJIeTouHoi curHaym3aunu [9, 10].

OOume KIMHAYECKHE TNposiBlieHns. B cBsI3u ¢ TeM,
YTO BCEe TOATUIBLI cuHApoMa CaHOWINIIIO BbI3BAaHbI
HapylIeHUsIMA B 00pa3oBaHUM (DEPMEHTOB, PACIIETUISIIO-
WX TermapaHCcyibgaT, UX KIMHUYeCcKass KapTUHa CXOoXKa.
CrenyeT Mom4epKHYTh, YTO OCHOBHBIMU M CaMBIMU paH-
HUMU CUMITTOMaMU O0JIe3HU CITy>KaT KOTHUTUBHBIEC M HEB-
pOJIOTMUYECKKE HapYIIeHUsT, a COMAaTUIECKUE TTPOSIBIICHUS
OTOIBUTAIOTCS Ha BTOpOU TiaH. LleHTpaabHas HepBHasI
cHcTeMa TIopaXkaeTcsl MPEUMYIIIECTBEHHO TIPU BCEX TTOM-
TUTax 3aboseBaHns. BMecTe ¢ TeM MHOTHME OTKIIOHEHUS
MOTYT OCTaBaThCsl HEAMATHOCTUPOBAHHBIMU BBUIY CJIOXK-
HOCTH OCMOTpa JIeTeii ¢ HapyIIeHUeM TTOBeIEHMSI.

BHemHuWii BUI MalMEeHTOB C MYKOITOJIMCAXapyuIo-
30M JIIOOOTO THUIMAa WMEET CXOMHBbIe TPU3HAKU, OXHAKO
npu cuHapome CaHOWIUIINIO OHU MOTYT OBITh MEHee
BhIpaXXeHHbIMU. [locTernmeHHO (OPMUPYIOTCST TpyObIe
yepThl Jnla. XapakKTepHbl gojmxouedanndeckas ¢gopma
yepera, BBICTYITAIONINE IMUPOKKE, TYCThIE, YaCTO CPOC-
muecst 6POBM, TeMHbIE, TYCThle PECHUIIBI, YTOIIIEHHAST
M 4aCTO BBIBEPHYTasl HIDKHSS TyOa W B3IEpHYTasT BBEPX
BEpXHSSI TyOa, MSICUCTBII KOHYMK HOCA, THUPCYTH3M,
CyXUe U XeCTKue BoJjiochl [11].

HepBuas cucrema. OCHOBHOE M TJIaBHOE TIPOSIBIIE-
HUe 3aboyieBaHUSI — TIOpakeHWe HEPBHOM CUCTEMBI.
VY nanmenToB ¢ moaruiiamu A u B Mykoronmcaxapugosa
III Tuma ¢ TeyeHneM BpeMeHM HaOJIOIAeTCs] YMEHbIIIe-
HUE Ceporo BelllecTBa, KOPPEJUPYIollee CO CHUKEHUEM
KOrHUTUBHOTO paszButusi [12]. CremyeT TMoguyepKHYTb,
YTO y pa3HBbIX TAIMEHTOB BO3MOXHAa BapuabeIbHOCThb
BBIPAXXEHHOCTH CUMNTOMOB. [ToaTomMy Ha TiepBoOit (hase
3a00JIeBaHMST YaCcTO OIIMOOYHO yCTaHABIMBAIOT B Kaye-
CTBE OCHOBHOTO JAMarHo3a 3aJepXKy HEepPBHO-TICHXU-
YeCKOT0 pPa3BUTHSI, CHUHIPOM JedWIIUTa BHUMAHUS
WJIM pacCTPOMCTBO ayTUCTUUYECKOTro criekrpa [13].

Boimensttoress Tpu as3wl TedeHuss cuHapoma CaH-
¢ununmo. IlepBas daza 0ObIYHO TIPUXOAUTCS HA paH-
HUI JOIIKOJBHBIN TIepUOoN, HavdalbHbIe KIWHUYECKUE
MpOSIBIICHUsI BO3HUKAIOT B Bo3pacte oT 1 mo 4 Jer,
HO TaK KaK OHH 4alile Bcero Hecreln(puuHbl, ycTAHOBUTH
IIMarHO3 Ha JaHHOM 3Tarie yaaeTcsl peako. OTMmeudaercs
OTCTaBaHWE B Pa3BUTUM WJIU TTOJTHAST OCTaHOBKA KOTHU-
TUBHBIX CITIOCOOHOCTEH; Hanboiee cepbe3HbIi MPU3HaK,
OeCIoKOsIIMI poauTeeil, — yXyAllleHUe peuu WU ee
JNe(ULINT, TUTIEPAaKTUBHOCTb. Y HEKOTOPHIX MaIlMEHTOB
JIMaTHOCTUPYIOT TYTOYXOCTh, C Y€M YacTO CBSI3BIBAIOT
MOSIBJICHME TaHHBIX CUMIITOMOB | 14].

Bropas ¢asza HaumHaetcs B 3—4 roma, XapaKTepu3y-
€TCS BBIPaKeHHBIMU HapYyLICHUSIMU TTOBEIECHMS, MOTOP-
HOI PaCTOPMOXKEHHOCTBIO, CHUKEHUEM WITA OTCYTCTBUEM
KOHIIEHTPALIMM BHUMaHUSI, UMITYJIbCUBHBIM TTOBEIEHUEM
(TOXOAUT O TaKOM CTETNEeHU, YTO PeOEHOK IMOTHOCTHIO
TepsieT YyBCTBO COOCTBEHHOI 0€30MacHOCTH), arpeccueit
B OTHOILIEHWHU JIIOJEH M KMUBOTHBIX, TPEBOXKHOCTBIO, TIPHU-
cTynmamMu cMmexa M Tutada. HekoTopble JeTh He CITIOCOOHBI
Hay4YMTHCS TTOJIb30BaThCSl TOPIIKOM, a Te, KTO Hay4HJICs

3TOMY paHee, TePSIOT JaHHbBIM HaBbIK. [Iporpeccupyroliee
YXYIIIIEHUE KOTHUTUBHBIX CIIOCOOHOCTE HabsogaeTcs
1o 3—4 jet, 3aTeM ITPOMCXOOUT PErpecc MPUOOPETEeHHBIX
HaBBIKOB. Beiten 3a moTepeit KOTHUTUBHBIX (DYHKIINIA ClTe-
JIyeT yTpata MOTOPHBIX HaBBIKOB. Bo BTOpoii (haze pas-
BUTHS 3a00JIeBaHKSI TOMUHUPYET HapylIeHUe CHa, KOTO-
poe Bctpewaercst y 96% manumeHToB. OHO TIPOSIBIISIETCS
B 3aTPyIHEHHOM 3aChIlIaHUM, PAaHHEM WJIM HOUYHOM TIPO-
OyXIEHWH, YMEHBIIEHUN TIPOIOIKUTETbHOCTY HOYHOTO
CHa, BO3MOXHO TOJIHOE HapylleHWe TUPKATHBIX PUTMOB
B BUJIe OTCYTCTBMSI CHA B HOYHOE BpeMsI W IJTUTETHLHOTO
JIHeBHOTO cHa. KpoMme Toro, Bo BpeMsI HOYHOTO CHa BO3-
MOXHO arpecCMBHOE MOBEIEHNE, TIPUCTYIIHI IJ1ada/cMexa,
JKe€BaHWE TOCTEJLHOTO Oenbs. YacThIM TMpOSIBIEHUEM
CHHIpPOMA CITyKaT ayTUCTUUECKHE YePThI XapaKTepa, CHU-
JKE€HUE COLMATbHBIX KOHTAKTOB CO CBEPCTHUKAMU U POITU-
TeJSIMM, OTCYTCTBME UyBCTBa cTpaxa [15—17].

Tpetbst paza 3a00sieBaHUsI HAUMHAETCS C yXYIIIEHUS
JBUTATEJIbHBIX (DYHKIIWIA: TTOSIBIISTIOTCSI HEYCTOMYMBOCTD
MpU XoabOe, JacThle MaAeHMs, HEJIOBKHME IBVKEHUS
PYK 1 HOT. B mocyiefcTBue Takue MaluyueHThl TOJTHOCTHIO
TEPSTIOT HaBBIKA XOIBOBI M CTAHOBATCS OOE3IBUKEH-
HBIMU BCJIEJICTBME TTOTEPH MBIIIEUHOM CUJIbI, CITACTHY-
HOCTM M mopaxeHusi cyctaBoB. Co BpeMeHeM HaOJIio-
JAeTCsl TIOTepsT TPUOOPETEHHBIX HABBIKOB, TOSIBIISTIOTCS
OynbOapHbIe HapyIIEHUSI, pa3BUBACTCS TSKEI0e caabo-
ymue. BmecTe ¢ TeM y HEKOTOPBIX MAIllMEHTOB MOXET
HaOJTI0IaThCsl JTUIITL YMEepEeHHAsT YMCTBEHHAsT OTCTAJIOCTh
Jaxke B KOHIIE TPEThEeTo AeCATIIeTHs Xu3Hu. Ha BTopoit
¥ TpeTbeil (pazax 3aboieBaHUs y MAIUEHTOB MOTYT BO3-
HUKaTb 3MUICTITUYECKHE MPUCTYTIHI [18].

Opransi 3penus. H. Beard u coast. (2020) [19] Briep-
BbI€ MPOJEMOHCTPUPOBAIN, YTO MU3MEHEHUST B CETUATKE
MPOUCXONSAT TapajuleJIbHO JIeTeHEepaTUBHOMY ITOpaxe-
HUIO TOJIOBHOTO MoO3ra. Y HEKOTOpbIX neTeil (hopMM-
PYIOTCSI TIpOTpEeCCUpYIOIasi PETUHOIATHSI, KHUCTO3HbBIE
W3MEHEHUsT MaKyJdbl U CJIOXHBIE 3JIEKTPOPETUHOIpa-
duyeckre HapylleHHs], COOTBETCTBYIOIIUE IMOCTPEIeT-
TopHOI nuchyHkuuu. Kak mpaBuiio, IeTH UMEIOT Mpo-
3payHyI0 POTOBUILY, HO Y HEKOTOPBIX MAIIMEHTOB MOXKET
OBITH ee Jlerkoe MoMyTHeHre. OTI0XeHNe TTMKO3aMUHO-
TJINKAHOB B CETYATKe TJla3 MOXET MPUBECTU K TOTepe
nepucepuitHOTO 3peHUsT U HUKTAJIOTNU, aTpOGhUM 3pH-
TEJILHOTO HEepBa, y MAllMeHTOB CTapIlero Bo3pacTa pas-
BUBAETCS MMTMEHTHLIN peTHHUT [20].

Koctnas cucrema. HapylieHuss KOCTHON CHUCTEMBI
npu cuHapoMe CaHGUINUNIO MeHee BBbIpaXeHBI, YeM
MpU APYTUX MYKOTOJMCAaXapuao3ax, U OOBIYHO TPOSB-
JITIOTCSL B cTapliieM Bo3pacTte. [TporcXomuT yToIIeHne
KOCTell cBoJa uepera, CHKeHUE TTHeBMAaTH3alluu TP~
JATOYHBIX Ma3yX HOca U sST9eeK COCIEBUAHOTO OTPOCTKA,
BCJIEJICTBYE UYEro BO3HMKAIOT 4YacThle MHMEKIUU (OTUT
u MactTouamr) [21].

OTMeyvaroTcsl He3HaYWTeIbHble W3MEHEHMST Tasa
B BUIe AedopMaliuy BepTIYKHBIX BIAAWH, HEIOpPa3BU-
THSI TOJIOBOK O€JIPEeHHBIX KOCTei (3TO MPUBOAUT K AUC-
TJ1a3U1 Ta300ePEHHOTO CyCcTaBa), YMEHBIIIEHUS BBICOTHI
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KPBUIbEB TMOAB3MOIIHBIX KocTeil. [1o3ke MOryT BO3HMK-
HYTh CKOJINO3, KU(}O3, MOICHUIHBINA JOpAo3, aehop-
Malusl CTOM, CHUXXKEeHHUE IJIMHBI Teda (BCJIeACTBUE paH-
Helt ocTaHOBKM pocTa) B 9—10 eT, KOHTpaKTyphl (4aiie
B JIOKTEBBIX CyCTaBax), CUHAPOM 3aMsICTHOro KaHaua [22].
VY nereii ¢ TSKeNbIM (PeHOTUIIOM B psifie ciiydyaeB (popMu-
pyeTcsT OCTEOHEKpPO3 TOJIOBKM OenpeHHON Koctu [23].
BaxkHO MTOTYepKHYTh, YTO MAIIMEHTHI, MMEIOIINE OTpaHM -
YeHHWe IBUTATEIbHOUM aKTUBHOCTH, TTOABEPKEHBI OoJice
BBICOKOMY PHCKY Pa3BUTHSI OCTEOTOpO3a U TiepejoMaM
KOCTel, OCOOCHHO TIpU HaJWuuu AeduiiuTa/HeaocTa-
TouHOCTU BuTamuHa D [24].

Cromarosiornyeckue mnpoosembl. Yacto ymyckae-
MBIMU CUMTITOMaMU M3-3a TIPOGJIeM B TTOBEJACHUN CTaHO-
BSITCSI CJIydaifHble CTOMATOJIOTMYECKHE HAXOAKH, TaKue
KaK OOJUTepUpOBAHHBIE KaMepbl IMYyJIbITbI U1 KOPHEBBIE
KaHaJIbl, TUIIOTUIA3MS IeHTHHa [25, 26].

JpixatenbHas cucrema u JIOP-opransl. Y neteii ¢ cuH-
npoMoM CaH(MWIMIIIO OTMEYaIOTCs YacThle 000CTPEeHUS
XpOHUYECKUX 3abosieBaHUIT Hoca (PUHUT, pUHOpEs),
masyx, yieit. Hepenko ObIBalOT yBeIMUEeHBl MUHIATUHBI
U aleHOWJIbI, UTO CITOCOOCTBYET OJIOKUPOBKE JbIXaTe/b-
HbIX myTeid. JIJIst malimeHTOB paHHeTo Bo3pacTa HauboJiee
XapaKTepHbl pecrpaTOpHble HapyIIeHUs, CBSI3aHHBIE
¢ OOCTpYKIIMEN MbIXaTeTbHBIX TyTeil. Bo3MOXHBI TIpu-
CTYIBI alTHO3 BO BpeMsi HOUHOTo cHa [27]. XapakTepHo
CHIDKEHUE ciIyXa, OOBIYHO pPa3BMBAETCS KOHIYKTHUBHASI
Tyroyxoctb. HeiipoceHCOpHbBIII KOMITOHEHT pa3BUBAETCS
10 Mepe TIporpeccupoBaHust 3a0oaeBaHus [28].

CepneuHo-cocymiucras cucteMa. [lopaxkeHue cepaua
BCTpevaeTcsl pexke M IpoTeKaeT Jierde, YyeM TpU JPYrux
TUMAax MyKoToincaxapuno3oB. KiamaHHbie TOpoKu cepatia
(aHOMAJTMKM MUTPAJILHOTO 1 a0PTAJTLHOTO KJIATIAHOB, BKITIO-
yasi CTeHO3bI) YyCyryossitorcsi ¢ Bo3pactoM. [lo maHHBIM
seKTpoKapauorpaduu okoyso 15% mnailyeHToB MMEIOT
nedeKThI ITPOBOISIIIEH ccTeMbl cepaia [29—31].

Opranpl mumesapenus. Y 50% mnanueHToOB HaOITiO-
JlaeTcsl rermaToMeraavsi, B TO BpeMsl Kak CIJIEeHOMera-
JIUSI BO3HUKaeT KpaiiHe penko. OTMeuarTcsl MmaxoBble
U TIYIIOYHBIE TPbDKM. B paHHeM Bo3pacTe BO3MOXKHA
BBIpaKeHHas PeLUANBUPYIOLIAs TUapest, B CTapIieM BO3-
pacTte xapakTepHbI 3arnopsl [32].

®uznyeckoe pasputHe. PocT, Macca M OKpPYKHOCTb
TOJIOBBI TIPU POXACHUM JAeTell ¢ MyKOIMoJiucaxapuiao-
3om Il Tnma HaxomsTCsl B Tipenenax U3MOJIOTNYECKOM
HopMmbl. MccrenoBaHus ToKa3aiu, 4TO JAETH XKEHCKOTO
U MY>KCKOTO TI0J1a ObLTM 3HAYMTEILHO BBIIIE CBOUX 3710-
POBBIX CBEPCTHMKOB JIO0 2-JIETHETO BO3pacTa, a poOCT
MaJIbYMKOB TIpeobangand u B Bo3pacte 4 jeT. CKOpocTh
pocra 3aMmenysiach rnociie 4,5 roga y IeBoyek M Tocie
5 JeT y MaJIbuMKOB M B Bo3pacTe 17,5 roma mauMeHTbI
0Ka3aJuch 3HAYUTEJIbHO HUWXKe TPYIIBl CpaBHEHUS.
OKpYXHOCTb TOJIOBbI ObL1a OoJibllle Y OOJIbHBIX NeTel
B Te€UEHME TIEPBBIX 2 JIET XKU3HU, OCTaBasCh YBETNICHHOM
1o Tiepuoaa pusndeckoii 3penoctu [33, 34].

DHIOKpUHHAA cucTteMa. Bo3MoXHO TipexneBpe-
MEHHOE TO0JIOBOE pa3BUTHE Y MaJIbUMKOB, HO Yallle OHO

B MOMOLLIb TPAKTUHYECKOMY BPAYY

HacTymaeT B Te JXe BpeMeHHBIe TIEPUOIbI, YTO U Y 310PO-
BBIX meteit [11].

Knuanyeckne  0COOEHHOCTH  MYKONOJMCAXapua03a
IITA Tama. K OCHOBHBIM TIPOSIBIIEHUSIM 3a00JieBaHUS
OTHOCSITCSI TUTIEPaKTUBHOCTh (HAOIIOMAeTCsI B CpeIHEM
B Bo3pacte 3—4 roma), moTeps peuu (B 5—6 JeT) u cro-
cobHocTH K nepeasuxkenuto (B 10—11 net). Kpome Toro,
OTMEYAroTCs 3ajiepkka pedeBoro passutus (93%), Tpy-
6b1e yepThl Tuna (92%), anomanbHoe noeneHue (75%),
rematoMeranust (51%), paccTpoiicTBa ayTHCTUYECKOTO
criektpa (29%) wn snunencust (17%). JlaHHBIM TTOITHUIT
MpeACTaBiseT coboi Hanboee arpeCCUBHYIO U 3JT0Kave-
CTBEHHYIO (hOpMY, TIPU KOTOPOM TAIMEHTHI JOXKUBAIOT
B cpenHeM 1o 15—18 mer [35].

YcTaHOBJIEHBI TEHOTUT-(DEHOTUTTMIECKHUE KOpPpEIs-
uu ripu mykomnonucaxapunose I11A tuna. UccnenoBanue
BKJTIOUAJIO OIIEHKY KIIMHUYECKUX JAHHBIX U Pe3YJIBTATHI
MOJIEKYJISIpHBIX JepekToB y 110 mauueHToB, BBISIBIEHHBIX
B Hupepmannax. [TepBeIMU KIMHUYECKUMU TIPU3HAKAMU
ObITM 3afepkKKa PeueBOTO Pa3BUTHS U TOBEACHUYECKHE
MpoOIeMBI, KOTOPbIE OTMEYAINCh B Bo3pacTe OT 1 10 6 JieT.
Jlpyrue CUMNTOMBI BKITIOYAJIM HapylIeHUs CHa U Clyxa,
peLIMIVBUPYIONINE WHMEKINN BEPXHUX IbIXaTeTbHBIX
MyTel, Ouapero W 3Mujiencuio. BhIsIBIeHO, 4TO YacThle
maroreHHble MyTtammu  p.R245H, p.Q380R, p.S66W
u ¢.1080delC OblM CBSI3aHBI C KJIACCUUECKUM TSIKEJIBIM
(eHOTUIIOM. VY TMALIMEHTOB, T€TEPO3UTOTHBIX TIO MyTa-
mun p.S298P, B coueTaHnMn ¢ MyTalMeld, acCOLMUPOBaH-
HOW ¢ KJTAaCCUYECKUM TSKETbIM (DeHOTUTIOM, TOCTOBEPHO
yalie U Mpoao/DKUTETbHEee COXPAHSITACH TICUXOMOTOPHBIE
GyHKIMM 1 ObUTa GOJIbIIE TTPOAOIKUTEIBHOCTD JKU3HMU.
Y 2 mnamumeHToB, rOMO3WUTOTHBIX MO MyTauuu p.S298P,
1y 4, TeTepO3UTOTHBIX MO 3 MUCCEHC-BapruaHTaM, O KOTO-
pbIX paHee He coobianoch (p. T421R, p.P180L u p.L12Q),
oTMevaicst ocyabieHHbIi penorun [36].

Kaunuueckue — ocobenHocmu — MyKoOnoaucaxapuoosa
IIIB muna. Hanbojee yacTo BCTpedalolIdecss XapaKTe-
PUCTUKU Y 3TUX MAIIUEHTOB aHAJIOTUIHBI XapaKTePUCTH -
KaM 0oJIbHBIX MyKomnojincaxapuao3oM [1TA tuna: rpyobie
yepthl nna (94%), 3agep:kka pedeBoro pa3Butus (88%),
aHOMaJIbHOE TOBeJeHNEe/TUTIEpaKTUBHOCTD (69%), remna-
Tomeranus (56%), paccTpoOCTBO ayTMCTHUECKOTO CITeK-
tpa (19%) n smunencus (13%). CpenHsiss TTPOIOIIKH-
TeJIbHOCTD XKu3Hu 17—19 jet [37].

Kaunuueckue — ocobenHocmu — MyKOnoaucaxapuoosa
I1IC muna. TlepBble KIMHUYECKUE MPU3HAKU U CHUM-
MTOMBI Y OOJIbHBIX TIOSIBIISTIOTCSI B CpeIHEM B BO3pacTe
3,5 roga. OHM BKJTIOYAIOT 3aJepXKy pedeBoro (92%)
1 MoTopHoro passutusi (83%), MoBedecHYECKHE IPO-
osembl (83%), Hapyiuenvie peur (75%) v caa (50%), nna-
peto (58%), cHkeHMe TOABMKHOCTU cycTaBoB (17%).
IMaumeHTts! XuBYyT 10 19—34 1eT 1 UMeroT Gosiee MsITKOe
TedyeHue 3a0oeBaHud [38].

Kaunuueckue ocobenHHocmu — MYKONOAUCAXAPUAO3a
IIID muna. JlanHblfi monTun 3aboJieBaHUs BCTpeda-
eTcs pexe BCero, MpoTeKaeT aHaJOTMYHO MYKOITOJIM-
caxapunosy II1C [32].
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Boneuna C.A. u coasm. PanHsas nuarHoctuka Mykornosucaxapuao3sa 11 tuna (cunapoma CaHduinmmo) B IpakTuKe reamarpa

I'eneTnueckoe KoHCYJasTHpOBaHME. MyKomoyicaxapu-
no3 11l Tuna Haciemyercst Mo ayTOCOMHO-PELIECCUBHOMY
turry. Kaxnenii cubc marmeHTa uMeeT 25% 1IaHc OBITH
rnmopaxeHHbIM, 50% 1aHc ObITh 66CCUMITTOMHBIM HOCH-
TesleM MyTtaruu u 25% mmaHc ObITh 3M0poBBIM. [loce
YCTaHOBJICHMSI TTATOTEHHOW MyTalluu y OOJBHOTO 4YjieHa
ceMbH, cTpajaatoiiero Mykonojucaxapugoszom III tuma,
BO3MOKHbBI TECTMPOBAaHUE Ha HOCUTEJBCTBO POJCTBEH-
HUKOB, MPEeIUMITJIAHTAllMOHHOE TEHETUYEeCKOe TECTUPO-
BaHME U MpeHaTajibHas fuarHoctuka [11].

IIpenaTanbHass auMarHocTMKa. TecTUpoOBaHMWE TPO-
Boautcss B | TpumecTpe OepeMEHHOCTHM IIOCie KOH-
CyJbTalluM C BpayoM-TeHeTukoM. Jljisi TipeHaTalbHOM
NIMATHOCTUKW TIPEATIOYTUTEIbHO MCITOJb30BaTh MoJie-
KyJsipHO-TeHeTuYecKuii aHanu3. [IpeHaranbHOE TeCcTH-
poBaHME C TMOMOIIBIO MCCIeN0BaHUS (epMEeHTAaTUBHOMN
aKTUBHOCTM BOPCUMHOK XOpHMOHA WM KJETOK OKOJIO-
TUTOAHBIX BOJI IOCTYITHO B OTPAaHUYEHHOM YKCJie IIEHTPOB
o Bcemy mupy [39].

CKpHHUHTOBOE 00C/IeI0BaHIE HOBOPOXKIEHHBIX. CKPU-
HUHTOBOE 00CJeIoBaHWEe HOBOPOXIEHHBIX — YPE3BbI-
yaitHO 3(p(dEKTUBHOE CPEACTBO CBOEBPEMEHHOM muar-
HOCTUKHM 3aboyieBaHMI. B Hacrosiiee BpeMs B psiie
CTpaH MUpa BHEIPEH W/WJIN TIPOXOAUT MUJIOTHOE UCCIIe-
JIOBaHWE HEOHATaJIbHBII CKPUHUHT Ha MYKOTIOJMcaxa-
punosbl | u Il tunos [40]. HenaBHO ObLT paspabGoTaH
HOBBII BBICOKOITPOU3BOAUTEIBHBIN ~ MYJIBTUTUIEKCHBII
METOJ ONHOBPEMEHHOIO aHajv3a OIpeaesieHNus] aKTHB-
HocTH (DepMEHTOB B 00pa3iiax KPOBU C MCIIOIb30BAHUEM
SKMIIKOCTHOM XpomaTtorpaduu BBICOKOTO pa3pelieHusi/
TaHJAEMHOW Macc-CIEeKTPOMETPUM JUIS  JIUArHOCTUKU
HEKOTOPBIX JIM30COMHBIX 0OJIe3HEH, B TOM YMCIIe MYKO-
nonaucaxapunosos I, 11, IT1I1B, IVA, VI u VII [41].

JInarnocTnka. BospacT moctaHOBKM auarHo3a MyKo-
nonucaxapuao3a I Tuma BapbupyeT B pa3jMUHBIX CTpa-
Hax ¥ 3aBUCUT OT MOJTHUIIA 3a00JIeBaHUSI, HO B CpeIHEM
cocTtapysieT 2—6 jet (s moaTuma A — 3,5—771eT, Ut 1o/ -
mnma B — 3,5—4,9 roma, ma mogruma C — 7—10,7 rona,
st oatuna D — 3,1—-8,2 roga). JlnarHocTuKa ocTaeTcst
CJIOKHOM 3a/aveil, Tak Kak B TIEpBbI€ TOAbI XU3HU 3200-
JIeBaHWe MPpOTeKaeT 0ECCUMITTOMHO WU COTTPOBOXKIACTCS
HecnieuuduiecKuMu cummnromamu [11].

OOBIYHBIN JMAaTHOCTUYECKUI TMOUCK Y TallMeHTOB
C TIOJIO3pEHMEM Ha MYKOIOJIMcaxapuao3 HayuHaeTCsl
C M3MEpEeHHUs] YPOBHSI TIMKO3aMWHOTJIMKAHOB B MOYE,
MPOAOJIKAETCSl  OTpe/ie/IeHUEeM aKTUBHOCTHU Crielu-
yecknx (epMEeHTOB M 3aBepllaercsl MIeHTUdUKamei
myTauuii. [lepBbIM METOIOM IMAarHOCTUKM CUMTAETCSI
orpesie/ieHUe YPOBHSI 3KCKpPELMU TrernapaHcyibdara
C MOYOH C MOMOIIBIO TOHKOCJOWHOI Xpomatorpaduu
wim anekTpodopesa. [IpnyeMm HeoOXomMMO TIPOBECTH
KaK KayeCTBEHHbIN, TaK U KOJUUYECTBEHHBIN aHAJIMU3bI.
KonnyecTBo rmKo3aMUHOTIIMKAHOB MOXHO OTPEIeTUTh
B MOY€, CHIBOPOTKE/TIa3Me KPOBH, BHICYIIEHHBIX TISITHAX
KPOBU, aMHUOTUYECKOI U CTUMHHOMO3TOBOM XKUIKOCTSIX,
B KYJBTUBUPOBAHHBIX KJIETKaX M TKaHsSX. B GOJBIIMH-
CTBE CJIy4aeB y JIETeil M TMOAPOCTKOB C MYKOIOJMcaxa-

puno3zoM III Tuma ypoBeHb 3KCKpETHPYEMOTO ¢ MOYOM
remapaHcyibdaTa TpeBbIIIAET HOPMY, OJHAKO Y JIUIL
C JIETKUMU U MEJICHHO MPOTpecCUpyIMMu opMamMu
3TOT YPOBEHb MOXET ObITh B Mpe/eaaX HOPMbI UIN OJIU3-
KMM K He#l. BakKHBIM /1J1s1 AMarHOCTUKU OCTaeTCsl aHAJIU3
aKTUBHOCTHU (DepMEHTOB B KYyJbTUBUPYEMbIX (huOpobIa-
cTax KOXH, JISMKOIIMTaX, TiJa3Me UM ChIBOPOTKE KPOBH,
KOTOPBI MOXKET OBITh MCMOJIb30BaH B KaUeCTBE JTMArHO-
CTUYECKOTO TecTa IepBoii TuHUM [42].

Wnentudukanyss BaprMaHTOB B KOHKPETHBIX TeHaXx,
KOIMPYIOIIUX KaXIblii (hepMEHT, CBSI3aHHBI C MYKO-
MOJIMCaxapra030M, BaxKHa JUTSl TIOATBEPXKACHUS TMarHo3a,
BBISIBJICHUSI HOCUTEJIe, TeHETUYECKOTO KOHCYJIBTUPO-
BaHUsI, TIPeHATAJIbHOW AMArHOCTUKU (TPEANOYTUTEIHBHO
B COYeTaHUU ¢ (PePMEHTHBIMU aHAJIM3aMM) U TIPOTHO3U-
poBaHus deHoruna. [1pu mykononucaxapumnose 11 Tumna
HEoOXOIMMO Ha3HaueHWEe TeHETUYECKOro HMCCIIeTOBaHUs
JUISI YCTAHOBJIEHUMSI MyTalMu cleayonux reHos: SGSH,
NAGLU, HGSNAT, GNS (B 3aBucuMocTHu oT rioarumna) [32].

CekBeHupoBaHue 1o CoHTepy OCTaeTcsl «30JI0ThIM
CTaHIAPTOM» IS BBISIBICHHWSI TEHETUYECKUX MYTallWii
(ToyeuHble MyTallMu W HEOOJbIlIME BCTaBKU/MENEIUN).
OpHako 6osiee pacpoCTpaHEHHBIM CTAaHOBHUTCS CEKBe-
HUpoOBaHUe ciieaytoiiero rnokoneHus: — NGS, mocrymn-
HBII 1 OTHOCUTEILHO HEIOPOTOI METO/ JIJIsT TTIOBCEIHEB-
HOW IMarHOCTUKU MYKOTIOJIMCAXapUI030B. YCTAHOBJICHO,
YTO HEKOTOpbIE MYTallMM CBSI3aHBI C 0oJjiee MSITKUMM
¢deHotunamu Mmykomnojucaxapunosa IIIA tuna (p.Arg-
206Pro, p.Ser347Phe, p.Asp444Gly, p.Glu369Lys, p.Pro-
128Leu), mykomonucaxapumosa I11C tuma (p.Gly262Arg
un p.Ser539Cys), B To BpeMsl Kak Apyrue ObLIM CBSI3aHBI
¢ TSKeJbIM (peHoTHUIOM MyKoroaucaxapuao3a I1TA Tuma
(p.Arg433Gln) [43].

HakormeHus: TMKO3aMUHOTJIMKAHOB TakKXe TpU-
BOJIAT K CIOXHON MUCHYHKIMU ¢ (POPMUPOBAHUEM BTO-
PUYHBIX MapKepoB, TaKWX KaK TJUKOC(HUHTOJUTUIBI,
dochonmununsl U xosectepuH. B KauecTBe MapKepoB
nopaxeHusi LIHC MoXHO UCIOIb30BaTh OLIEHKY YPOBHS
MIMKOCOUHTONMUNINAOB, Takux kKak GMI1- u GM3-
raHmmo3uibl. HekoTopbie aBTOphl TaKKe PEKOMEHIYIOT
U3MepeHNe YPOBHSI AMCaxapuioB, TeNapuHOBOTO KO(dak-
topa lI-TpomOGuHOBOTO KOMILTIEKCa [44, 45].

Tlocne ycraHoBiIeHUSI qUarHo3a TpeOyeTcsl MHCTPY-
MEHTaJbHasl MUAarHOCTMKA JUISI KOHTPOJSI 3a COCTOSI-
HUeM peOeHKa: yJIbTpa3ByKOBOE MCCJeIOBaHUE OPraHOB
OpIOIITHOM TIOJOCTU, CeNe3eHKM, TOYEeK, PEHTTeHOIrpa-
¢us ckenera, syeKTpoHelipoMuorpadusi, ayamoMeTpus,
CITUPOMETPUSI, BJIEKTpodHIedamorpadusi, MOJIUCOMHO-
rpacdusi, 3MEKTpO- M dXOoKapauorpadus, MarHUTHO-
pe3oHaHCHasi ToMorpadusi TOJTOBHOTO MO3ra, HIEHHOTO
OTJI€eJ1a TO3BOHOYHMKA [46].

JuddepennuanbHas quarnocTuka. Tak Kak KJIMHUYE-
ckue TiposiBieHus1 cuHapoma CaHWIUIINO Yallle BCero
HAYMHAIOTCS C HEBPOJIOTMYECKHUX, a HE C COMAaTUYECKUX
HapyLIeHWi, KaK IpU APYIMX MYyKOINOJIKMCaXapuuo3ax,
To MU depeHInanbHYI0 TMarTHOCTUKY B TIEPBYIO ouepeb
clieflyeT TPOBOJUTD C Pa3IMYHBIMU (DOpMaMU 3a/1epKKU

POCCUVCKWIA BECTHUK MEPUHATOJIONMW U MNEANATPUM, 2021; 66:(5)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(5)

237




HEPBHO-TICUXWYECKOTO pPa3BUTUS U PEUM, C PacCTpOii-
CTBaMU ayTUCTUYECKOTO CIIEKTpa, CUHIPOMOM Jie(hUIIUTa
BHUMAHUSI U TUTIEPAKTUBHOCTHU. [1py TOSBICHUU IUC-
MOp(@OJIOTUYECKUX YEePT JUIa U XapaKTePHBIX COMAaTU-
YeCKMX MPU3HAKOB HEOOXOAMMO YTOUHUTD TUTT U TIOJTUTT
MyKoToiMcaxapuao3a. BeipakeHHOe mopakeHue ornop-
HO-JBUTATEILHOTO arrapara, TYTOMOABUXHOCTh CycTa-
BOB, 0OJIM, YIUIOTHEHUE KOXW — OCHOBAHME HJIs TIPO-
BeneHus auddepeHIIMaTbHOTO JaMarHo3a ¢ TaKUMU
3a00J/IeBaHUSIMU, KaK apTPOrPUIIN3, CKJIEPOAECPMUS,
MOJUMUO3UT, apTPUT (FOHOIIECKUI, pPEeBMAaTOUIHbINM,
rncopraTudeckuii). 3abosieBaHUE 00513aTEIbLHO ClEAyeT
nuddepeHInpoBaTh OT IPYTMX BUIAMU MYKOTIOJMCaxa-
PUII030B, MYKOJIUTTMI03aMH1, TAHTJIMO3UA03aMU1, MHOXKE-
CTBEHHO cysibhaTa3HOU HET0CTaTOYHOCThIO [22, 47].
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AKTyaJibHble aCTIeKThl CIOPTHUBHOI HYTPUIIMOJIOTHH IETCKOT0 BO3pPacTa
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Actual aspects of sports nutrition in children

N.V. Rylova'?, A.S. Samoylov', A.V. Zholinsky?, 1.V. Bolshakov'
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B crarbe ocBenieHbl COBpPEeMEHHbIE MPODJIEMbl OPraHU3AIMKM MUTAHUSA CIIOPTCMEHOB-IOHHOPOB. O003HAYEHA POJIb HYTPHUIMOHHOTO
IUIAaHA B KAYeCTBE HEOThEMJIEMON YACTH CIIOPTUBHOM MOJATOTOBKH, a Takxke (akTopa 30POBOr0 POCTA M PA3BUTHS IOHOTO CIIOPT-
cmeHa. OnucaHbl 0COOEHHOCTH NMUILEBOrO cTaryca arieToB. OTMeueHa HEOOXOAMMOCTD NMPOBEIEHHS 00PA30BATEIbHBIX MPOrPaMM
B 00J1aCTH COAIAHCUPOBAHHOTO MUTAHMS, IPUMEHEHUsI IUIIEBBIX J00ABOK H CIIOPTUBHBIX MPOLYKTOB CPeI CIIOPTCMEHOB-IOHHOPOB.
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The article highlights the modern problems of nutrition for junior athletes. The authors outline the role of the nutritional plan as
an integral part of sports training, as well as a factor in the healthy growth and development of a young athlete. They describe the
features of the nutritional status of athletes. The article notes the need for educational programs in the field of balanced nutrition,

the use of nutritional supplements and sports products among junior athletes.
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PaHI/IOHaJTbHO OpraHM30BaHHOE THUTAaHWE YKPETuIsieT
3M0POBLE, TIOBBIIIAET CIIOPTUBHYIO PabOTOCITO-
COOHOCTB, CTIOCOOCTBYET TIpolleccaM BOCCTaHOBIICHUSI
U ajanTaluy K U3NYECKUM Harpy3KaM, a TakKe IMpo-
¢unaktuke tpaBmatuzauuu [1]. CyliecTByoOT ciemyo-
1I[1€ OCHOBHBIE TTPUHIIUITBI CIIOPTUBHOTO MUTAHUS:

— CHaOXeHHWe CITOPTCMEHOB HEOOXOIMMBIM KOJIUYe-
CTBOM JHEPTMU, COOTBETCTBYIOLIMM €€ PacXOIOBaHUIO
B TIpo1iecce (PU3NIECKUX Harpy3oK;

— cOaTaHCMPOBAHHOCTh PAIlIOHA TI0O OCHOBHBIM
MUIIEeBBIM MHTpeArueHTaM (OeskaM, XXUpaM, YIaeBoIaM,
BUTAMWHAM Y MUHEPAJTbHBIM BEIIECTBaM);

© KonnekTtue aBTOpOB, 2021

Anpec nas Koppecnonaenuun: PoitoBa Hatanbst BuktopoBHa — a.M.H., npod.,
3aB. JlabopaTtopueil CIIOPTUBHOM HYTPULIMOJIOTHU LIeHTpa CriopTUBHOI Meau-
uuHbL 1 peadunutanu deneparbHOro MEANIMHCKOTO OUOGU3NUECKOTO IIeH-
tpa uM. A.W. Bypnazsina, ORCID: 0000-0002-9248-6292.

e-mail: rilovanv@mail.ru

CamoiinoB Anekcannp CepreeBud — I.M.H., TeH. nup. DenepaabHOro Meau-
uuHcKoro 6nodusnyeckoro ueHrpa uM. A.W. bypHassina,

ORCID: 0000-0002-1227-2332

BonbiiakoB MBan Brnangumuposuu — opauHaTop Kadeapbl BOCCTAHOBUTEb-
HOIl MEIMLIMHBI, CIIOPTUBHOII MEIMLIMHBI, KypopTOJIOrMM U (husrorepanuu
C KypcoM cecTpuHCKoro aejia enepaibHOro MeAMIMHCKOTO 0o r3nIecKoro
ueHtpa um. A.U. bypHazsna

420012 Mockaa, yi1. KusonucHas, . 46, kopr. 8

Konmuckuii AHapeit BiranuMupoBud — K.M.H., Tupektop PerepaibHOro Ha-
YYHO-KJIMHUYECKOTO IIEHTPa CIIOPTUBHOI MEAMIIMHBI ¥ peaOUIUTaIINH,
ORCID: 0000-0002-0267-9761

121059 Mocksa, yi1. bonbluas JJoporomuiaosckast, 1. 5

— coOMoieHre  TIPUHLUATIOB  cOaJlaHCUPOBAHHOTO
nuTaHus (ONTUMU3AIMs KaYeCTBEHHOTO U KOJTUYeCTBEeH-
HOTO COCTaBa THUILM) TIPUMEHUTENIBHO K OTpe/leIeHHBIM
BUJIaM CIIOpPTa U MHTEHCUBHOCTH HArpy30K B 3aBUCUMO-
CTH OT (ha3bl MMOATOTOBKH K CITOPTUBHBIM COPEBHOBAHUSIM;

— BbIOOp ajeKBaTHBIX (opM muTaHUS (TIPOIYKTOB,
MUILIEBBIX BEIIECTB U MX KOMOWHAIMI1), oOecreunBao-
IIMX Ppa3IMYHYI OpHUEHTALMI0 pPAlMOHOB (OenkoBas,
yIjaeBoaHas, OEeIKOBO-yIJIeBOAHAs) B 3aBUCUMOCTHU
OT KOHKPETHBIX 3a/lad U HaIpaBJIEHHOCTH TPEHUPOBOK
B OT/I€JIbHBIE TIEPUOJIBI TTOATOTOBKMU CITOPTCMEHOB;

— pacripesieJieHue palMoHa B TeYeHUe MTHS, YETKO
COIJIaCOBAHHOE C PEXUMOM M XapaKTepOM TPEHMPOBOK
U COPEBHOBAHUIA.

OpraHu3zaiiys pallMOHAJIbHOTO MUTAHUS IOHBIX CITOPT-
CMEHOB CBsI3aHa C oOecrieyeHueM MX TMOoTpeOHOoCTel
B MUIIEBBIX BEIIECTBAX M 3HEPTMU HE TOJBKO ISl YI0-
BJIeTBOpPeHUsI 3((HEKTUBHOTO TPEHUPOBOUYHOTO Tpoliecca
W JOCTVDKEHMSI MAaKCUMAJIbHBIX CITOPTUBHBIX PE3YJILTAaTOB,
HO U C LIEJIbIO MOIEPXKaHWsI HEMPEPhIBHOTO POCTa U pa3-
BUTUSI pebeHKa [2]. Ha npoTsskeHUM cpeHero v ctapiiero
LIKOJIBHOTO BO3pacTa TPOUCXONST TIepeMeHbl B OOMeHe
BEIIECTB M DBHEpPruud. BeamymHa OCHOBHOTO oOMeHa
y IeTeii 3TOTo Bo3pacTa B pacyeTe Ha eMUHUILY MacChl Tejia
WJIA TIOBEPXHOCTH TeJla 3aMETHO CHUXKAETCs.

C OKOHYaHHWEeM pocTa MacChl Tejla yMEHbIaeTcst
OTHOCUTEJIbHAsl TMOTPEOHOCTh OpraHu3Ma B OejKax;
MOJIOXKUTEbHBIM a30TUCTBIN OajlaHC K IOHOIIECKOMY
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BO3pACTy TMOCTEMIEHHO CMEHSETCS a30TUCTBIM PaBHO-
BeCHeM, XapaKTepHBIM JJISI B3pOCJIOTO OpraHu3ma.
YV MoapocTKOB ellle TOCTATOYHO BBICOKAsT MOTPEOHOCTH
B TIOCTYIUIEHUU C TIUIIEH XUPOB, TOCKOIBKY B TTEPUOJ
ITOJIOBOTO CO3PEBAHMS XKHUP UCITOTB3YETCS TSI TUTACTHYE-
CKHUX MpoleccoB (popMUPOBAHUST COCTaBa Tejia, a XoJie-
CTEepUH — JIST CUHTE3a TTOJIOBBIX CTEPOMIHBIX TOPMOHOB.
TakuM 00pa3oM, KayeCTBEHHBI W KOJWYECTBEHHBIN
COCTaB pallMOHa KaXXI0i BO3pacTHOM IPyMITbl pa3IudeH.

K oCHOBHBIM HampaBJIeHUSIM PAlIMOHAIBHOTO TTUTA-
HUST JeTell CITOPTCMEHOB OTHOCATCS OpTraHW3aIus
aJieKBaTHOTO TIMUTBEBOTO peXknuMma, obecredeHue COOT-
BETCTBYIOIIEH KaJIOPUIHOCTHU pallioHa, cOalaHCUPOBaH-
HOTO TIOTpeOJIeHNsT GeTKOB, XXUPOB U yriieBogoB. Kpome
TOTO, BaXHa OIOJIHUTENbHAs JOTallMsl BUTAMUHAMM
1 MUHEPAJTbHBIMU BEIIECTBAMU.

AIIEKBAaTHBI BOTHO-COJIEBOM pEeXUM B TIEPUOL,
AKTUBHBIX  (U3NUECKUX HArpy30K  TIPEayNpexaacT
MOTEPI0 MMKPOBJIEMEHTOB, B TEPBYIO OYepelb HATPUs
U KaJusl, TIOAAepKuUBaeT (hyHKIIMOHATbHOE COCTOSIHHE
CepIEeYHO-COCYANCTON CUCTEMBI, OKa3bIBaeT 0JIarOTBOP-
HOE BJIMSTHUE Ha HEPBHO-MBILIEYHYIO peryasunio. CTOUT
OTMETHTh, YTO B TIEPUOJ, TPEHUPOBOK TTOTEPU KUIKOCTH
MOTYT OBbITh 3HAUUTEIBHBIMH | 3].

PesynbraThl  MCCIENOBaHUL  CceKTOpa OMOXMMUU
crioptra  CankTt-IleTepOyprckoro HaydHO-HUCCIeI0Ba-
TEJTBCKOTO MHCTUTYTa (PU3UYECKOW KYJIBTYPBI, HaIlpaB-
JIEHHBIX Ha BBISIBIEHHE 3HEPTOTPaT IO CTYIEHSIM MOIII-
HOCTU BBITIOJTHSIEMOM pabOTHI IJIsT OTACIBHBIX BUIOB
CIIOPTa, TTO3BOJMJIN OTPENETUTh CPETHECYTOUHbIE IHEP-
TeTUYECKUEe TpaThl FOHBIX CMIOPTCMEHOB (CM. TaOJIMILY).
JlocTaToyHass KaJOPUMHOCTh paloHa obecreynBaeT
93¢ HeKTUBHYIO PaOOTY MBIIIIEYHO CHCTEMBI, TTPEIYTTPEsK-
JlaeT paHHee HACTYIJICHWE YCTaJIOCTH, TOMAEepKUBAeT
CITOPTUBHYIO pabOTOCTIOCOOHOCTH Ha BEICOKOM YPOBHE.

OnTuMajibHOE TIOCTYIJIEHUE YIJIEBOIOB OOecIeun-
BaeT WHTEHCUBHOCTb PAOOTHI MBIIII, TPEeaYIPeXKIACT
HACTyIUIEHUE TUIIOTIMKEMUU BO BpeMsl TPEHUPOBOY-
HOTO TIpoliecca, croco0cTByeT 3¢h(GEeKTUBHOMY BOCCTa-
HOBJICHMIO T10CJIe aKTUBHOM (DU3NYECKOM eSITeIbHOCTH.
Y crnopTcMeHOB, YIOTPeOISIIOIINX HEA0CTATOYHOE KO-
YeCTBO YIVIEBOMIOB, TTOCTENEHHO HapacTaeT XpOHUYECKUI
neduIMT 3aracoB TJMKOTeHa, 4YTO 3HAYMTEJIbHO CHU-
JKaeT CITOPTUBHYIO MPOWU3BOIUTEIHLHOCTh W BBIHOCTH-
BocTh. O0ecrnieueHue aieKBaTHOTO YIJIEBOJHOIO OajlaHca
B palliOHe WMeeT 3HauyeHWe B TaKUX BHUIaX CITOPTa,
KaK TMMHACTHKa, (UTypHOEe KaTaHWe, Oer Ha JJIMHHBIE
MUCTAHIIMM, KOTOpbIe TpeOYIT COXpaHEHUsl CTpOii-
HoOll (opmbl Tena. Y CIMOPTCMEHOB 3THMX BUJIOB CIIOpTa
Mpu TMpeTHAMEPEHHOM YIOTPeOJIEHUN HET0CTaTOYHOTO
KOJIMYECTBA YIJIEBOMOB C 1IEbI0 CHUXXEHUS KaJllophii-
HOCTHU paliMoHa TSl CHUDKeHUsT MacChl TeJla BCeTa Cyle-
CTBYET PUCK Pa3BUTHSI YTIJIEBOAHOW HETOCTATOUHOCTH [4].

OnTuMaibHbIN OeJTKOBbIN OajlaHC B TTUTAHUU FOHBIX
CIIOPTCMEHOB O0eCMneuynBaeT IUIACTUUYECKUE TPOLEeCChI
pocTa M pa3BUTHS opraHu3Ma [5], a TakKe UTrpaeT Bax-
HyIO poJib B (pusmueckoii moarotoBke. [loBwilieHHas
yacToTa TPEHUPOBOK, HEIOCTAaTOK OEIKOB B THUTaHUM
BeIyT K mpeoOjiafaHUI0 KaTabosn3ma OeNKOB Hal HX
aHabosm3MoM. HepairmoHanbHOe TUTaHue ¢ 1e(UIIUTOM
MOCTYIIJICHUST OesiKa BeeT K MMMYHOCYITPECCUU, BO3pa-
CTaHMIO pYCKa TpaBMaTU3AINU U TTOSIBJICHUIO TTPU3HAKOB
XPOHUYECKOM yCTaoCTH [6].

Jlunuapel Takke MMET OOJbllIoe 3HAYeHUE B JIET-
ckoM nutaHuu. Kpome BBICOKOI 3HEpPreTM4ecKoil 1eH-
HOCTU KUPBI, HapaBHe ¢ OeJKaMU, BBITIOJHSIOT pPOJb
TUIaCTUYECKOTO MaTepuasia, Tak Kak BXOJISIT B COCTaB BCEX
KJIETOK M TKaHel opraHmn3mMa. KpoMe Toro, TUmumasl Cro-
COOCTBYIOT JIy4IlIeMy UCITOJb30BaHUIO OPTaHU3MOM OeJl-
KOB, BUTAMWHOB U MUHEpaIbHbIX BelecTB [7]. [luranue

Tabauya. CpenHecyTouHbIe HePreTHYECKHE TPATHI IOHBIX CIOPTCMEHOB

Table. Average daily energy expenditure of young athletes

CpenHecyTouHble
Oco0eHHOCTH HATPY30K Bupl ciopra ITox DHeprorparsl,
KKaJI
AkpobaTuka (CIIopTUBHAsT), OAIMUHTOH,
TOPHOJIBDKHBIA CIIOPT, TMMHACTUKA
(criopTUBHasI, XyIOXKeCTBEHHasl), KOHHBII CITOPT, JIerKast aTJeThKa
KparkoBpemMeHHEIE, . .

HO SHAYMTOIEHBIC (6apbepHBIii OeT, MeTaHUSI, PBLKKK, CIIPUHT), TTAPYCHBIN CIIOPT, Tia- M 4080+750
e BaHKE CUHXPOHHOE, MPBIKKHU B BOIY, MPBDKKH Ha GaryTe, MPbLKKHA X 36601860
Ha JIbIKaxX ¢ TpaMILJIMHA, CAHHBIN CIIOPT, CHOYOOpI, CTpebda

(13 JIyKa, IyJieBast, CTEHI0BAas ), TECHHIC HACTOJIbHBINI, ()eXTOBaHHUE,

¢durypHoe KaraHue, hpucTamiia

Bboxkc, 6opnda (BosibHASI, IPEKO-PUMCKasi, 131010, CaM00), TISKHBIA
Bonblioit 00beM U MHTEH-  BOJIC00JI, BOAHOE I0JI0, FaHA00J1, IpeOHOI ClIajioM, JIerkasl aTJeTuKa

. M 48701910

CHBHOCTD (6er Ha 400, 1500 1 3000 M), crTOPTUBHBIE UTPHI (OaCKETOOIT, BOJICH- % 4680+725
(buszuyeckoii Harpy3Ku 00J1), coTOOJI, TCHHUC, TXOKBOH/I0, TSKeJIast atieThka, hyToo, -

XOKKEM, XOKKE Ha TpaBe, XOKKE ¢ MSIYOM

Ipebns (akamemuueckasi, Ha Oalimapkax U KaHO3), OMaTIOH, BeJIO-
JImuTenbHBIC U HAMIPSDKEH-  TOHKMU Ha I1occe, M 5610+430
Hble (pu3MYeCcKMe Harpy3Ku KOHBKOOEXKHbIN CIIOPT (MHOTOOOPhE), TBIKHOE TBOEOOPHE, JTbIKHbIE XK 5200£570

TOHKMU, IIJITaBaHUE, COBPEMEHHOEC HHTV[60pr, TPUATJIOH
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IOHBIX CITOPTCMEHOB C HEIOCTAaTOYHBIM COJIEepKaHUEM
JIMTIIIOB TIPUBOJIMT K UCTOIIEHUIO 3a11acOB TPUTJIUIIEPU -
JIOB B OpPraHU3Me, YTO MOXKET OrpaHUYMBATh CIIOPTUBHYIO
MPOU3BOAUTEILHOCTh U MPUBOAUTH K PAaHHEMY HACTYII-
JICHUIO YTOMJIEHUsI B Tipoliecce TpeHUpoBokK. Kpome
TOTO, HealeKBaTHOE YMOTpeOJieHWe XUPOB y TOAPOCT-
KOB MOXET CHMXaTh YpPOBEHb TECTOCTEpOHA B KPOBH,
YTO BeJIeT K YMEHBIIIEHUIO MBIIIIEUHOI Macchl [8].

Ocoboe 3HaueHue uMeeT obecrevyeHue opraHu3Ma
arjeTa BUTAMUHAMU M MMKpO3JeMeHTaMu. ButaMuHbI
W MUHEpaJIbHbIE BEIIEeCTBA MTIPaloT OOJIBIIYIO POJIb
B PETYJISIIMM OOMEHHBIX TPOIECCOB U (DU3MOJIOTHYE-
ckux (yHKUMI opraHu3Ma. BuramuHbl SIBISIOTCS He3a-
MEHUMBIMU MUILEBBIMU (PaKTOpaMu, KOTOpbIe 00J1aaloT
BbIpak€HHOI OMOJIOrMYECKO aKTUBHOCTBIO M B 0OJIb-
IIMHCTBE CJydyaeB OOeCIeuynBaloT peaiu3alnio KaTa-
JIMTUYECKUX peakinii opraHusma. FOHbIE criopTcMeHbI
YacTO MCITBITHIBAIOT MOJMBUTAMUHHYIO HETOCTATOUHOCTh
(xapakTepHO BbIsIBIeHUE neduiuta BUTaMuHOB A, C,
rpynnsl B, E, PP) [9]. MuHepaibHble BeliecTBa odec-
MEeYMBaAOT MTPAaBWIBHBIN POCT U Pa3BUTHE KOCTHOTO CKe-
Jieta, 3yOOB, MBIIIIEUHON, HEPBHOW TKaHU, MTPUHUMAIOT
aKTUBHOE ydyacTHe B Mpolleccax KpOBETBOPEHUSI, BbIpa-
00TKe pa3MNIHBIX (pepMeHTOB 1 TopMoHOB [10]. Jomo:n-
HUTEbHBIN TTPUEM KaJIbLiusi OCOOEHHO BaXKeH JIJIST FOHBIX
cnoprcMeHoK. [logpocTkam HeoOXOAMMO HaKOIUICHHE
aZIeKBaTHOTO KOJIMYECTBA KaJblIMs B KOCTSIX JUISI TIPO-
(unakTUKM OCTeornopo3a ¢ Bo3pacToM. AfeKBaTHas
OTalMsI MUKPO3JIEMEHTa Keje3a OOecreyrBaeT Toj-
Nep>KaHue CUCTEeMbl 00eCIiedyeHsT KUCIOPOIOM. ATIIEThI
¢ neULIUTOM 3Kejle3a 4YacTo KaylTCsl Ha TPYIHOCTHU
B 00y4YE€HUM, Ha CHUXKEHWE CTTOPTUBHOI TTPOU3BOIUTEb-
HOCTM M BBIHOCJIMBOCTH, a TaKXe Ha HEOOXOAMMOCTb
OoJsiee IJIMTESILHOTO TIepUOJa BOCCTAHOBIICHHUS TOCIIE
TpeHupoBOoK [11]. BaxkHO TakKe OTMETUTb, YTO MOTPEO-
HOCTM IOHBIX CIIOPTCMEHOB B BUTAMMHAX U MUHEpPab-
HBIX BEIIECTBAaX HECKOJIBKO BhIlIE, YeM JIeTeil, He 3aHU-
MalOIINXCSI aKTUBHOM (PU3NUYECKOI 1eSITEIbHOCTHIO.

Takum oOpa3zoM, posib pallMOHAJIBHOTO COATAaHCUPO-
BaHHOTO MUTAHMS B XKU3HU IOHBIX CIIOPTCMEHOB OTPOMHa,
O/IHAKO OCOOEHHOCTM IUIAaHOB (PU3MYECKUX Harpy3oK,
IUIOTHBIE TpaUKU TPEHUPOBOYHOIO TMpoliecca U IPyroi
NeSITeJIbHOCTH, TUIIEBbIE TIPEANIOYTeHUsT U U30uUpaTesib-
HBI anmeTuT JeTeil W MOAPOCTKOB MPUBOIAT K Hapy-
IIEHUAM peXHUMa TUTAHWUS U PEIKOMY TIpHeMy ITHIIH,
YTO CMOCOOCTBYET TIOJMBAJICHTHONW HEIOCTaTOUHOCTU
B MUKpPO- U MakpoHyTpueHTax [12]. [ToaTromy B HacTos-
1ee BpeMsl BOZHUKAET HEOOXOAMMOCTb MCITOJIb30BaHMSI
B pallMOHE CIIOPTCMEHOB, Hapsiiy C TpaaulMOHHBIMU
HaTypaJdbHBIMU TIMILEBBIMM TIPOAYKTAMU, TIPOAYKTOB
C 3aJlaHHBIMU CBOMCTBaMM (TaK Ha3bIBaeMbIMU (DYHKITNO-
HaJIbHBIMU TIMILIEBBIMU TPOAYKTAaMU) U OMOJIOTMUYECKHU
aKTUBHBIX 100aBoK K ruie [13]. OgHako HaydHBIX 000C-
HOBaHWI 1 TOKa3aTeIbCTB (P PEKTUBHOCTA 1 0€30ITaCHO-
CTH Jlaxe pa3pelieHHbIX 71 TPUMEHEHHUs B CIIOPTUBHOM
MPaKTUKE CIIOPTUBHBIX 100aBOK B OOJIBIIIMHCTBE CITyyaeB
SIBHO HEJI0OCTaTOYHO WJIM OHU OTCYTCTBYIOT.

B MOMOLLIb TPAKTUHYECKOMY BPAYY

Kak TmoKka3bIiBaeT OTEUECTBEHHBI W 3apyOesKHBIN
OITBIT, TIpoOJIeMa aJeKBaTHOTO MUTAHUS B JETCKO-IOHO-
IIECKOM CITOpPTe Ype3BblYaiiHO akTyaibHa. [1pu aHamu3e
(pakTUeCKOTo MUTAHUS AeTeli-CITIOPTCMEHOB BBISBIISI-
oTCS ITe(UIINT SHEPTeTUYEeCKON ILIEHHOCTU palioHa,
neuuUT MoTpedaeHrsT OeTKOB, TMOJMHEHACHIIIEHHBIX
SKMPHBIX KUCJIOT, KaJIbIIMS U U30BITOYHOE yIOTpeOIeHNE
HACBIIIEHHBIX JKUPHBIX KUCTOT. KpoMe Toro, oTMedaeTcst
HeIoCTaToOuYHasi 00eCIeYeHHOCTh OpraHM3Ma BHUTaMU-
HaMU, MHMKpOJJeMeHTaMU, TaKUMM KakK XKeJie30, Mar-
HUA, HUHK. 11 1eTeii-CmopTCMEHOB XapaKTepHa TaKXKe
TMOJIMBUTAMUHHAsI HEAOCTATOYHOCTE [9].

PanmoHbl I0HBIX CITOPTCMEHOB YacTO HE COOTBET-
CTBYIOT (DU3MOJOTUYECKUM TIOTPEOHOCTSIM U 00BEMY
(GU3NIECKNX HArpy30K, 4TO aKTyalIU3UpyeT HEOOXOmu-
MOCTb HYTPUTHUBHON moamepXku. Mcronbp3oBaHue
MUIIEBBIX J00ABOK M MPOIYKTOB CIIOPTUBHOTO MUTAHUS
cpeny AeTei-CITOPTCMEHOB IMMPOKO PaclpoCTpaHeHo,
OIHAKO MX BBIOOP (KaK IO KOJMYECTBY, TaK M KA4eCTBY)
YaCTO COOTBETCTBYET PeaIbHBIM TOTPEOHOCTSIM KOHKPET-
Horo pebeHka. Haxomsr cBoero morpeduTessi, K coxa-
JIEHWIO, W He pa3pellleHHbIe ISl TIPUMEHEHUsI B CIIopTe
MperapaTbl, CcoaepsKalllie BellecTBa C BProreHHBIMU
CBOIMCTBaMU, KOTOpBIe, HapsAy ¢ TaKUMU dPdeKkTamu,
Kak TIOBBIIIEHWE pPabOTOCITOCOOHOCTH, BBIHOCIUBO-
CTH, 0ObeMa MBIIIEUHOM MacChl, TIPUTYIJICHUE YyBCTBA
YCTAJIOCTH, OKa3bIBAIOT W MOJUCUCTEMHbIE HEeraTUBHBIE
noboyHble 3(pdekTsi [14].

YpoBeHb 3HaHUI IeTeil U MOAPOCTKOB-CIIOPTCMEHOB
0 TIPaBUJILHOM TTUTAHWUM, TIPOAYKTAX CITOPTUBHOTO TTHTA-
HUST HEIOCTATOUHBI JIJIST OCYIIECTBJIEHUSI CAMOCTOSITE b~
HOTO BOCMOJTHEHUST OpraHM3Ma MUTATeIbHBIMUA W 3HEp-
TeTUYEeCKUMHM BelllecTBaMHu. [loaToMy B opraHuzanuu
paIMoHaIbLHOTO MUTAHUS IOHOTO CIIOPTCMEHAa 0COOEHHO
BakHa KOOPAMHHMPOBAaHHasA paboTa caMOro CITOpTCMeHa-
IOHUOpPa, KOTOPBII 3aMHTEPECOBAH HE TOJBKO B JTOCTHU-
KEHUW  MaKCUMAJbHBIX  CIIOPTUBHBIX  pEe3YJIBTaToOB,
HO U COXPaHEHWUM 3IOPOBBS; POAUTENEH, POITb KOTOPBIX
3aKJII0YAeTCSl B BOCIMTAHUU TPABUJIBHOTO THIIEBOTO
MOBEJCHUSI ¢ CAMOTO PaHHETO JETCTBA U TOIIEPKaHUU
KYJIBTYPBI TUTAHUS B CEMbE; Bpadya-JIMeToJIora U TpeHepa,
KOTOpbIe 00ecrieyaT COOTBETCTBME pallMOHa W PeXuMa
NHST (PU3MOTOTUYECKUM TTOTPEOHOCTSIM 1 00beMy (hu3u-
YyecKMx Harpysox [15].

JInst opraHu3anuy paldoHaIbHOTO MUTAHKUS IOHOTO
CIOpTCMEHa HEeOOXOIMMO B TIEPBYIO Ouepeb MCCIIen0-
BaTh 00pa3 ero MUTaHUSsI, TIPOBECTH TIIATEIBHBIN OTIPOC,
OLIEHUTh TIOJIHBIM CYTOUHBINA PAIIMOH, OOBEM TMHUTAHUS
W MOTPeOISIEMON XKUAKOCTH, KPaTHOCTh MpHreMa T,
TPEHUPOBOYHBIN TIpoliecc M pexkuM aHs. Kpome Toro,
clielyeT OLEHUTb MCXOIHBIM MUILEBOI cTaTyc Ha (hoHe
BBISIBJIEHHOM TTHIIEBOI HEAOCTATOUHOCTH (DAKTUYECKOTO
muTaHus. JlaHHBIE MEpPOTIPUSITUST BKITIOYAIOT TTOJTHOE
o0cenoBaHWe ¢ OLIEHKOW Mop¢OonIorndecKux, (hu3no-
JIOTMYECKNX, OMOXUMUYECKUX M JIPYrMX ITOKa3aTesei,
KOTOpbIE OTPaXaloT M3MEHEHUE CTPYKTYPBI, (YHKIIUH,
PE3UCTEHTHOCTH M aJalTallMOHHBIX Pe3epBOB B 3aBUCH-
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MOCTHU OT KOJUYECTBEHHOM M KauyeCTBEHHOM aleKBaTHO-
¢ty muTaHus [16].

O KayecTBe HYTPUTHUBHOTO CTATyCa MOXXHO KOCBEHHO
CYAUTHb TIPU TIPOBEIECHUM TIEPBUYHOTO OCMOTpPa CIIOPTC-
MeHa. YacThle TIpPOCTYAHBIE 3a00JIeBaHMS, OTCTaBaHUE
B (pm3MYECKOM pa3BUTUM MOTYT YKa3bIBaTh Ha HEJIOCTa-
TOYHOE YroTpedsieHne 0eIKOB U MUKpPO3JIeMeHTOB [17].
Kpome Toro, o TOJHOLIEHHOM W pallMOHAJIbLHOM TTHTA-
HUU CBUIETEIBCTBYET 3M0POBOE COCTOSTHUE KOXHBIX
MMOKPOBOB, HOTITEM, BUAMMBIX CIM3UCTHIX 000JI0YEK
MOJIOCTH PTa, 3¢Ba, KOHBIOHKTUBHI IJ1a3, TUM(PaTUIeCKUX
V3JI0B, IIUTOBMIHOM Kele3bl, TedeHW. [laTtomoruue-
CKUe U3MEHEHUST B 9TUX OpraHax U 00JIacTsX Jallle BCEero
HaOTI0MaloTCS TP TUTTOBUTAMMHO3aX M MUHEPAJTbHOM
HenocrarouHocTy. Harnpumep, houKyasspHbIA TUIIEP-
KepaTo3 HabJito1aeTcs Ipy HETOCTaATOYHOCTH He3aMEHM -
MBIX XKUPHBIX KHCJIOT, BATAMUHA A; aJIOTIELINS, IOMKOCTh
HOTTEN — MPU HEAOCTAaTOYHOCTU OesiKa M Kejiesa; TI0cC-
CAT — TIPU HEIOCTATOUHOCTH HUKOTUHOBOW KHMCIIOTHI,
yaHoKoOajmamMuHa, puoodmasuHa u T.1. [18].

B coBpeMeHHOIT CIOPTUBHOI MeauilMHE HauboJjee
YacTo TIONB3YIOTCA OMOMMITEIaHCOMETPHE, KOoTopast
MO3BOJIIET OLIEHWUTh KOMITO3MIIMOHHBIN COCTaB Tejla
yesioBeKa, OMpeneuTh YpOBeHb OCHOBHOTO OOMEHa,
KUIKOCTHOTO OOMeHa, YpOBEHb Pa3BUTHUST MBIIIEUHOMN
MacChl, XKUPOBOI TKaHU, IMPOU3BECTU CETMEHTApHBIN
aHanm3 cocrasa Tena [19].

OpraHu3anus paliMoHaJIbHOTO TUTAHUST IeTel, 3aHU-
MaloIIMXCcsT (PU3KYJIBTYpO W CIOPTOM, TIPOBOIUTCS
COOTBETCTBEHHO BO3pacTy, IOJNY, OOIIEMY COCTOSIHUIO
370pOBbs pebeHKa, ero GU3NYecKol M MHON aKTHUBHO-
CTU, PEXKUMY JTHSI, JUUYHBIM BKYCOBBIM TPEATOUTEHHIM,
BUJY CITOPTa, MEPHUOAY TPEHUPOBOYHOTO Mpoliecca, K-
MaroreorpauecKM YCJIOBUSIM, B KOTOPBIX MPeObIBACT
IOHBIN criopTcMeH. OpraHuzanus MUTaHUS BKITIOYAET
B CBOM paMKU 3aJa4M aJeKBaTHOTO MUTHEBOTO peXXMMa,
obecrieueHUsT KaJJOPUIAHOCTU pallMOHa, COOTBETCTBYIO-
IETO DHEPreTMUEeCKUM 3aTpartaM, cOalaHCUPOBAHHOTO
yIoTpeOeHNsT OEKOB, JXUPOB M YIJIEBOJAOB, a TaKXke
3aJa4u MO  TpodUIaKTUKe AedUIIUTa BUTAMUHOB
1 MUHEpaJIbHBIX BellecTB [12].

IMpu opraHM3allii TUTBLEBOTO pEXXUMa BaKHO y4IHU-
THIBaTh BUJI CTIOPTa, KOTOPHIM 3aHUMAETCs IOHBIN CITOPT-
CMeH, ITUTETbHOCTb TPEHUPOBOYHOTO TIporiecca, oTpes-
HOCTb B Kayjopusix. JsT peruapaTaliiy TIpU 3aHSITUSX
CITOPTOM C KOPOTKUM MEPUOIOM aKTUBHOCTH PEKOMEHTY-
eTcs yIoTpebJieHe TIPEeCHOM BOABI, KOTOpast He CONEePKUT
KaJIOPHi, HO 3TO HEXeIaTeTbHO JUTS 3aHITHM, TISIIAXCS
6osee 60 MUH, WK U HanboJlee MHTEHCUBHBIX TPeHU-
POBOK TIpOAOKUTETbHOCTRIO 10 30 MuH. [Ipu 3aHgaTHsIX
CITIOPTOM C JJTUTETHBIM ITEPUOIOM TPEHUPOBOYHOTO TIPO-
1ecca peKOMEHIYIOTCS CIIOPTUBHBIE HAMUTKU. [1pu Xpo-
HUYECKOW Jernapartalii, KOTopas 4acTo HaOmoaaeTcs
B BECOBBIX BHAAX CIOPTa, CHWXKaeTcsl 3(h(OEeKTUBHOCTh
TPEHUPOBOYHOTO TIpoliecca. B To Xe Bpemst TIpU3HaeM,
YTO BOMNPOC O <«BOJHOIM Harpy3ke» OCTaeTcs 0 KOHIIA
He PElIeHHBIM, U JaXe B CIOPTe BBICIIUX JOCTIKEHUIA

HeT eIWHOTO MHEHMSI KaK IO BpPEeMEHM MCIIOTb30BaAHUS
KUAKOCTH, TaK M TI0 €€ Ka4eCTBY Ha pa3iIMYHBIX dTarax
Y4eOHO-TPEHUPOBOYHOM M COPEBHOBATEIBHOM NESATETb-
Hoctu [20]. OueHb BaXHO YyMoOTpeOJeHUE CIOPTCMeE-
HaM¥ KUAKOCTU JI0, BO BPeMs M MOC/e TPEHUPOBOYHOTO
nporecca. [Tpy 3TOM cJieayeT YIUTHIBaTh, YTO BO BpeMSI
TPEHUPOBKU YYBCTBO Kaxkabl TpuTyrisietcs. [Ipu Hemo-
CTaTOYHOM BOJOIOTPEeOJIeHNN B TKaHSIX OOpa3yroTcs
3aCTOMHEBIE SIBJICHUSI, HAKATTMBAIOTCS TIPOAYKTHI OOMEHa,
MO3TOMY Jaxe MeruapaTaiius JIETKOW CTeNeHU TSKEes0
MepeHOCUTCs opraHusmom [21, 22].

Ilpu opraHuzanuy yrjieBOAHOTO MUTaHUS He0OXO-
VMO YYUTBIBATh, YTO MTOTPEOHOCTH B yIIIeBOIAX B TPEHU-
POBOYHBIN TIEpHOJ OOJIbIIE, YeM B COPEBHOBATENILHBIN.
Bbi10 0oTMEUEeHO, UTO MOTPEOHOCTh B yIJIeBONAX YBEIU-
YHUBAeTCs C BO3pacTaHMEeM MHTEHCUBHOCTH YITPaKHEHUIA,
HO TIOCTETICHHO YMEHBIIAETCST C YBEJIMUEHUEM JUTUTEITb-
HocTH Harpy3ku. CriopTcMeHaM, (pu3ndeckast Harpyska
KOTOPBIX TsDKeJiash W JIJIUTCsT 6osiee | U, peKOMEHIyeTCs
yIoTpebJieHre YIJIeBOJAOB 10 TPEHWPOBKU. YIOTpeOiie-
HUE B 3TOT NIEPUOJI YIJIEBOAOB ¢ HU3KUM NIMKEMUYECKUM
WHAEKCOM TIPEeayIpeXaacT MOsSBICHNE YyBCTBA TOJIOMA.
VYnorpebieHue yrjaeBoiaoB A0 TPEHUPOBOK ITOBBIIIACT
B KPOBU YPOBEHb TJIIOKO3bI, KOTOpas oOOecreunBacT
SHeprueil paborarolire MBIIIILL. Bo BpemMs u Tmocie
TPEHUPOBOK PEKOMEH/IYETCST YIOTpeOIeHNe TTPOAYKTOB,
coepKalInx yriIeBoIbl CO CPEIHUM M BBICOKUM TJIHKE-
MHWYECKUM WHAEKCOM, YTO CITOCOOCTBYET BOCIIOJIHEHUIO
3aracoB TJINKOTeHa 1 obecrneynBaeT 3(POEKTUBHBIN BOC-
CTaHOBUTEJbHBIN Mepuon [23]. st cnopTcMeHOB Y100HO
yrnoTtpebJieHue yIIeBOIOB B XKUIIKOI WJIW TejieBoi hopMme,
TaK KakK CO3/IaeTCsI BO3MOXHOCTh OBICTPOTO HAaCHIIIE-
HUST OpTaHM3Ma YTJIeBOAaMU 0e3 IUTUTEJIbHOM 3aIepKKKI
00JbIIOT0 00beMa MUILIU B KEJIYIKE, YTO MOXKET OBbITb
MPUYMHOM 9yBCTBA TUCKOMMOpTa B 00JIaCTH STTUTACTPUS
B TTEpUOJI TPEHUPOBOK.

I1pu opraHu3zannu aneKkBaTHOTO MOCTYIJIEHUST OEJIKOB
HEeOOXOIMMO YIUTHIBATh, YTO B CJTyYae yBEJTUUYECHHSI MHTEH-
CUBHOCTHU U JUTUTEIBHOCTH HATrpy30K MOTPeOHOCTh B Oei-
KaX BO3pacTaeT 3a CYET UX BKITIOYEHUS B peaKIIM1 SHEPTro-
obpasoBaHus. JlocrarouHast o0ecrie4eHHOCTh OpraHu3Ma
cropTcMeHa OejlkaMyi MMeeT OCOOEHHO OOJIbIIoe 3Ha-
YeHWe B TIEpPUOI TPEHUPOBOUHOTO TpoIecca U cpasy Ke
nocie Hero [24]. B ornmume OT METOIOB BOCIIOJHEHMS
YIJIEBOIHBIX 3aMTaCOB B TUTAHUU IOHBIX CTIOPTCMEHOB, TJIe
MPEATOYTUTETEHO HMCTIOIh30BaHUE CITOPTUBHBIX HATTUT-
KOB BO BpeMsT TPEHUPOBOYHOTO Mpoliecca, TTPY BOCTIOTHE-
HUU 3armacoB 0ejika JyJIIUMU UCTOYHUKAMM TIPOTEUMHOB
CJTy>XaT €CTeCTBEHHBIE MPOIYKTHI TTUTAHUS TIO CPAaBHEHUIO
C TIPOTEMHOBBIMM KOKTEMJIIMU W aMUHOKHUCIOTHBIMU
nobaBkamu. Kpome Toro, mpoTeMHOBBIE KOKTEHIN OTHO-
cATCA K TOPOTUM TIperapaTtaM, TpeOyIoT TpeaBapuTelTb-
HOTO TIPUTOTOBJICHUS W MOTYT OTPHULATEIbHO BIMITH
Ha COCTOSTHUE 370POBLSI IOHOTO CITOPTCMeHa [25].

TTpu opraHn3aLMy ageKBATHOTO MTOTPEOIEHUS KUPOB
PEKOMEHIYeTCSl YYUTHIBATh JUIMTEILHOCTh M WHTEH-
CUBHOCTb (usuyeckux ymnpaxHeHuit. [lorpedHOCTH
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B XKMpaX BO3pacTaeT MpU JUIMTETbHBIX HU3KOMHTECHCHUB-
HBIX YIPaXHEHUSX, NMPU 3TOM Ha CoAepKaHHWe XHUPOB
B CYTOYHOM pallMOHE CIIOPTCMEHOB HOJIKHO TIPUXO-
nuThest 26—30% o011eit KaaopuiiHOCTH UILIU [26].

Hapsiny co cOajiaHCHpOBaHHBIM YMOTpeOJIeHUEM
¢ TIMIIEH, AeTU-CITOPTCMEHBI HYXKIAIOTCS B TTOBBIIIEH-
HOM MOCTYyIJIeHUU BUTaMuHOB (A, rpynnsl B, PP, C, E)
M MUHEpPATbHBIX BeIIeCcTB (Kajus, MarHWs, KaJIbLIVSI,
docdopa, xenesa) [6]. CyTouHble MOTPEOHOCTU HeTE-
CITOPTCMEHOB B BUTAMWHAX W MUHEPATbHBIX BEIIeCTBAX
3aBUCAT OT BUIA CIOpTa, KOTOPHIM 3aHUMaeTcsl pebe-
HOK. Kpome Toro, mpu opraHu3aluvu AOTOJTHUTETb-
HOTO TOTpebJIeHNsT BUTAMUHOB W MUKPO3JIEMEHTOB
PEKOMEH/IYeTCSI YUYMUTHIBATH COBMECTUMOCTH TPOIYK-
TOB MO abCOPOIMOHHBIM CIocoOHOCTSIM. Hampumep,
Mpyu TIpYeMe TIperapaTtoB kKejie3a He pPEeKOMEHIYeTCsI
yIoTpebeHNe TaKuX MPOAYKTOB, KaK OTPYOU, 1ieTbHbIe
3epHa, IIMWHAT, Oopexu, Kode, yail. BaxHo OTMETHUTBH,
YTO BcachIBaHUE XKejie3a B KUINEYHUKE CHIUKAET 4pe3-
MepHOe ynoTpeOIeHNe Kaablius U MarHus [27].

Takum o6pa3oM, aKTyalbHbIE BOMPOCHI CITIOPTUBHOMN
HYTPULIMOJIOTUM JIETCKOTO BO3pacta TpedylT 0cobOoro
BHUMaHUST U MHAWBUAYAJTBHOTO TTOAX0Aa B KaXKIOM KOH-
KpeTHOM ciiydyae. PalimoHaabHOE TTUTaHWE IOHBIX CTIOPT-
CMEHOB JIOJDKHO 00eCIeYrBaTh BBICOKME MOTPEOHOCTH
B OCHOBHBIX THTATEBHBIX BEIIECTBAX U MUKPOHYTPU-
€HTaX, ITOJIHOCThIO KOMIIEHCHPOBATh JHEPTETUYECKUE
3aTpaThl, CBSI3aHHbIE ¢ MHTEHCUBHBIM POCTOM W (DU3U-
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